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MauuneHTcKn popym

C‘b:‘bp)KaHVleT(d; Hs¥e3m npenopbKu Ha EBponelickoTo kKapanonoruuHo apyxectso (ESC)/EBponeiickoTo pecnupaTopHo ApyxecTso (ERS) e nybnmkysaHo camo 3a nmuHa n obpasoBaTeniHa
ynotpe6a. He e paspelueHa Tbproecka ynotpe6a. Huto eHa yact ot Mpenopbkute Ha ESC/ERS He Mmoxe Aa 6bae npeBexjaHa Uy Bb3NpousBexaaHa noy KakeaTo 1 Aa e popma 6e3
nucmeHo paspeluerne Ha ESC n ERS. PaspelueHne moxe fia 6bae nonyyeHo npw nofgasaHe Ha nucmeHo nckae go Oxford University Press, nsgaten Ha European Heart Journal, n ctpaHarta,
ynbaHOMOLLeHa fja 06paboTBa TakMBa paspeLueHuns oT umeTo Ha ESC (journals.permissions@oup.com).

OTKas oT oTroBopHocCT: [lpenopbkuTe Ha EK[/EPl npeactaBnasat Bb3rneanTe Ha EK/] v EP/] 1 ca usrotseHn cnep BHUMaTeNHO pasriexjaHe Ha HayuyHuTe U MeAnLH-
CKWTE NMO3HAHWA W HaIMYHUTE fOKa3aTeNCcTBa KbM MOMEHTa Ha Ny6nukyBaHeTo um. EK[] n EPJ] He HOCAT OTFOBOPHOCT B C/lyyall Ha NPOTMBOpPEUNE, HeCbOTBETCTBIE U/
nnu HeAcHoTa mexay Mpenopbkute Ha ESC/ERS 1 BcAKaKBY ApYyrv opuLManHN HACOKN UK NPENOPBKU, Ny6NNKYBaHN OT CbOTBETHUTE OPraHu 3a o6LeCcTBEHO 3 paBe-
onasBaHe, 0CO6EHO CBbP3aHN C AOOPOTO MpunaraHe Ha 3APaBHN FPUXKIM UIN TepaneBTUYHN CTpaTernn. 3paBHUTE CNELMANUCTM ce HacbpyaBaT Aa B3eMaT M3LANIO Noj
BHUMaHue Mpenopbkute Ha EKJ/EP[], Korato nsnonseat KAMHUYHaTa CU NPeLieHKa, KakTo 1 Npu onpeaensaHe 1 npuiaraHe Ha NpeBaHTUBHM, ANArHOCTUYHU UMK Tepanes-
TUYHN MeAVLNHCKM CTpaTernmn; Bbnpekmn ToBa, npenopbkute Ha EK[I/EPL He OTMEHAT NO HMKaKbB HauMH MHAMBMAYaNHaTa OTFTOBOPHOCT Ha 34paBHMTe cneynanucTv aa
B3eMarT NOAXOAALM U TOUHW PeLUeHNs, B3EMaNK/ NPeABUA 3APaBOCIIOBHOTO CbCTOAHME Ha BCEKM MALMEHT U clef 06CHXAaHe C TO3W NaLMEHT 1, KOraTo e NoAXoAALo 1/
UNK HeOOXOAMMO, C 6oNHOrNeaua Ha naymneHTa. HacoknTe Ha EKI/EP[] He 0cBO6OXAaBAT 3APaBHMTE CMELMANCTLI OT MbJTHO U BHUMATENHO pa3rexAaHe Ha CbOTBETHUTE
odpuMUManHM akTyanusmnpaHn HaCoKM UM NPenopbKM, My6NNKYBaHN OT KOMMNETEHTHITE OpraHu Mo obLeCcTBEHO 3[ipaBeornasBaHe, C LieNl ynpasfieHne Ha Ciydas Ha BCeku
nayneHT B CBET/IMHATa Ha HayYHO NpUeTuTe B CbOTBETCTBME C TEXHUTE CbOTBETHM €TUUYHU 1 NPOdECHOHaNHN 3aAb/IKeHNA AaHHN . OTTOBOPHOCT Ha 3[ipaBHMA CneLmanmnct
e 1 ja NpoBepu NPUIOKMMUTE NpaBiia U pasnopenom, CBbp3aHu C IekapcTBaTa U MeULMHCKUTE U3[eNNA KbM MOMEHTA Ha NPeAnucBaHe.

Ta3u cTaTnA 6ele NybnnKyBaHa eAHOBPEMEHHO C paspelueHune B European Heart Journal v European Respiratory Journal.

© EBpOnencKoTo KapAnonornyHo apyxectBo 1 EBponeinckoTo pecnmpaTopHo Apy»KecTBo 2022 r. Bcuuku npasa 3anaseHu. CtaTumTe ca MAEHTUYHY, C U3K/IOYEHME Ha He-
3HAUNTENHN CTUINCTUYHMN U MPABOMUCHY Pa3fvKy B CbOTBETCTBME CbC CTUNA Ha KOHKPETHOTO CriucaHve. Bcekn LmuTaTt Moxe fia ce M3nos3Ba Npu LMTUPaHe Ha Tasn cTaTus.
3a paspeLueHus, Mons, n3npaTeTe MMENN Ha: journals.permissions@oup.com.
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My6nukysaHo oHnaliH npedu omneyamaaHemo Ha 26 agzycm 2022 e.
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pumarta ryaHunat uuknasa - [IpocTaumnkamHoBY aHano3u « AFOHUCTM Ha MPOCTaLMKINHOBMUA peuenTop - benogpobHa eHaapTepekToMUA
- banoHHa nynmoHanHa aHruoniacTrka - benogpo6bHa TpaHcnnaHTayms
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[loka3aTencTBo A0 pelleHune

DpeHcKn perncTbp Ha 6enoapobHaTa XUNepToHUA
QopcmpaH BUTaneH KanaymTet

MpagupaHe Ha MpenopbKWTE, OLeHKaTa, Pa3Bu-
TUETO 1 OLeHKMTE

BricoKO aKTVBHa aHTUPETPOBUPYCHa Tepanus
Xemorno6uH
CbppaeyHa He[OCTaTbYHOCT

CbpheyHa HefoCTaTbYHOCT CbC 3araseHa u3-
Tnackealla ¢ppakuma

YoBeLwwKu nMyHoaedULMTEH BUPYC

HacnepctBeHa 6enoppobHa apTepuanHa xunep-
TOHUA

XenaTonynMoHaneH CMHAPOM

PuickoB KoedurLmeHT

CBbP3aHO CbC 3[PABETO KAaUeCTBO Ha KMBOTa
3BeHO 3a UHTEH3VBHO JieyeHne
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NHTepcTnymanHa 6enoapobHa 6onect

VianonaTtnuHa 6enogpobHa apTepurasiHa XmnepTo-
HUA
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M3onvpaHa noct-kanunapHa 6enoppobHa xunep-
TOHUA

[MpocTayunknuH 12 peuentop

TecT ¢ xogeHe € NOCTENEHHO yBeNinyaBaHe Ha Ha-
TOBapBaHETO

VNHTPaBEHO3HO
JlABo NpefcbpAne/neBonpeacbpAeH, a, 0, 1
Ckop 3a 6enogpo6bHo pasnpepneneHue
JleBocTpaHHa cbppeyHa bonect
BbenopgpobHa TpaHcnnaHTauma

JlABa Kamepa/neBokamepeH, a, o, 1
YCTpOWCTBO 3a IeBOKaMepPHO acuUCThpaHe
CpepHo nysIMOHaNHO apTepuanHo HanAaraHe
MarHuTeH pe3oHaHc
MarHnTHO-pe30HaHCHO U30bpasaBaHe

HoB opaneH aHTMKoarynaHt

N-TepMurHaneH Mo3byeH HaTPUypeTUUeH Npo-
nenTug,

OTHOLLEHMe Ha LWaHcoBeTe
MynmoHanHa/6enoppobHa aptepua
MynmoHaneH aptepuaneH KoMnaanaHc

MapumnanHo HanAraHe Ha apTepuanHnusa Bbrnepoa-
HUA AnoKcna

BenoapobHa apTepuanHa feHepsaLys

MynmoHanHa/6enopapobHa apTepuanHa
XWMNepToHUs

Benoapo6Ha apTepmanHa XMnepToHus, CBbp3aHa
CbC CbeAVHUTENHO-TbKaHHaA 6onecT

benoppobHa apTepuranHa XMnepToHUs, CBbp3aHa
CbC CUCTEMHA CKJlepo3a

MynmoHanHa apTepranHa XMnepToHWa — CUMI-
ToMU 1 Bb3gencTame (Pulmonary Arterial
Hypertension-Symptoms and Impact)

MapuranHo HansAraHe Ha apTepuanHUs KNCI0Poa
MynMOHanHo apTepuranHo HanaraHe

benogpo6Ha apTepnoBeHo3Ha Mandopmauusn
BknvHeHo HansAraHe B 6enogpobHaTta apTepus
Benopgpo6Ha kKanunapHa xemaHrnomaTosa
MHxnbutop Ha pocdoamnectepasa 5

benoppobeH embonnsbm

BenogpobHa eHgapTepeKkTomMusA
Mo3uTpoH-eMrcMoHHa ToMorpadus

MakcmanHo HansraHe Ha M3AULWAHUS BbrIepo-
[leH AnoKcng,

BenoppobeH pyHKLMOHaneH Tect
MNynmoHanHa (6enonpo6bHa) xunepToHua

BenofpobHa (MynmoHanHa) xvnepToHnA CBbp3a-
Ha C NeBOCTPaHHO CbpAeYHO 3abonABaHe

HaceneHve, MHTePBEHUMSA, CPAaBHEHME, U3XO[

MolNX (PoPH) MopTo-nynMoHanHa xmnepToHus

PPHN

PROM
BCb (PVD)
PVOD

Mepcuctupauia 6enogpobHa XUNEPTOHNA Ha Ho-
BOPOAEHOTO

CbobLUeHa OT NauyeHTa MAPKa 3a U3XOA
benoppobHa cbaosa 6onect

BenoapobHa BeHO-0KIy31BHa 6onecTt

BCC (PVR)
PVRI

Ql

Qp/Qs

an

OMNH (RAP)
RCT
REVEAL

ACK (RHQ)
RR
AK (RV)

BenogpobHO-CbOBO CHNPOTMBIEHNE

NHpekc Ha 6enoapobHOTO CbAOBO CbMNPO-
TUBNIEHNE

NHankaTop 3a KayecTBo

BbenogpobeH KpbBOTOK/CUCTEMEH KPbBOTOK
[acHo npeacbpave/gecHonpeacbpieH, Ha, HO, HX
[ecHonpeacbpaHo HanAraHe

PaHgomm3npaHo KOHTpoONMpaHo NpoyyBaHe

Pernctbp 3a oueHKa Ha PaHHOTO 1 AbIFOCPOYHO
neveHune Ha BAX

[acHa cbpheyHa KateTepmsauma
PenaTtnBeH pnck
[AacHa Kamepa/gecHoKamepeH, Ha, HO, HK

OKN® (RVEF) lecHokamepHa n3Tnackalya pakumsa

RV-FAC
RVOT AT

Sa0,

s.C.

CKbB (CKB)
sGC
SGLT-2i

CJIE (SLE)
SPAHR

sPAP
SPECT

SSc

YO (SV)
SVI
SvO,
TAPSE

TGF-B
TPR
TP (TR)
TRPG

CTP (TRV)
TCX (TSH)
V/Q
VE/VCO,

VKA
VO,
VO,/HR
BTE (VTE)

OKno C30
(®K no C30)

WSPH

WU

MpomsHa Ha dpaKLmMoHHaTa Mol Ha AACHaTa
Kamepa

Bpeme Ha yckopeHue B U3XOLHUsA TPaKT Ha AACHa-
Ta Kamepa

ApTepuranHa KNCIopoaHa catypauma
MopkoXxHO

CbpnoBuaHO-KNeTbYHa 6onect

PasTBoprMa ryaHunat umknasa

NHXMOUTOP Ha HaTPUN-TIOKO3EeH KOTPaHC-
noptep-2

CncTemeH nynyc eputemaTtosyc

LBencku pernctbp 3a 6enogpobHa apTepriasiHa Xu-
nepTOHWSA

CncTonHo HandAraHe B 6enogpo6bHata apTepus
EAHOPOTOHHA eMUCOHHA KOMMIOTbPHA TOMO-
rpadusa

CncTemHa ckneposa

YnapeH obem

NHpekc Ha ygapHua obem

CMeceHa BeHO3Ha KMCTOpOAHa caTypauus

CNCTONHA eKCKYpP3UA Ha paBHUHATA Ha TPUKYCMW-
JarnHuA NpbcTeH

TpaHchopMmupaly pactexeH dpakTop-B

ToTanHa nynmoHanHa pe3ncTeHTHOCT
TpuKycnupanHa peryprutaumsa

MpafMeHT Ha HanAraHe Ha TPUKYCMUAaNHaTa peryp-
rutauus

CKOpOCT Ha TPUKYCNMAanHaTa peryprutaums
Tupeouna-cTMynmpaLy XopmMmoH
BeHTunauma/nepdysua

BeHTUNaToOpHW eKBUBANEHTU Ha BbINEPOAHUA
anoKcng,

ButamuH K anTaroHumcr

KncnopopHa KoHcymauuma

KncnopopeH nync

BeHo3eH Tpom60emb0n13bM

OyHKUMoHaneH knac no CBeToBHaTa 3/jpaBHa op-
raHvsauyma

CBeTOBEH CMNO3KYyM no 6enoapobHa xunep-
TOHWSA

EanHuum no Wood
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1. Mpepuncnosue

Te3n npenopbky 0606LiaBaT 1 OLeHABAT HaMYHUTE [OKa3a-
TeNcTBa C Len nofgnomaraHe Ha 3ApaBHUTE CMeLuanucTi npu
npepnaraHeTo Ha Han-pobpuTe cTpaTerMmn 3a ynpasfieHMe Ha
KOHKpeTeH NauueHT C AafileHO CbCToAHMe. [IpenopbKuTe 1 Ha-
cokuTe UM TpAbBa fa yNecHAT 3ApaBHUTE CeunanncTu npu
B3eMaHeTO Ha pelleHVsa B exKefHeBHaTa MM npaKkTuka. Mpeno-
pbKkuTe obaye He ca 3amecTuTeN Ha 06LLyBaHeTO Ha NauueHTa
C HeroBuTe NpPakTUKyBalmn. OKOHYaTeNIHUTE peLleHna Mo OTHO-
LeHne Ha KOHKPeTHMA naumeHT obaye TpAabBa aa 6baaT B3eTn
OT NneKyBalynA(Te) 3apaBeH () cneymanncT(v) Ha 6a3aTta Ha TOBa,
KOeTO Te cuMTaT 3a Hall-MOAXOAALLO B KOHKpeTHUTe obcToaTen-
cTBa. Te3n pelleHns ce B3emaT cnef o6CbxaHe C naymeHTa u
npwv HY»Aa C IMLeTO, KOETO Ce FPUKK 3a Hero.

MpenopbKunTe ca NpefHa3HayeHW 3a U3Mnos3BaHe oT 34paB-
HM cneumanncTu. 3a Aa ce rapaHTMpa, Ye BCUYKMU Nekapu umaT
[OCTBN A0 Hall-HOBUTE NpenopbKu, EBponenckoTo fpy»KecTBo
no kapauonorua (EKM) n EBponeiickoTo pecnmpatopHo Apy-
xecTBo (EP[]) npefocTtaBAT NnpenopbKuTe cv 6e3nnaTHo B Tex-
HuTe cnucanua. EKA v EPJ] npeaynpexpaBat HemeANUNHCKUTE
ynTaTenu, Ye Cneunanm3npPaHnAT e3nk Moxe aa 6bae M3Tbi-
KyBaH NMOrpeLHo 1 OTXBbPNAT BCAKAKBA OTFTOBOPHOCT B TOBA
OTHOLUEHNe.

Mpe3 nocnegHute rognHn 6axa Ny6aMKyBaHW MHOFO npe-
nopbku Ha EKJ v EP. Mopagn 3HaueHneTo UM 3a KIMHMUYHaTa
npakTrKka 6axa pa3paboTeHn KauecTBEHU KpuTepun 3a pas-
paboTBaHe Ha NPenopbKKTe, 3a la MOXKe BCUYKM pelueHns aa
6baaT Npo3payHn 3a noTpebutenda. Hacoknte n npouenypute
Ha EK[] n EP[] 3a dopmynupaHe v n3paBaHe Ha NpernopbKy 3a
KNMHWYHaTa MpakTMka morat Aa 6bAaT HamMepeHW Ha CboT-
BETHMA yebcalT nnmn cnucaHue Ha apyxecteata (https:/www.
escardio.org/Guidelines and https://openres.ersjournals.com/
content/8/1/00655-2021). MpenopbkuTe Ha EKA v EPJ npencTa-
BAT oduumanHata nosuuma Ha EKJ n EP[] no napeHa tema u ce
aKTyanusmparT pefoBHO.

MaHenbT ekcnepTy 3a Te3n cneundryHM NPEnopPbKIN Ce CbC-
TOW OT paBeH 6poii uneHose Ha EK[ v EP[], BKAtounTenHo npeg-
CTaBUTENUN Ha CbOTBETHU rPYNy MNOA-CNeLnanHOCTH, yYacTBaLym
B MeAMLMHCKNTE FPUXKI 3a NaLMEeHTH C TakaBa NaTonorusa.

Ekcneptute oT paboTHaTa 1 peBM3mnpaLyuTe rpynu npefoc-
TaBMXa CTaHAapPTHW AeKnapauuuv 3a MHTepecy 3a BCUYKY B3au-
MOOTHOLLEHWA, KOUTO BMxa MO Aa ce Bb3npuemat Kato pe-
aNnHM UAY NOTEHUMANHN N3TOYHNULM Ha KOHONUKT Ha MHTepecu.
TexHuTe geknapauumn 6saxa npernefaHy CbrnacHo npasunaTta 3a
JeknapupaHe Ha nHTepecy Ha EK[] n morat ga 6baat Hamepe-
H¥ B yebcanTta Ha EK] (http://www.escardio.org/Guidelines). Te
6sxa cbbpaHM B AOKNaj M CbBMECTHO Ny6nnKyBaHU B AOMbA-
HUTeNeH JOKYMEeHT KbM npenopbKuTe. To3n npouec rapaHTipa
MpPO3payYyHOCT U NpeAoTBpaTABa NOTEHUMANHN NPUCTPacTUA B
npouecuTe Ha pa3paboTBaHe 1 peBn3unA. Bcuku npomeHn B ge-
KnapauumTe 3a MHTepecH, Bb3HUKHaNM Mo Bpeme Ha nepuoga
Ha nucaHe, 6axa cbobueHn Ha EK[ n akTyanusupaHu. PaboTHa-
Ta rpyna nonyuu uanata cv priHaHcoBa nogkpena ot EKJ v EP[
6e3 HMKaKBO yyacTue Ha 3apaBHaTa MHAYCTPUA.

KomnTeTsbT MO NpenopbKu 3a KNMHWYHaTa npaktuka (MK,
CPG) Ha EK v gnpekTopdbT no npenopbkute Ha EPO, pokna-
ABalm Ha HayuHumAa cbeeT Ha EP[], KoHTponupaTt n KoopanHu-
paT noAroToBKaTa Ha HOBM MpPenopbKY. Te3n npenopbky 6axa
NOANOXEHW Ha 3a4bnboyeH nperneg ot komuteta Ha EKA-MKIM,
paboTHaTa rpyna 3a Hacoku Ha EP[] n BbHWHYK ekcnepTw. Mpe-
nopbKuTe 6axa paspaboTeHn crief BHUMATENTHO U3Mos3BaHe Ha
HayuYHMTe U MeJMLMHCKIN MO3HAaHUA N AOKa3aTescTBaTa, Hanuy-

HY Mo Bpeme Ha pa3paboTsaHeTo nM. Crefj CbOTBETHY PEBU3NN

npenopbKuTe 65xa MOANMCaHN OT BCUYKW eKkcnepTn B PaboTHa-

Ta rpyna. OKOHYaTeNHNAT JOKYMEHT bGeLle NnoanvcaH oT Komu-

TeTa EKO-TMKM 1 onobpeH oT n3nbiaHUTeNHWA KomuTeT Ha EP/,

npean aa 6bhe nybnukysaH eaHOBpeMeHHO B European Heart

Journal (EHJ) v European Respiratory Journal (ERJ). PeweHuneTo 3a

nybnnkyBaHe Ha HacoKuMTe 1 B ABeTe crnvcaHna Gelle B3eTo, 3a

[a ce ocMrypu afiekBaTHO Pa3npoCTPaHeHMe Ha HACOKMTe KaKTo

B KapAMONOrnyHaTa, Taka 1 B pecnmpatopHata obnacr.
3apavata 3a paspaborBaHe Ha [lpenopbkm Ha EK[/EPL

BK/IOUBALLE CbHLIO Taka Cb3fjaBaHe Ha 0O6pa3oBaTENHN UHCTPY-

MEHTU 1 NPOrpamu 3a NpunaraHe Ha NPenopbKUTe, BKAYNTEN-

HO CbKpaTeHW [KOOHU Bepcumn Ha NpenopbKuTe, 0606LaBa-

WK CnaiaoBe, pestome 3a HeMpPOopeCUOHANNCTU N eNeKTPOHHA

BepcusA 3a UMPpPoBM NpUNoxKeHna (CMapTdOoHM 1 T.H.). Te3un Bep-

CUW Cca KPaTKWU 1 Nnopaaun ToBa, 3a No-noapobHa nHbopmaums,

noTpebuTenaT TpAbBa BUHArK fa W3non3Ba MbJiHaTa TEKCTOBA

BepcuA Ha MpenopbKuTe, KOATO e CBOOOAHO JOCTbMHA upe3

yebcantosete Ha EK[l v EP[] 1 HanuuHm Ha yebcanToseTe Ha EHJ

n ERJ. HaumnoHanHute KapanonornuHu gpyxecrsa Ha EK]] ce Ha-

CbpyaBaT fa opobpAT, Npremart, npesefaT 1 npunaraTt BCUYKK

Mpenopbkn Ha EK[. HaunoHanHute 6enoppobHn apyxectsa

CbLLO Ce HaCbpyaBaT Aa CMOAENAT Te3M HaCOKM CbC CBOUTE une-

HOBe 1 [a pa3paboTAT pestome Ny pedakUVMOoHHM CTaTUK Ha

COOCTBEHUA CU e3KK, aKo e noaxopasawwo. Heobxoarmm ca npo-

rpamu 3a npuaraHe, Tbii KaTo e JoKa3aHo, Ye N3XOLbT OT 3ab0-

NABAHETO MoXe Aa 6bAe NoBIMAH 6GNaroNnPUATHO OT LANIOCTHO-

TO NpunaraHe Ha KNMHUYHUTE HAaCOKM.
34paBHUTE CNeumnanncTu ce HacbpyasaT Aa B3emaT mM3LuAa-

5o noA BHUMaHue Mpenopbkute Ha EKA/EPA npn KnuHnyHaTa

CM MpeLeHKa, KakTo 1 Npun onpepensaHe 1 npunaraHe Ha npe-

BAHTVBHW, AWArHOCTUYHM WAN TepaneBTUYHU MeZULUHCKM

cTpaTerun. MNpenopbknute Ha EKO/EPL obaue He OTMEHAT no

HUKAKbBB HAaYMH MHAMBMAYaNHaTa OTFTOBOPHOCT Ha 34paBHUTe

cneumanncT aa B3emaT MNPaBUIHU U TOYHU peLleHuns, Cbo-

6pa3eHn CbC 34PaBOCIOBHOTO CbCTOAHME Ha BCEKM MaLMEHT

n cnep obCcbKaaHe C MayMeHTa Uan IMLETO, KOETO Ce TPUXKN

3a NauueHTa, Korato e noAxoaAwo u/unm Heobxognmo. OTro-

BOPHOCT Ha 3ApaBHM1A CNeLnanucT e Cblyo Taka ja NpoBepABa

npasunaTa u pasnopeadbuTe, MPUAOKUMIN KbM fleKapcTBaTta u

yCTpoMncTBaTa KbM MOMEHTa Ha NpeAnucBaHe 1, Korato e noa-

XOAALLO, fa cna3Ba eTMYHWUTE MpaBwuia Ha cBoATa npodecua

BbB BCAKA CTpaHa.

Ynotpe6aTa Ha nekapcTBa M3BbH YKa3aHWATa MOXe fa 6bae
BKJIOYEHa B Te€3M NPEenopbKM, aKo MMa OCTAaTbYHO KONIMYECTBO
JoKasaTencTBa Ye MOXe fla ce cumMTa 3a nogxofAwia oT mMeau-
LUMHCKa rnefHa ToYKa 3a AafeHO CbCTOAHME 1 aKo MauneHTuTe
6uxa MOrnv fa “MaT nonsa oT NpenopbyaHaTa Tepanusa. OKOH-
yaTeNIHUTE pPeLIeHs 32 KOHKPETHMA NaureHT obade Tpsa6Ba Aa
Ce B3emaT OT JieKyBalUWA 34PaBeH CMeLManmncT, Kato ce obpbLua
cnewuyanHo BHYUMaHMe Ha:

«  CneuyndunyHOTO CbCTOAHME Ha MaumeHTa. B ToBa oTHOLWe-
HMe ce YyTOUYHABA, Ye OCBEH ako He e MpefBUAEHO APYro
B HaunoHanHuTe pasnopepnbu, off-label ynortpebata Ha
neKkapcTBoTO TpA6GBa Ja ObAe orpaHuMyeHa [O CUTyauuu,
KOraTo ToBa e B MHTepecC Ha MauueHTa, Wo ce oTHacA Ao
KauecTBOTO, 6€30MacHOCTTa 1 epUKACHOCTTA Ha TPUXKITE
1 CaMO C/lef KaTo NauMeHTbT e 61 HanbHO NHGOPMMpPaH
1 e fan cbrnacue.

« CneundunyHuTe 3a AbprkaBaTa 3[paBHU pasnopenbu, yka-
3aHUA OT NPaBUTENCTBEHUTE PEryNaTOPHN areHuun 3a ne-
KapcTBaTa 1 €TUYHWTE MpPaBuia, Ha KOUTO Ce NoauynHABaT
3[paBHNTE CNeumnanmnucTu.
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2. BbBepeHme

MynmoHanHata (6enogpo6bHata) xuneptoHua (MX, BX) e nato-
$M3MONOrMYHO Pas3CTPONCTBO, KOETO MOXeE Aa BKIOUYBA MHO-
XeCTBO KJIMHWYHM CbCTOAHMA M MOXe fa 6bAe CBbp3aHO C
pas3nnYHN CbPAEUYHO-CHAOBU 1 pPecnupaTopHy 3abonaBaHuA.
CnoXHocCTTa Ha ynpaBneHmeTo Ha bX u3nckBa MHOrocTpaHeH,
XONIMCTUYEH Y MYNTUANCUUNANHAPEH NOAXOA, C aKTUBHO yyac-
Tve Ha naumneHTuTe ¢ BX cbBMeCTHO ¢ KnuHMUMCTUTE. PalymoHa-
NU3MPAHETO Ha rpvxuTe 3a nmaumeHTn ¢ BX B exepgHeBHaTa
KNMHWYHA MpaKTUKa e Npefu3BMKaTesiCTBO, HO CblUeCTBEHO
n3ncKBaHe 3a eGeKTMBHO ynpasneHne Ha bX.MNpe3 nocnegHute
roAvHu 6elle NOCTUrHAT 3HaUUTENEeH HanpeabK B OTKPMBAHETO
1 neyeHneTo Ha bX, a B ToBa 4eTBBPTO U3AaHMe Ha [NpenopbKu
Ha EK[I/EP[] 3a guarHocTuka v neyeHune Ha 6enoapobHa xunep-
TOHMA 6AXa CBOEBPEMEHHO MHTErpmpaHn HOBY AOKa3aTencTaa.
OTpa3aBariky MynTUANCUUNANHAPHMA NPUHOC B NMOAXOAA KbM
nauveHTn ¢ bX n nHTepnpeTnpaHeTo Ha HOBY JOKa3aTescTBa,
PaboTHaTa rpyna BKOUYBa KapAMOno3n 1 NysiMosiosu, Topaka-
NEeH XMpYpr, METOANCTU 1 NaumneHTn. Tesn nsyepnartenHu npe-
NOpPbKM 3a KNMHUYHaTa NpakTKa 06xBallaT Luenma cnekTbp oT
BX, c akLeHT BbpXy AnarHoCTULMPaHeTOo 1 neyeHneTo Ha beno-
ApobHaTa apTepuanHa xunepTtoHua (BAX) n XxpoHnyHa Tpom60-
embonuyHa 6enoagpobHa xmneptoHua (CTEPH).

2.1. KakBoO e HOBOTO

EQHO OT Hal-BaXkKHUTE Mpenno)KeHua OT 6-UA CBETOBEH CUM-
nosunym no 6enoppobHa xmneptoHus (WSPH) 6ewe pa ce npe-
pasrnefa xemogvmHamuyHata geduHuuma Ha BX.! Cneg BHu-
MaTesnHa oueHKa, HoBuTe AedpuHuumn Ha BX 6saxa ogobpeHn un
paswurpeHn B Te3n NPenopbKK, KaTo Oelle BK/OYEHA peBuU3m-
paHa nparoBa CTOMHOCT Ha 6enoApo6HOTO CbAOBO CHMPOTU-
BneHuve (bCC) n gedpunHnuma Ha bX npu HaToBapBaHe.

KnacudurkaumaTta Ha BX e akTyanusmpaHa, KaTo ca peno-
3UUMOHUPAHN Ba3opeakTUBHU MauMeHTV C nauonatuyHa Oe-
noppo6Ha aptepuanHa xmuneptoHus ( IBAX) n e pesusnpaHa
rpyna 5 bX, kaTo e peno3uyunornpana bX npu numdanrmonerio-
MUoOMaTo3a B rpyna 3.

Lo ce oTHacsa fo anarHocTuMkata Ha bX e pa3paboTeH HOB
anropmuTbM, HaCOUYeH KbM MO-paHHO OTKpMBaHe Ha bX B obw-
HocTTa. OCBeH TOBa Ce NpenopbyBa YCKOPEHO HacouBaHe npu
BMCOKOPUCKOBY UM KOMMJIEKCHU NauueHTu. MpennoxeHn ca u
CTpaTernu 3a CKPUHWHT.

TabnuuaTa 3a cTpaTndUKaLmMA Ha prCKa e pas3WwmrpeHa, 3a Ja
BK/IOUM AOMBAHUTESIHW MPOrHOCTUYHM exoKapanorpadcku u
CbpPAEYHO-MAarHUTHO pe3oHaHcHM (cMRI) nokasatenu. lNpeno-
pbKUTE 3a MbPBOHAYaNIHN IEKAPCTBEHM Tepanmm ca onpoCTeHMy,
Hagrpa<gankn To3u peBu3npaH, TPUCIOeH, Nonn-napameTpu-
YeH MofJen Ha puUCKa, 3a Aa 3ameHun dyHKUMOoHanHaTa knacudu-

N36paHu peBusmpanu npenopbku (R) n HoBu npenopbku (N)

HoBu unun

Mpenopbkn BbB Bepcua 2015
peBM3npaHn

kauusa. MNpu npocneaasBaHeTo cera ce npeasiara HOB YETUPUCIIO-
€H MHCTPYMEHT 3a OLeHKa Ha PUCK Ha 6a3aTa Ha Npeuun3rpaHu
rpaHuum 3a dyHKUMOHaneH knac Ha CBeToBHaTa 3apaBHa opra-
Hu3auma (OK no C30), 3BbpBAHOTO Pa3CTOAHUE B 6-MUHYTHUA
TecT ¢ xopaeHe (6MWD) n N-TepMuHaneH Mo3byeH HaTpuypeTu-
yeH nponenTtug (NT-proBNP), kaTeropusunpaly nauneHTuTe Kato
HUCBK, YyMEPEHO-HNCBK, yMepeHO-BUCOK WS BUCOK PUCK.

AnropuTbMbT 3a NleyeHne Ha BAX 6ewwe mogudurumpaH, noa-
yepTaBallky BaKHOCTTa Ha CbpheyHO-6enogpobHUTe CbNbTCTBA-
L 3a60/1ABaHNIA, OLieHKaTa Ha pYiCKa KaKTo NPy AUarHocTruypaHe,
TaKa 1 Npu NpoceaaBaHe, KaKTo U BaXKHOCTTa Ha KOMOMHVpaHuTe
Tepanuu. CTpaTternnTe 3a eyeHne No Bpeme Ha npocsieiaBaHeTo
ca 6a3vpaHn Ha YETUPUCIONHKA MOZEN, C LIeN ynecHsBaHe Ha B3e-
MaHeTO Ha Mo-Cneuvann3npaHmn peLleHns.

MpenopbkuTte 3a nogxoa npu bX, cBbp3aHM C NeBOCTPaHHO
cbpaeuHo 3abonasaHe (PH-LHD) n 6enonpo6Ho 3abonsBaHe, ca
aKTyanu3npaHu, KaTo e BKJIlDYeHa HOBa XeMOANHaMM1yHa aedu-
HUUMA Ha Texkka BX npu nauneHTn c 6enogpobHo 3abonasaHe.

B rpyna 4 bX e BbBeieH TEPMVHDBT XPOHUYHa TPOMb6oeMb0-
NMyHa 6enoppobHa 6onect (XTBB) cbe unu 6e3 bX, KaTo e B3eTo
npeaBua HaMUMeTo Ha NOJO6HY cMNTOMU, NePdY3NOHHN ae-
bekTn 1 opraHnsnpary GubpPo3HK 06CTPYKLUN MPY NaLUeHTU
CbC unu 6e3 bX B nokoii. IHTepBEHLNOHANHOTO fleyeHrie upes
6anoHHa 6enogpobHa aHruonnactuka (BrMA) B kombrHauua ¢
Me[VKaMeHTO3Ha Tepanua e BKIIYEHO No-Hanpea B neyebHus
anroputbm Ha CTEPH.

MpepncTaBeHn ca HOBU CTaHZapTy 3a LeHTpoBe no bX u 3a
MbPBU NbT B pa3paboTBaHETO Ha Te3u NpenopbKu BAxa BKIO-
YeHU aKTMBHO NPeACTaBUTEN Ha NaLUeHTHTe.

Bbnpocu ¢ npekn nocnencTsra 3a KAVHULMCTATE MO OTHO-
LWeHne Ha BCAKa KnacudurKkaumoHHa nogrpyna Ha bX 6sxa us-
6paHn 1 ca pasrefaHn, a UMeHHO MPenopPbKM OTHOCHO: CTpa-
Terva 3a MbpBOHaYaNHOTO NneyveHue 3a rpyna 1 bX (monynauwus,
NHTepBeHUnA, KoHTpon, nsxog [PICO] I); nanonssaHe Ha nepo-
panHu nHxmbuTopu Ha pochoanectepasa 5 (PDESI) 3a neuerne
Ha rpyna 2 BX (PICO II); nsnon3saHe Ha nepopanHu PDES5i 3a ne-
yeHue Ha rpyna 3 BX (PICO Ill); n ynotpeba Ha nekapcTsa 3a bX
npean BINA 3a neyeHne Ha rpyna 4 bX (PICO IV). Tean Bbnpocu
Ce CUMTAT 3a BaXKHW, 3aLLOTO: MOBEYETO CbBPEMEHHMN PEFUCTPYU
Ha BX onnceaT npomeHnvBa ynotpeba Ha mbpBOHavanHa nepo-
panHa MoHOTepanuAa 1 KOMOVHMpPaHa Tepanua; ronemMm cepum
OT C/lyyan MOKasBaT LUMPOKO Pa3npoCTPaHEHO M3MOoJ3BaHe Ha
PDES5i B rpyna 2 BX, sbnpeku npenopbka knac lll B Mpenopbku
2015 r. Ha EK[/EP/] 33 gnarHocTrKa 1 neveHmne Ha 6enofpobHa
XVUNEePTOHUSA; FONeMU Cepun OT Clyyam NokassaT WMPOKO pas-
npocTpaHeHo n3nonssaHe Ha PDES5i npn BX rpyna 3, Bbnpekun
knac lll npenopbkute B Mpenopbku 2015 r. Ha EKA/EPL 3a gnar-
HOCTVMKa U fleyeHne Ha 6enoapobHa XMNepTOHUA; @ HAMA ACHMW
HaCoKM 3a TepanuA ¢ lekapcTtBa 3a bX npu naymeHTn c Heone-
pabunHa CTEPH npepawu BIMA.

Knac® [lpenopbku BbB Bepcusa 2022 Knac®

AAacHa CbpAeYvYHa KaTeTepusaynsa N TeCT 3a Ba3OpeaKTUBHOCT — npenopbllumenna ma6nuqa 1

N

R 3a n3BbpLUBaHE Ha Ba30PEAKTVBEH TECT KaTo afiTepHaTMBa
TpsA6Ba fa ce Ma NpeaBuz aaeHo3VH.
KaTo antepHatyiBa 3a M3BbpLUBaHE Ha TECT 3a Ba30peaKT1B-
HOCT MOXe [1a Ce B3eMe MPefBNz NHXaNaTOPEeH UNonpocT

Mpenopbusa ce [ICK fa BKNOYBa Mb/iHa OLeHKa Ha XeMOoAW-
HamuKaTa v ia e U3BbpPLLUBA MO CTAHAAPTM3VIPAHY MPOTOKOMN
3a 13BDbPLUBAHE Ha TECT 33 Ba30OPEaKTVBHOCT Ce Mperno-

pbuBaT MHXaNaTOPeH a30TeH OKCUf, MHXanaTopeH nnon-
POCT MK i.v. ENONPOCTEHON

Mpodwixasa
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AnarHocTnyHa cTpaterus - Tabauya c npenopsKu 2

N

MpenopbyBa ce fa ce onpepeny exokapanorpapcka-
Ta BepoATHOCT 3a bX Bb3 ocHoBa Ha abHopmHaTta CTP
1 HannMuneTo Ha ApYru exokapAvuorpapcku npusHauy,
npegnonaraww bX (BuxTe Tabauya 10)

MpenopbuBa ce nogabpxKaHe Ha TekywwmA npar 3a CTP
(>2,8 m/s) 3a exokapavorpadcka BepoATHOCT 3a bX, cb-
rNacHo akTyanusmpaHaTa XeMoANHaM1yHa AeduHnLmnA

Bb3 ocHoBa Ha BepoATHOCTTa 3a bX B exokapauorpa-
duATa B KNMHNYHUA KOHTEKCT TpAbBa Aa ce obmucnat
[OMBAHWUTENHN N3CNeABaHUA (T.e. CUMMTOMM 1 PUCKOBM
daKTopU U cBbP3aHN cbcTosAHMA 38 BAX/CTEPH)

Mpn CMMNTOMHK NaUMeHTV C ymepeHa exokapaunorpad-
cKa BepoATHOCT 3a BX moxe pa ce obmucnmn CPET 3a fo-
MbAHUTENHO onpejenaHe Ha BepOATHOCTTa 3a bX

CKpUHMHT 1 noao6peHo oTKpuBaHe Ha 6enofpo6Ha apTepuasniHa XUNEPTOHUA U XPOHUYHa TpomboembonnuHa 6enogpo6Ha xunepToHus —
Mpenops4yumennHa ma6nuya 3

N

Exokapaunorpadus B NoKowi ce NpernopbyBa KaTo CKpu-
HUHFOB TECT Npu 6€3CMMNTOMHM MauneHTn cbe SSc,
nocnefBaHa OT €XXerofeH CKPUHUHI C eXOKapAnorpa-
¢wus, DLCO n briomapkepu

[CK ce npenopbyBa Npu BCUYKMN Cllyyan Ha CycriekTeH
BAX cBbp3aH cbc CTh

Mpu npexvsenu BE ¢ gucnHes npu ¢ursnyecko HaTo-
BapBaHe TpA6Ba Aa ce nma npeasua XTEBD

Mpu naumeHTy cbe SSc ce NpenopbYBa eXerofiHa oLeH-
Ka Ha pucKa 3a Hannume Ha BAX

Mpwv Bb3pacTHN NaLMeHTN CbC SSC C NPOABIKUTENTHOCT
Ha 3abonaaHeTo >3 roguHu, FVC >40% n DLCO 60%, ce
npenopbuBa anropntbmbT DETECT 3a ngeHtuduumpa-
He Ha acMMNTOMaTUYHM naumeHTn ¢ BAX

Mpy NaumeHTn cbe SSc, Npy KOWUTO 3aAyXbT OCTaBa He-
06ACHUM Cflefl HeMHBa3MBHa OLIEHKa, ce MpernopbyBa
[CK 3a n3kniouBaHe Ha BAX

Mpun nauneHTn cbe SS¢, Ha 6a3aTa Ha OLEHKa Ha 3afy-
Xa B KOMOVHauuA ¢ exokapguorpama vnv PFT n BNP/
NT-proBNP, TpsibBa fia ce 06MUCN OLEHKA Ha p1CKa OT
Hanuune Ha BAX

MonuTuknTe 3a oueHKa Ha pucka ot BAX Tpabsa pa ce
B3eMaT NpeaByA B 60IHNLMTE, KOUTO NleKyBaT NaLmMeHTH
cbc SSc

Mpy CUMMTOMHM MAUMEHTU CbC SSC MOXe Aa ce 0bmMucn
exokapawvorpadus c HatoBapsaxe unu CPET, unn CMR 3a
noAnomMaraHe Ha pelleHnATa 3a n3BbpLuBaHe Ha ICK

Mpu naumenTn cbc CTB ¢ NpMNOKpUBALLM Ce XapaKTe-
PUCTMKM Ha SSC MOXe Aa ce 0OOMNCIN eXXerofHa oLeHKa
Ha pucka ot BAX

Mpwn nayneHTV C NepcucTMpalla UM HoOBOMoABMNA ce
OVCMHes Unn orpaHnyeHne Ha ¢Gn3nYecKoTo HaToBap-
BaHe cnep bE ce npenopbyBa AONbAHUTENHA ANArHOC-
TYHa OLeHKa 3a oueHka Ha CTEPH/CTEPD

Mpy CUMNTOMHY MAUMEHTN C HeCbOTBETCTBALM Mep-
dy3noHHU 6enofpobHn aedeKkTn cnep Haa 3-meceyHa
aHTMKoarynauua 3a octbp BE ce npenopbuBa HacouBa-
He KbM UeHTbp 3a BX/CTEPH KaTto ce B3emaT npeasug
pe3yntatute ot exokapavorpadusaTa, BNP/NT-proBNP
n/vnn CPET

MpenopbyBa ce KOHCYNTMpPaHe OTHOCHO pucka oT BAX
N eXXerofeH CKPUHWHE 3a N1LA C MOIOXKMTENIEH TeCT 3a
MyTauuu, npuumnHasawm BAX, n npu poaHMHN OT NbpBa
JIMHWA Ha nauneHTn ¢ HPAH

Mpu nauveHTn pedupupaHn 3a YepHOAPO6Ha TpaHC-
nnaHTauus, exokapavorpapuaTa ce npenopbysa Kato
CKPUHWHIOB TecT 3a bX

Mpu cumnTomaTyHy naumenTn c¢bc CTHB, nopTanHa
xuneptoHua unu HIV Tpabea pa ce B3emat npeasup
LOMbJIHUTENHN U3cnefBaHnA (exokapavorpadus, BNP/
NT-proBNP, PFT u/unu CPET) ¢ uen ckpurHuHr 3a BAX.
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OLleHKa Ha TeXecTTa Ha 3a6onsABaHeTo 1 pUCKa OT CMBbPT NpU NaumneHTH c 6enofpo6Ha apTepmnanHa xunepToHus - llpenopsyumenta mabnuya 4

N

MocTrraHe/nogAabpKaHe Ha YMEPEHO-PUCKOB Npodun
TpA6Ba Aa ce pasrnexja KaTo HefoCTaTbYeH Tepanes-
TUYEH OTroBOP NPW NoBeYyeTo naumneHTn ¢ bBAX

06wy MepKK 1 cneynanHmn obcroaTencrsa - [l[penopsyumenHa mabnuya 5

R

TpAabBa fa ce B3emaT NpeABUA KOHTPOIMPAHWU TPEHW-
poBKa npu Gr3nYecky geTpeHrpaHy nayneHtn ¢ BAX
npoBexaaly MmeavuLnHCKa Tepanmsa

MpenopbuBa ce MyHM3aLmMA Ha nauneHTn ¢ BAX cpeuy
rpyvin 1 NHeBMOKOKOBa NHbeKL s

Mpw naumeHTn c BAX MoXe fa ce B3eme npeasua Kopu-
rmpaHe Ha aHeMUATa U/WIN >KeNe3HNA cTaTyc

JleueHvie c nepopasnHy aHTUKOArynaHTU MOXe Aa ce 06-
mucnn npuv naunenTn ¢ UBAX, HPAH n BAX gbnxawm ce
Ha ynoTpeb6a Ha aHOpPEeKCUreHn

Ynotpebata Ha MHXMOUTOPY Ha aHFMOTEH3VH-KOHBEP-
TUpALWWA eH3MM, aHTVOTEH3UH-2 PEeLeNnTOPH aHTaro-
HUCTK, 6eTa-6nokepyr 1 BabpafrH He ce MpenopbyBa
npu nauneHTy ¢ BAX, ocBeH ako He ce Hanara nopagu
KOMOPOVAHOCTY (Hanp. BUCOKO KPbBBHO HanAraHe, Ko-
poHapHa apTepuvanHa 6onect unm nesoctpaHHa CH)

Tpabea ga ce B3eme npeasua npunoxeHue Ha O, no
Bpeme Ha nonet npw nayneHTy BbB C30-OK Ill n IV n
npu Te3un C NepcMcTMpalLo apTepuanHo HanaraHe Ha O,
<8 kPa (60 mmHg)

lMpv NnaHoBa XMpypruis, KOrato e Bb3MOXHO, TPA6Ba Aa
ce npegnoynTa enuaypasHta, a He obLa aHecTesus

XeHu c peTeponeH noteHymnan - [lpenopsvyumenHa mabauya 6

R

MpenopbuBa ce naumeHtute ¢ BAX fa nsbarsat 6pe-
MEHHOCT

lla

3a cTpaTdmKaLyA Ha pucKa Nno Bpeme Ha ANarHoCTULM-
paHe ce MpenopbyBa U3M0N3BaHETO Ha TPUCTIOEH MOAEN
(HMCBK, CpefieH 1 BUCOK PUCK), KaTo ce B3emaT Npeasuz
BCUYKU HANIMYHN AaHHY, BKITIOUYUTETHO XeMOAMHAMYIKA

3a cTpaTuduKaLma Ha prcKka No Bpeme Ha Nnpocnefasa-
HeTo, Ce MpenopbyBa N3No3BaHe Ha YETUPUCIIOEH MO-
nen (HACHbK, yMEPEHO-HUCHK, YMEPEHO-BUCOK U BUCOK
puck), Konto ce 6asmpa Ha OK no C30, 6MWD n BNP/
NT-proBNP, KaTo ce B3emaT npeABug KOaKoTo e Heobxo-
VMO AOMbJIHUTENTHN MPOMEHVBY

Mpw HAKoun eTronorun Ha BAX 1 npu naymeHTn ¢ KOMop-
6raHOCT TPAGBA Aa ce B3eme NpeABUS ONTUMM3aLMA Ha
TepanuATa Ha UHAUBUAYaNHa OCHOBA, KaTo Ce Ma npea-
BUA, Y€ He BUHArN € MOCTUMXUM HUCKOPUCKOB Npodun

KoHTponupaHu TpeHnpoBKMu TpsabBa Aa ce B3emaT npef-
BuA Npu naumeHTn ¢ BAX nposexxpaalwm Tepanua

Mpwu nauneHTn c BAX ce npenopbyBa MMyHM3aLMA cpe-
wy SARS-CoV-2, rpun v Streptococcus pneumoniae

Mpwy Hannume Ha xenasopedrLMTHa aHEMMA NPU NaLVeH-
T ¢ BAX ce npenopbuBa KOpeKLWA Ha Xene3Hunsa cTaTyc

Mpwv nunca Ha aHemus 61 MOMNO Aa ce B3eMe Npeasua
3aMecTBaHe C XenA30 npu nauneHtn ¢ bAX c xeneseH
neduuymnt

AHTMKOArynaumaTa Hai-obLo He ce nMpenopbyBa Npu
nauveHTn ¢ BAX, HoO MoXe Aa ce o6MUCAN Ha HAVBU-
nyanHa 6asa

Ynotpe6ata Ha AKEW, APB, APHW, SGLT-2is, 6eTa-6n10Ke-
pu Unn nBabpagmnH He ce NpernopbyYBa NPV NAUUEHTH C
BAX, ocBeH aKko He ce Haflara oT CbnbTCTBaLM 3abons-
BaHUA (Hanmp. BUCOKO apTepranHo HanAaraHe, KOPoOHap-
Ha apTepuanHa 6onect, nesoctpaHHa CH nnv aputmumn)

Mpu naumMeHTV W3NON3BaWM KUCIOPOA WM UYUETO
KUCNOPOAHO HansAraHe B apTepuanHarta Kpbs e <8 kPa
(60 mmHg) Ha MOPCKOTO paBHMULLE MO BPeMe Ha noseT
Ce npenopbyBa NpunoxeHue Ha O,

3a VHTepBEHLMY, N3NCKBALLW aHecTe3us, TpsAbBa fa ce
B3eMe NpeaBua MyNTUANCLUMNINHAPHA KOHCYNTaums B
LeHTbp no BX ¢ uen oueHKa Ha p1cka 1 nonsara

lNpenopbuBa ce xeHunTe ¢ feTepoaeH noteHuman c bBAX
fa 6bAaT KOHCYNTUPAHY MO BPeMe Ha AMarHocTuuvpa-
HeTO OTHOCHO PVCKOBETE M HECUTYPHOCTTa, CBbP3aHu
CbC 3abpemMeHABaHeTo; ToBa TPAGBA Aa BK/OYBA CbBET
npoTuB 3abpemMeHABaHe N HacoYBaHe 3a NCUXONormye-
cKa nogKpena, kKorato e HeobxoAMMo

Mpenopbusa ce xeHnTe c BAX c feTepoaeH noteHumnan
[la nonyyat KOHKPETHM CbBETW 3a KOHTpauenuus, oT-
HacAwWw ce [0 MHANBUAYANHUTE HYXAW Ha »KeHaTa, HO
KaTo ce VMa NpeABuA, Ye NoCNeanLTe oT Heycnexa Ha
KOHTpauenuuATa ca 3HauntenHun npu MAX/BAX

MpenopbuBa ce xeHute ¢ BAX, Kouto cmATaT Aa 3abpe-
MEHeAT unn ca 3abpemeHenwu, Aa nosyyaTt CBOEBpe-
MeHHa KOHCynTauua B onuTeH LeHTbp no bX, 3a aa ce
YNECHV TeHETUYHOTO KOHCYNTUPAHe U CbBMECTHOTO
B3eMaHe Ha pelleHne U Korato e Heobxoaumo fAa ce
OCUTypU NCUXONOrMYecka NofgKpena Ha NaumneHTuTe un
TeXHUTe cemeicTBa

Mpoodwnxasa



12 Mpenopbku Ha ESC/ERS
MpodwxeHue
HoBun unn
Mpenopbku BbB Bepcusa 2015 Knac® [lpenopbku BbB Bepcua 2022 Knac?®
peBn3npaHn
N 3a xeHu ¢ BAX, npu KouTo 6peMeHHOCTTa ce NPeKCBa,
ce NnpenopbyBa TOBa Aa Ce U3BbPLN B LieHTpoBe no bX,
KaTo Ha MaLneHTKaTa U HeMHOTO CeMeliCTBO ce Npefoc-
TaBA NCMXONOrnyecka nogkpena
N 3a eHn c BAX, KoWTo XenaAT fa uMaT AeLa, KoraTo e Bb3-
MO>HO, MOXe fla ce 06MUC/IN OCYHOBABAHE U CYpOraTHO 11b
Ma4YMHCTBO C FeHETNYHO KOHCYNTUPaHe Npeav 3a4eBaHe
N Tbll KaTo e AOKNaABaH TepaToreHeH NoTeHumnan B npe-

OKNMWHUYHN Modesin 3a eHAOTEeJIMHOBU pelenTopHn
AHTaroHNCTN U puouuryar, Teé3n JieKapCTBa He ce npe-
nopbyBaT No Bpeme Ha 6peMeHHOCT

JleueHne Ha Ba3opeaKTUBHM NauMEHTN C uAMONaTUYHA, HacNeACTBEHa UM CBbp3aHa C NleKapcTBa 6e1‘|0AP06Ha apTepunasiHa XunepToHua -

lMpenops4yumentia mabnuya 7

R MpenopbuBa ce NMpoab/xKaBaHe Ha BUCOKM Ao3n KA
npu nauymeHtn cIBAX, HPAH n DPAH B C30-OK | nnn
Il ¢ noguepTaHo xemoAMHaMMYHO nopobpeHue (noyTn

HOpManu3unpaHe)

MpenopbyBa ce NpoabnXKaBaHe Ha BMCOKM fo3m KA
npu nayneHtn ¢ UBAX, HPAH nnn DPAH B ®K no C30
I vnn Il c nogyepTaHo XeMoAMHAMUYHO NoAo6peHne
(mPAP <30 mmHg n BCC <4 WU)

Mpy naumeHT C MNONOXWTENEH Ba3opeakTUBEH

TeCT HO HefoCTaTbyeH ABATOCPOYEH OTroBOpP KbM

KA, KoeTo n3MCKBa fonbaHUTENHa Tepanua 3a bAX, Illa
TpAGBa Aa ce B3eme NpefBuA NpofblixKaBaHe Ha Te-
panuaTa c KA

JleueHne Ha He-Ba30peaKTUBHMN NALNEHTN C UANONATIYHA, HacNeACTBEHa UV CBbp3aHa c leKapcTBa 6enoapo6Ha apTepuanHa XunepToHus, Kou-
TO HAMAT CbMbTCTBALLU CbPAeYHO-6enoapo6HN 3abonaBaHua® - IMpenops4yumenHa ma6nuya 8

N

Mpun naunentn c UBAX/HPAH/DPAH, KonTo ca nsno-
eHW Ha BUCOK PUCK 3a CMBbPT, TpA6GBa Aa ce obmuc-
NN HayanHa KombuHupaHa Tepanua ¢ PDES5i, ERA n
i.v./s.c. N(pPOCTaLMKANHOBUN aHaNo3n.

Mpwn nauneHTn c UBAX/HPAH/DPAH, KonTo ca nsno-
KeHU Ha YMEPEHO-HNCBK PUCK 3@ CMBPT, Ha GOHa Ha
Tepanusa ¢ ERA/PDES5i, Tpa6bBa aa ce obmucnm goba-
BAHETO Ha cenekcmnar®

Mpwu nauneHTn c UBAX/HPAH/DPAH, KonTo ca nsno-
KeHU Ha YyMepeHOo-BUCOK NN BUCOK PUCK 3@ CMbPT
Ha ¢oHa Ha Tepanua c ERA/PDE5i, Tpabsa pa ce
obmucnn fobaBAHe Ha i.v./s.C. MPOCTAUUKIANHOBM
aHano3n 1 HacouyBaHe KbM OLEeHKa 3a 6enofpobHa
TpaHcnnaHnTtayma (LTx)

Mpwn naunentn ¢ UIBAX/HPAH/DPAH, kouto ca n3no-
EHUN Ha YMEPEHO-HUCBK PUCK 3@ CMBPT Ha pOHa Ha
Tepanua ¢ ERA/ PDE5i, moxe pa ce B3eme npeasuj
npemunHaBaHe ot PDE5i kbm puouunryat

Ilb

MbpBoOHauanHa nepopanHa KOM6MHUpPaHa leKapcTBeHa Tepanus 3a NaLMeHTU C UANONaTNYHA, HacleACTBEHA MU leKapcTBeHa 6enoapo6Ha ap-
TepuanHa xunepToHus 6es cbpaevHo-6enoapo6HU npuapyxasawmy 3abonsasaHus - llpenopsyumenHa ma6auya 9

R AMbpuceHTaH + Taganabun
N

R Npyrv ERA + PDE-5i

N

MpenopbyBa ce HayanHa KOMGUHMPaHa Tepanus ¢ am-
6puceHTaH 1 Taganadun

MpenopbyBa HayasHa KOMOVHVPaHa Tepanua ¢ MaLu-
TeHTaH 1 Taganadun

Tpabsa Aa ce Ma npefBuA HayanHa KOMBUHVpPaHa Te-

panua c apyru ERAs n PDES5is fla

He ce npenopbuBa HauyanHa KOMGVHVPaHa Tepanus ¢
MaLuUTeHTaH, Taganadun u cenekcmnar

MocnepoBatenHa JieKapcTBeHa KOM6VIHVIPBH3 Tepanusa 3a NayneHTn Cc nanonaTu4vHa, HacnencTBeHa WM CBbp3aHa Cc JieKapcTBa GEHOAPOGHB ap-

TepmnanHa xunepToHus - [lpenops4yumenyia mabnuya 10

N

R MauwnTeHTaH gobaBeH Kbm cungeHadun

MpenopbuBa ce eckanauvaTa Ha fle4eHneTo aa ce 6asu-
pa Ha OLleHKa Ha pucKa 1 obLm cTpaTern 3a feveHne
(BMXKTE anropmuTbMa 3a neyeHue)

MpenopbyBa ce fo6aBAHe Ha MauUTeEHTaH KbM PDESI nnn
nepopanHu/MHXanaTopHU NPOCTaLMKIAMHOBY aHano3u 3a
HamasnABaHe Ha ciyyanTe Ha 3a60/1eBaeMOCT/CMbPTHOCT

Mpodwixasa
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N MpenopbuBa ce fo6aBAHE Ha NepopaneH TPENPOCTUHI
KbM MoHoTepanua ¢ ERA nnn PDE5i/prouuryat 3a Hama-
nABaHe Ha clyyanTe Ha 3a6051eBaeMOCT/CMbPTHOCT
R BoseHTaH fo6aBeH Kbm cunpgeHapun He ce npenopbuBa obaBAHe Ha 603eHTaH KbM cune-
Hadun 3a HamanABaHe Ha Ha ciyvauTe Ha 3aboneBae-
MOCT/CMbPTHOCT
R Pvouuryat fo6aBeH KbM 603eHTaH [lobaBsAHe Ha proumnryaTt KbM 603eHTaH Tps6Ba Aa ce B3e- lla
Me npeABUA € Len nofobpsasaHe Ha paboTHUA KanauuTeT

JNleyeHne Ha He-Ba3opeaKTUBHU NaUNeHTUN cnanonaTtnuiHa, HacleacTBeHa Win CBbp3aHa cyieKapcTBa GEHOAPOGHB apTepuasiHa XunepToHna, Kon-

TO Ce NpeACTaBAT C KApANONYJIMOHAJTHAN KOMOPGHAHOCTMb - lpenopwvyumenna ma6nuya 11

N Mpwn nauventn ¢ UBAX/HPAH/DPAH n Kapauonynmo-
HanHU KomopbuaHocT, TpAGBa Aa ce B3eme npefBuy
nbpBOHavanHa moHoTepanua ¢ PDESi nnu ERA

N Mpwn naunenTtn ¢ UBAX/HPAH/DPAH c kapauonynmo-
HaNHY KOPOOGWUAHOCTY C YMEPEH WM BUCOK PUCK 3a
CMBPT Ha GpoHa Ha MoHoTepanus ¢ PDESi unu ERA, moxe
1a ce 0OMUCN AOMbJIHUTENHO fleyeHune 3a BAX Ha vH-
AvBuayanHa OCHOBa

EdpuKacHOCT Ha MHTEH3MBHOTO NleyeHmne Npu 6enogpo6Ha apTepuanHa xmnepToHus - llpenopsyumenna mabnuya 12

N KoraTto ce nekyBaT nauneHTn c gecHoctpaHHa CH B MO
Ce nMpenopbyBa fja ce BKoYaT iekapy € ONuT, Aa ce ne-
KyBaT NPUYNHHMTE GpaKTOpK U f4a ce N3nos3BaT NoAXo-
AALWM NOAAbPXKALLM MEPKM, BKIIOYNTENHO UHOTPOMM 1
Basonpecopu, obem 1 nekapcTea 3a BAX

N MexaHnyHaTa LMpKynaTtopHa nogkpena Moxe Aa 6bae
onuuaA 3a 136paHN MALMEHTU KaTO MOCT KbM TpPaHC-
NnaHTauns WM KbM Bb3CTaHOBSIBaHe U TPsAGBa fa ce
1Ma npeasmg MexgybonHnueH TpaHchep, ako Ha MAC-
TOTO He Ca HaIMYHW TaKMBa pecypcu

Benoppo6Ha TpaHcnnaHTauus - [penopsyumenHa mabnuya 13

R EenonpoﬁHa TpaHCNNaHTaunAa ce npernopbyBa CKOPO I'Ipenopqua ce noTeHunanHoO noaxoaAawunTe KaHgmnaa-
cneq HegocTtaTbyeH KNMHUYEH OTroBOP Npuv MakCumMan- ™7 Oa 6'bAaT HacouyeHu 3a oueHKa 3a LTx, korato nmar
Ha MeJKaMeHTO3Ha Tepanua HefoCTaTbyeH OTroBOpP Ha nepopaliHa KOM6I/IHI/IpaHa

Tepanus, OLEHEHO Ype3 yMepeHO-BUCOK WAV BUCOK
puck, unu npu puckos REVEAL ckop >7

N MpenopbuBa ce Aa 6bAaT BKIOUEHN B IMCTATA Ha YaKa-
wute LTx naymeHTn, KOUTO UMAT BUCOK PUCK OT CMbPT
unu ¢ puckos REVEAL ckop 210, Bbnpekn nposexaaHa-
Ta ONTUMKM3NPaHa MeANLMHCKA Tepanusa, BKIOYMTENTHO
S.C. AW i.v. aHaN031 Ha NPOCTALMKANH

Benoppo6Ha apTepmanHa XunepToHUs, CBbp3aHa C NIeKapcTBa Wiu TOKCUHN - [penopsyumenHa ma6nuya 14

N lMpenopbyBa ce aa ce nocTaBu AnarHosa bAX cebp3aHa
CnleKapCTBa UV TOKCMHN NPY NauueHTH, KOUTO ca MMa-
NN CbOTBETHATa €KCMO3MLUMA U MPU KOUTO Ca U3KJToYe-
HU Apyrv npruynHm 3a bX

N Mpv nauneHTn cbc cbMHeHne 3a BAX, cebp3aHa c ne-
KapcTBa UM TOKCKHK, Ce MpenopbyBa He3abaBHO cnui-
paHe Ha NPUYMHUTENA, KOraTo TOBa € Bb3MOXKHO

N HesabaBHa Tepanua 3a BAX Tpsabsa aa ce obmucav npu
naLumeHTU, KOUTO NP AnarHocTuLypaHeTo nmat bAX c
YMEPEHO-BNCOK PUCK

N MaymeHTuTe C HUCKo-puckoBa BAX TpsbBa ga 6baat
npeoueHeHn 3-4 meceua cnep CnMpaHe Ha npegnosna-
raemoTO JIEKapPCTBO UV TOKCUH, KaTo MOXe fa Ce B3eme
npeasuAa Tepanus 3a BAX, korato xeMoAMHaMuKaTa He
ce e HopManusupana

BenoApoﬁua apTepuanHa XunepToHua, CBbp3aHa CbC 3abonABaHe Ha CbeANHNTeNHaTa TbKaH — ﬂpenop'b'-lumem-la ma6nuua 15

N Mpwu naunenTn c BAX, cBbp3aHacbc CTB, ce npenopbu-
Ba JleYeHMe Ha noasexalloto 3abonABaHe, CbriacHO
HaCToALMTE NPENOPbKY

Mpodwixasa
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Benonpo6Ha apTepnanHa XunepToHus, CBbp3aHa c MHGeKUNA c YoBelWKNA uMyHoaeduLuTeH Bupyc - lpenopsyumenHa mabnuya 16
N Mpwv nauvenTn ¢ BAX, cBbp3aHa ¢ HIV nHdpekuusa, ce
npenopbyBa aHTUPETPOBUPYCHO SleUeHne B CbOTBET-
CTBUE C HaCTOALMTE MPENOPbKMN
N Mpu naunerTun c BAX, cebp3ana c HIV nHdekums, Tpab6-
Ba Aa ce 06MVCAN MbpBOHaYaNHa MOHOTEpanus, Noc-
nefBaHa OT CeKBEHLMaNHa KOMOMHaLWA, ako e Heob- Ila

XO4MMO, KaTo Ce B3emMaT npeasung KOMOp6I/1AHOCTI/1Te n
NieKapcTBeHUTE B3aMMOLeNncTBuATa

Benoppo6Ha apTepuanHa XunepToHus, CBbp3aHa ¢ nopTajsHa XxunepToHus - llpenopsyumenna mabnuya 17

R

Exokapauorpadcka oueHka 3a npu3sHaum Ha bX ce npe-
nopbyBa Npu CUMMNTOMHW MaLMEHTN C YEPHOAPO6HO
3abonABaHe UM nNopTasHa XUNEPTOHNUA 1 MPU BCUYKN
KaHAVAATY 3a YepHOAPOOHa TpaHCcnaHTauua

MpenopbyBa ce anropUTbMbT 3a lIeYeHUe Ha NaLneH-
™ c apyru popmu Ha BAX pa ce npunara npu naymeH-
TV CbC CBbP3aHa C nopTanHa xuneptoHua bAX, kato ce
B3eMa Nnpe/iBuj TexecTTa Ha YepHoAPOoBHOTO 3abona-
BaHe

YepHofpobHa TpaHCMNaHTauMsas MoXe fAa ce B3eme
npenBuA npv n3bpaHun naumeHTn, oTroBapAwm fobpe
Ha TepanuAaTa Ha BAX

b

ExokapauorpadusTa ce npenopbysa npy MaLmeHTy C YepHo-
APO6HO 3a60n1ABaHe 1AW NopPTaHa XUMEPTOHNA C MPU3HALY
N CUMMTOMM NOACKa3BaLLm bX 1 KaTo MHCTPYMEHT 3a cKpu-
HVHT NpW MaLWeHTy, OLeHABaHN 3a YepHOAPOOHA TpaHC-
MAaHTaLWs WY TPAHCIOTyNNapeH MOPTO-CUCTEMEH LbHT

Mpun naumentn ¢ BAX cBbp3aHa C MopTanHa XUNepTOHUA
TpAbBa Aa ce B3emMe NpeABW MbpBOHaYanHa MOHOTEpanus,
nocneABaHa ako e HeOOXOAMMO OT CeKBeHLanHa KoMouHa-
LKA, KaTo ce B3emaT MpeaBi MoANEXalloTo YepHOAPOOHO
3a60/1ABaHe 1 NOKa3aHKATa 3a YepHOAPOOHa TPaHCMNaHTaLMA

TpaHcnnaHTaymaTa Ha yepeH Apob TpAbBa fa ce B3eme
npeasua npu nsbpanu nauveHtn ¢ BAX, cebp3aHa c
nopTanHa xunepToHus, ako bCC e HopmanHo UK NOYTH
HOpMaJiHO Ha ¢poHa Ha TepanuA 3a BAX

JlekapcTBata, ogobpeHu 3a BAX, He ce npenopbyBaT npu
naLlyeHTn ¢ nopTanHa X1NepToOHUA 1 HeKnacupuumpaHa
BX (1.e. noBuweH mPAP, Bucok CO n HopmanHo BCC)

3aTBapsiHe Ha WHHT NPY NALNEHTN CbC CbOTHOLWEHNe 6enoapobeH-cncTremeH KpbBOTOK >1,5:1 Ha 6a3aTa Ha n3uucneHo 6enoapo6HO cbAOBO
cbnpoTuBneHue - [[penopsyumenHa mabnuya 18

N

Mpwv naymneHtn ¢ ASD, VSD nnn PDA n BCC <3 WU ce npe-
nopbyBa 3aTBapAHe Ha LWbHTa

Mpwu naumenTn ¢ ASD, VSD unun PDA n 6CC ot 3 po 5 WU
TpAbGBa fia ce B3eme NpefBuA 3aTBapAHE Ha WHHT

MNpwu naunenTn ¢ ASD n BCC >5 WU, KoeTo HamansBa o
<5 WU npwu neyeHne 3a BAX, Moxe fa ce B3eme npeasng
3aTBapsHE Ha WbHTa

Mpwu naumeHTn ¢ VSD nnn PDA n BCC >5 WU moxe pa ce
06MUCAIN 3aTBapAHe Ha WbHTA cief BHYMaTeNHa OLeH-
Ka B Cneunanv3vpaH LEHTPOBE

Mpwu nauneHtn ¢ ASD n BCC >5 WU Bbnpekn neyeHneTo
3a bAX, He ce npenopbyBa 3aTBapAHe Ha WbHTa

Benoppo6Ha apTepuanHa XunepToHus cBbp3aHa ¢ BpOAEHO CbpAeYHO 3abonsaBaHe Npu Bb3pacTHu - [lpenopsyumenta mabnuya 19

N

BoseHTaH ce npenopbusa npu nauyneHTn B C30-OK IlI
CbC cMHAPOM Ha Eisenmenger

M3non3BaHeTo Ha JOMbBIIHUTENHO NEeYeHUe C XenAaso
MOXe [a ce B3eme npensup npu nauneHtTn ¢ HUCKAU
nnasmMeHn HMBa Ha CI)epI/ITI/IH

KomburHvpaHa nekapcTBeHa Tepanuna MoxXe fja ce B3eme
npeasua Npu NauneHTn CbC CMHAPOM Ha Eisenmenger

1ib

1Ib

MpenopbuBa ce oLeHKa Ha pycka Npy NaLneHTy C nep-
cuctupawa BAX cnep 3atBapsiHe Ha fedekTa

Tpa6Ba fa ce B3eme NpeABUf OLeHKa Ha prcka npu na-
LIMEHTM CbC cMHAPOM Ha Eisenmenger

BoseHTaH ce npernopbyBa NPV CUMMTOMHU MaLUEHTH
cbe CuHApom Ha Eisenmenger 3a nogobpsasaHe Ha ¢u-
314ecKua Kanayutet

TpﬂGBa Aace obmucnn AONBAHUTENHO NlevyeHmne C Xena-
30 Npu NauymneHTn C xeneseH }Zled)I/ILWIT

Mpu naunenTn c BAX cnep kopurmupana BCb npu Bb3-
pacTHK, NbpBOHayasHa MepopasHa KOMOUHMpaHa
TepanuA ¢ nekapcTea, ogobperu 3a BAX, Tpabea pa ce
1MMa NpeaBuA Npu HUCHK Y yMEPEH PUCK, AOKaTO Npu
BUCOK PUCK TpA6Ba fla ce B3eMe NpefBus NbpBoHayan-
Ha KOMOUHMpaHa Tepanua, BKJOYBaLLa i.v./s.c. npocTa-
LIMKMHOBW aHanosu

Ilb

Ilb

Mpodwxasa
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R Mpn naymeHT cbc cMHApPOM Ha Eisenmenger moxe pa Mpu nauymeHt ¢ BCHb npu Bb3pacTHW, BKNOUYNTENHO
ce UMa NpeABuA KOMOVIHVPaHa IeKapCcTBeHa Tepanus cnHgpom Ha Eisenmenger, Tpa6Ba Aa ce B3eme Npeasua lla
nocnepfoBaTtesiHa KOMOUHMpPaHa Tepanus, ako He ce Mno-
CTUTaT LeNnTe Ha IeYeHneTo
N Mpwn xeHn cbc cnHgpom Ha Eisenmenger He ce npeno-
pbyBa 6pemMeHHOCT
R AKO ca Hanumue CMMNTOMY Ha XMNEePBUCKO3UTET, TPAG- Mpy nauymeHTn cbc crHApom Ha Eisenmenger He ce
Ba Aa ce B3eme npeasug ¢pnebotomnsa ¢ U30BONYyMET- lla npenopbyBa pyTMHHa pneboToMusA 3a NOHVKaBaHe Ha

PVYHO 3amecTBaHe, OOUKHOBEHO KOraTo XemMaToKpw-
TbT € >65%

BUCOKNA XeMaTOKpUT

Benoppo6Ha apTepuasniHa XunepToHUsA C NpU3HaLM Ha BeHO3HO/KanuasapHo 3acAraHe - [I[penopsyumenHa mabnuya 20

R

MNepunaTtpuuHa 6enogpo6Ha xunepToHus - lipenopsyumenHa mabnuya 21

N

3a pmarHoctnuyuparHe Ha PVOD/PCH ce npenopbusa
KOMOUHALUWA OT KIVHWYHW HaxohKu, Gpr3nkaneH nper-
nep, 6POHXOCKOMMUA N PEHTIEHOBU AaHHN

[narHoctnyeH anropmutbm 3a bX ce npenopbusa 3a gu-
arHocCTuKa 1 onpefenaBaHe Ha cneymduyHaTa eT1osno-
rMYHa rpyna npv negnaTpuyHm naumeHTn ¢ bX.

Mpenopbusa ce cneunduyeH 3a BAX TepaneBTryeH an-
ropyUTbM NPU NegnaTpUYHN naumeHTu ¢ bX

Tpsa6Ba fa ce B3emat npeasug cneynduyHn negruaTpny-
HY JeTePMUHAHTY Ha PUCKa

3a guarHoctuuympaHe Ha BAX c npr3Haum Ha BeHO3HO 1/
nnn KanunapHo 3acAraHe (PVOD/PCH) ce npenopbyBa
KOMOUHALMA OT KIUHWUYHWU AaHHW, PafMNoONOrMyHN Ha-
xopku, ATA, PFT n reHeTUYHO nscneaBaHe

Mpu naymerTn ¢ PVOD/PCH moxe pa ce obmucan yno-
Tpeba Ha nekapcTBa, ofaobpeHn 3a BAX, npu BHUMaTen-
HO MOHUTOPUPAHE Ha KAWHWYHWTE CUMMNTOMU U raso-
obmeHa

He ce npenopbuBa 6enogpobHa 6uoncua 3a NoTBbP-
»KpaBaHe Ha gmarHo3arta PVOD/PCH

MpenopbuBa ce Aa ce OCbLIEeCTBM ANArHOCTUYHO YTOY-
HABaHe, BKouBawo [CK 1 TecT 3a ocTpa Basopeak-
TUBHOCT, 1 flelaTa ¢ bX pa ce nekyBat B LleHTpOBe CbC
cneymounyeH onut B negratpuuHata bX

Mpw geua c bX ce npenopbyBa LANOCTHO N3CnefBaHe 3a
noTBbpX/AaBaHe Ha AuarHosata u cneynduyHarta etTmo-
noruA (Mofgo6HO Ha TOBa NPU Bb3PACcTHM, HO ajanTrpa-
HO KbM Bb3pacTTa)

3a noTBbpKAaBaHe Ha anarHo3ara bX ce npenopbusa [ICK,
3a NpeAnoYnTaHe Npeau 3anoysaHe Ha Tepanus 3a BAX

Mpwn peua c UBAX/HPAH ce npenopbyBa TecT 3a ocTpa
Ba30pPEeaKTUBHOCT, 3a Aa Ce OTKPUAT Te3u, KOUTO morat
[la MMaT Nosi3a OT TepanuATa C KaJL1eBn aHTaroHUCTy

MpenopbuBa ce no nopobeH HauuH Aa ce AeduHMpa
NOJIOXKUTENEH OTFOBOP MpY TECTYBaHE 3a OCTPpa Basope-
aKTUBHOCT NpU Aelia 1 Bb3PacTHU KaTo HamanaBaHe Ha
mPAP =10 mmHg o gocTtrraHe Ha abcontoTHa CTOMHOCT
Ha MPAP <40 mmHg, c noBuweH nnu HenpomeHeH CO

Mpu peua ¢ BAX ce npenopbyBa TepaneBTUYHA CTpa-
Terus, 6asupaHa Ha prcKoBaTa cTpaTuduKauma n oT-
roBopa KbM JiIeYeHNeTo, eKCTpanosvMpaHa ot Tasu npu
Bb3PaCTHW, HO aflanTypaHa KbM Bb3pacTTa

MpenopbyBa ce MOHUTOPUPAHE Ha OTFOBOPa KbM Jleye-
HueTo npu fJeua ¢ BAX ypes cepuiiHa oLeHKa Ha CbB-
KYMHOCT OT JaHHU, NOMYYEHUN OT KIMHWYHATa OLeHKa,
exoKkapaunorpadckata oLeHka, 6MOXVMUYHKTE MapKe-
p¥ 1 TeCTOBETe C HaTOBapBaHe

MocTrraHeTo 1 NOAABPKAHETO HAa HUCKOPUCKOB MPO-
dun TpAGBa Aa ce pasrnexaa Kato afekBaTeEH OTrOBOP
Ha neuyeHveTo Npwu Jeua c BAX

MpenopbyBa ce CKPUHMHT Ha KbpMayeTa ¢ 6poHxomnys-
MOHasnHa gucnnasus 3a bX

Mpu KbpmaueTa ¢ (MK B pUCK OT) GPOHXOMYSIMOHaNHa
aucnnasua n bX ce npenopbyusa neyeHve Ha 6enoapo6-
HOTO 3a601ABaHE - BK/IOUUTENHO XMMOKCWA, acnnpaLuusa
1 CTPYKTYPHO 3abonABaHe Ha AvXaTeNHnTe NbTuLla - 1
ONTMMM3MPaHe Ha JuxaTenHaTa Noakpena npeaw 3a-
noysaHe Ha Tepanua 3a BAX

Mpodwixasa
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N

Knac®

MpenopbKu BbB Bepcusa 2022

Mpy HoBOpOAEHN 1 KbpMayeTa TpsAbBa Aa ce obmMmucnn
OMarHOCTUYEeH 1 TepaneBTUYeH nogxog Kbm bX, pasznu-
YaBaly ce OT TO3M MNPV NO-ronemmn feua v Bb3PacTHY,
KaTo ce MMa NpeABus YectaTa Bpb3Ka CbC CbAOBU U Na-
peHXMHU 6enoapobHY 3ab6onABaHNA Ha Pa3BUTNETO

Benoapo6Ha xunepToHUsA, CBbp3aHa C IeBOCTPAHHO CbpAieYHO 3abonaBaHe - [lpenopvyumenta mabnuya 22

N

MaymeHTn ¢ PH-LHD n TexxXbk npekanunApeH KOMMo-
HEHT, IeMOHCTpMpaH oT BUcok DPG n/unu Bucok bCC lla
TpsabBa Aa 6bAAT HACOUYEHV KbM EKCMEePTEH LEHTBP MO
AX 3a UANoCcTHa AnarHoCTYHa o6paboTka v UHANBUAY-
any3npaHo peLLeHVEe 3a NeYeHne

JCK ce npenopbuBa Npu cbMHeHMe 3a bX npn nauneH-
T ¢ LHD, ako nognomara B3emMaHeTo Ha TepaneBTUYHN
peleHns

OCK ce npenopbyBa Mpu MaUMEHTU C BUCOKOCTEMEHHa
TPUKyCnuaanHa peryprutauma cbe unm 6e3 LHD npepau xu-
pypruyHa namn HTepBeHLMoHanHa KopeKLya Ha KnanaTta

Mpwn nauneHtn ¢ LHD n cbmHeHne 3a BX c xapakTe-
PUCTMKMN Ha TeXKa NpekanuiAapHa KOMMOHEeHTa 1/unn
mapkepu 3a K auchyHKuUmMA ce nmpernopbyBa Hacou-
BaHe KbM LieHTbp no bX 3a UANOCTHO AMArHOCTUYHO
yTOYHABaHe

Mpu naumentn ¢ LHD 1 CpcPH ¢ TexkKa npekanunapHa
KomnoHeHTa (Hanp. BCC >5 WU) ce npenopbysa UHAN-
BUAYanu3npaH Noaxos Kbm eyeHneTo

KoraTto mauuneHT ¢ BX 1 MHOXecTBO pUCKOBU daKTo-
pu 3a LHD, kouto umat HopmanHo PAWP B nokoin, HO
abHOpPMeH OTroBop KbM GM3MYECKO HaTOBapBaHe Mn
obpemeHsABaHe C TEYUHOCTH, Ce JIEKYBaT C JleKapCTBa 3a
BAX, ce npenopbyBa BHUMATENHO MOHUTOPMpPaHe

Mpu naumenTn ¢ bX npn ACK, rpaHnyHo PAWP (13-15
mmHg) n xapaktepuctuku Ha HFpEF moxe pa ce Bzeme
npeaBuA AOMbAHUTENHO M3cneABaHe ¢ GU3NYECKo Ha-
ToBapBaHe 1n 06eMHO o6pemMeHsABaHe 3a JemMacKupa-
He Ha nocTKanunapHa bX

Benoppo6Ha xunepToHus, cBbp3aHa c 6enoapo6Ho 3abonsaBaHe n/unm xunokcns - llpenopsyumenta ma6nuya 23

R

ExokapauorpadusTa ce npenopbyBa 3a HEMHBA3MBHA
AMArHOCTMYHa OLieHKa Ha cycrnekTHa bX npw nauveHTtn
c 6enofpobHo 3abonaBaHe

Mpwv nauveHTn ¢ BX, cBbp3aHa ¢ 6enoapobHn 3abons-
BaHWA, Ce MPENOPbYBA ONTUMAJTHO JIeUEHVE Ha Noase-
XawoTto 6enogpobHo 3abonaBaHe, BKNOYNTENHO Ab-
rocpoyHa Tepanusa ¢ O, Npy NaUMeHTUTe C XPOHUYHA
Xnnokcemums

MpenopbuBa ce HaCOUBAHE KbM eKCMePTEH LLEHTBP Npu
nauveHTn ¢ exokapanorpadcky NpusHaLm Ha Texka bX
n/Mnv TexKa fecHoKkamepHa gnchyHKLma

ICK He ce npenopbuBa 3a cycnekTHa bX npu nauneHTn
c 6enogpobHo 3abonABaHe, OCBEH KOraTo ce o4yakBaT
TepaneBTUYHN nocneacTBua (Hanp. LTx, antepHaTuBHM
avnarHo3u kato BAX unu CTEPH 1 noTeHUmanHo BKIOY-
BaHe B KNIMHUYHO U3MUTBaHe)

AKO Npw nauyueHT ¢ 6enoapobHo 3abonsBaHe ce Nofo-
3upa bX, ce mpenopbyBa NpoBexAaHe Ha exoKapamo-
rpadwmd N VIHTEpMpeTMpaHe Ha pe3ynTaTute 3aefHo C
ATA, PFT, BkntountenHo DLCO, n KT nsobpasnsaHe

Mpu nauneHTn c 6enoapobHo 3ab6onABaHE U CbMHe-
Hue 3a BX ce mpemopbuBa ONTUMK3NPAHE Ha Nleye-
HMEeTO Ha moanexawoTo 6enoapobHo 3abonsABaHe,
1, KOTaToO KOraTo MMa MoKa3aHus, Ha XUMOKCeMHUATA,
AuXaTenHUTe HapyLWeHNA NO BPeMe Ha CbH 1/unu an-
BEOJIapHaTa X1MNoBEeHTUNALMSA

Mpu nauneHTn c 6enogpobHO 3a6onABaHe U CbMHEHME
3a TexKa bX unu Korato MmMa HECUrypHOCT MO OTHOLLE-
Hue Ha neyeHuneTto Ha BX, ce npenopbyBa HacouBaHe
KbM LieHTbp no BX¢

Mpun nauyeHTy ¢ 6enoapobHN 3abonaBaHUA U TexKa bX
Ce MpenopbyBa UHAVBMAYANV3VIPaH MOAXOZ B IeYEHNETO

Mpy noaxopaAwy nayneHTn ¢ 6enoapobHo 3abonasaHe
1 bX ce npenopbuBa HacouBaHe 3a oLleHKa 3a LTx

Mpwv nauneHTy ¢ 6enoapobHO 3abonABaHeE 1 CYyCneKTHa
BX ce npenopbusa [ICK, ako ce oyakBa pe3yntaTuTe Aa
NMOAMOMOTrHAT TePaNeBTUYHUTE PeLIeHNs

MNHXanaToOpHUAT TPEenpoCcTVHUN MOXe fAa ce B3eme
npeasuAa Npu naumeHTn ¢ bX, cebp3saHa c Ibb

Ynotpebata Ha ambpuceHTaH He ce npenopbyBa Npwu
nauuenTu ¢ bX, cebp3aHa c IPF

YnoTtpebaTa Ha puoLuryat He ce npenopbyBa Npu na-
umneHTn ¢ bX, cebp3aHa c IIP

Knac?®
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XpoHuyHa Tpomb6oembonuyHa 6enoapo6Ha XMNepPTOHNA N XPOHUYHA Tpomb6oembonuyHa 6enoapobHa Gonect 6e3 6enoapo6Ha XUNEPTOHUA —
lMpenops4yumenna mabnuya 24

R

LieHTpoBe 3a 6enoapo6Ha xuneptoHus - lMpenopbuntenHa rabnuuya 25

N

Mpwu Bcnukmn naumeHtn ¢ CTEPH ce npenopbuBa foXu-
BOTHa aHTUKoarynauus

MpenopbuBa ce Bcnyky nauneHtn ¢ CTEPH pa nonyuat
oLleHKa Ha onepabunHOCTTa 1 peLleHnA OTHOCHO Apyrn
cTpaTteruu 3a neyeHune, HanpaBeHn OT MyNTUANCLUNIN-
HapeH eKun oT ekcnepTn

XupypruyHa PEA npv fbn60oK XMNoTepMUYEH apecT Ha
KPbBOOOPALLEHMETO Ce NpenopbyYBa NPU NaLuneHTn C
CTEPH

MHTepBeHuUmoHHa BINA 61 morna fa ce o6cbxaa npv na-
LMEeHTU, KOMUTO Ca TeXHNYECKI HeonepabuiHn nam nmat
He6NnaronpuATHO CbOTHOLIEHME puck:nosn3a 3a PEA

Pviouuryat ce npenopbyBa NPy CUMATOMHU MaLMEHTH,
KOWUTO ca KnacmuumpaHmn Kato uMallm nepcuctupalya/
peuunamsupaiia CTEPH cnep xvpypruiyHo neyeHune unm
HeonepabunHa CTEPH ot CTEPH ekwun, BK/toYBaLy NoHe
eanH onuteH PEA xupypr

Off-label ynotpe6a Ha nekapcTBa, ofobpeHun 3a BAX,
MOXe Aa ce MMa NpefBuA NPy CUMNTOMHU NauUeHTH,
KOMTO ca KnacuduuMpaHu KaTto Mmaly HeonepabunHa
CTEPH ot ekun no CTEPH, BKntouBaly nNoHe eguH onu-
TeH PEA xupypr

Mpwu Bcnmukn naumeHTn ¢ CTEPH ce npenopbuBat foxu-
BOTHO TepaneBTUYHM ;03U aHTUKOArynaHTu.

Mpu nauveHt ¢ CTEPH n aHTudochonunuaeH crHa-
pom ce npenopbyBa aHTMKoarynaymsa ¢ VKA

Mpwu naunenTn c CTEPH ce npenopbyBa n3cnenBaHe 3a
aHTudochonunNugeH CMHAPOM

MpenopbuBa ce Bcvuky nauymeHtn ¢ CTEPH ga 6bgar
pa3rneganm ot ekun 3a CTEPH 3a oueHka 3a myntumo-
anHoOTO NleyeHmne

PEA ce npenopbyBa KaTo fleyeHne Ha n3bop npu nauu-
eHTu ¢ CTEPH 1 ¢prbpo3Hm 06CTpyKLMmn B 6enoapobHN-
Te apTepun, AOCTBIMHM 33 onepauma

BIMA ce npenopbyBa Npu NaLmneHTH, KOUTO Ca TeXHMYe-
CKW HeonepabusiHW Unm MaTt ocTatbuHa bX cneg PEA n
AUCTanHn ob6CTpyKLUMKW, nogoaAwm 3a brA

Pviounryat ce npenopbyBa Npy CUMNTOMATUYHMW Ma-
LMeHT! ¢ HeonepabunHa CTEPH vunn nepcuctupaiua/
peungusmpaiia bX cneg PEA

[penopbyBa ce AbAroCpPOUHO NpocneaasaHe cneg PEA
n BMA, kakTo 1 npn nauymeHTtn c CTEPH, yctaHOBeH Ha
MeAVKaMeHTO3Ha Tepanusa

MynTumoganeH noaxof TpAbsa Aa ce B3eme Npeasua
npu nauneHTn c nepcnctupaiya bX cnep PEA n npwu na-
LMeHTH ¢ HeonepabunHa CTEPH

Mpwv naunenTn ¢ CTEPD 6e3 bX, AbNrocpoyHa aHTUKO-
arynaHTHa Tepanua 6u Tpa6sano Aa ce B3eme npeasua
Ha MHAVBMAYaHa OCHOBA

PEA unu BlNA Tpa6Ba fa ce umat npeasug npu nbpaxu
cMMnTOMHY naumeHTn ¢ CTEPD 6e3 BX

TpenpoTnHMA 5.C. MOXeE Aa Ce UMa NPefBUA Npw naLmeH-
™ B llI-IV ®K no C30, Kouto nmat HeonepabunHa CTEPH
U1 nepcrcTrpalla/peuransnpacia bX cnepg PEA

Off-label ynotpe6a Ha nekapctBa, ofobperun 3a BAX,
MO>e fja ce MMa NpeABUA NPV CUMMATOMATUYHU NaLneH-
T, KOUTO MMAT HeonepabunHa CTEPH

Mpwv nauneHTn c HeonepabunHa CTEPH moxe pa ce B3e-
Me npeasup KombuHauma ot sGC ctumynatop/PDES5i,
ERA vnv napeHTepanHu aHano3mn Ha NpoCTaLnKINHOBN
aHanosu

BINA moxe fa ce B3eme npeaBua Npy TEXHUYECKN one-
PabuNHU NALMEeHTN C BUCOK AAN ANCTanHa 6onecTt u He-
651aronpuATHO CbOTHOLLIEHME PUCK : Mosn3a 3a PEA

MpenopbyBa ce LeHTpoBeTe 3a bX aa BoaaT perncrbp
Ha naumeHTUTe

I'IpenopbuvlTenHo € LeHTpoBeTe 3a BbX pa cn CbTpyAHU-
4yaT C NayneHTCKUTe acounaummn

TpA6Ba fa ce B3eme MpeaBuf akpeauTauusa Ha LeH-
TpoBe 3a BX (Hanp. https://ec.europa.eu/health/ern/
assessment_en)

Mpodwixasa
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lMpodwxeHue
Hosu unn Mpenopbku BbB Bepcna 2015 Knac? MpenopbKn BbB Bepcna 2022 Knac?
peBu3npaHmn
R Bcekn pedepeHTeH LeHTbp TpA6Ba Aa Nnpocneaasa Mu- B ueHTpoBeTe no bX TpA6Ba fa NnpocneaABaTt 4ocTaTb-
HuMyMm 50 nauymeHTn ¢ BAX nnn CTEPH 1 Kbm Hero aa ce YeH 6poW NauMeHTK, 3a Aa NOALBbPXKAT ONUTHOCT (MOHe
HacoyBaT NOHe BamMa HOBM MaLUMEeHTN C JOKYMaHT1pa- lla 50 nauyneHTn ¢ BAX nnu CTEPH n noHe gBama HOBM na- lla
Ha BAX nnu CTEPH Ha meceu. LMEHTN Ha Mecel, ¢ AoKyMeHTMpaHa BAX nnn CTEPH) n

fla ce B3eme npefBuf Cb3fjaBaHe Ha CbTPYAHNYECTBO C
LIEHTPOBE C roNiAM obem

6MWD, 13BbPBAHO Pa3CTOAHME B 6-MUHYTHUA TeCT € XoaeHe; ATA, ApTepuaneH KpbBHO-ra3oB aHanus; AKEW, HXMOUTOP Ha aHrMOTeH3MH-KOHBEPTMPALLMA
eH3uMm; APB, aHroTeH3mH peuenTopeH 6nokep; APHW, AHMMOTEeH3UH peLienTopeH HeNPUK3MHOB MHXMoUToOp; ASD, MexaynpeacbpaeH aedekt; BNP, Mo3bueH
HaTpuypeTuyeH nentug; BI1A, 6anoHHa nynMoHanHa aHruonnacTuka; KA, kanuues aHtaroHuct; BCB, BpofeHa cbpaeyHa 6onect; Cl, cbpaeveH nHaekc; CMR,
CbpAeYEH MarHUTeH pe3oHaHc; CO, cbppeyeH aebut; CpcPH, KombrHMpaHa NocT- 1 NpekanunapHa 6enoapobHa xunepToHus; CPET, kapanonynmoHaneH Tect
¢ HaToBapBaHe; KT, komnioTbpHa Tomorpadus; CTb, cbeanHuTenHo-TbkaHHa 6onect; CTP, ckopocT Ha TpuKycnuaanHata peryprutaums; CTEPD, XpoHnuHa
TpomboembonnuHa 6enofpobHa Gonect; CTEPH, xpoHnuHa TpomboembonmuHa 6enofpobHa xmuneptoHus; DLCO, 6enoapobeH Andy3nMoHeH KanauuTeT 3a
BbrineponeH moHokcug; DPAH, 6enoapo6bHa apTepuranHa XMnepToHus, acoummnpana ¢ MeamkameHTy; DPG, fuacToneH rpagueHT Ha HanAraHe; ERA, eHgoTtenvH
peuenTopeH aHTaroHUcT; FVC, popcnpaH BruTaneH kanauymteT; CH, cbpaeyHa HegoctaTbyuHOCT; HFpEF, cbpaeyHa HegoCTaTbyHOCT CbC 3ana3eHa M3TnackBalla
odpakuums; HIV, yoewkn umyHogeduumteH Bupyc; HPAH, HacnefcTtBeHa 6enofpobHa apTtepuanHa xuneptoHus; WO, 3BeHO 3a MHTEH3MBHO neveHue; IIP,
nAamMonaTnyHa uHTepcTiumanta nHesmonus; VBB, nHtepctiumanHa 6enogpobHa 6onect; MBAX, ngmonatnuHa 6enofgpobHa aptepuanHa xuneptoHus; IPF,
namonaTtyHa nynmoHanHa ¢rnéposa; i.v., uHTpaBeHo3Ho; LHD, neBocTpaHHa cbpaeyHa 6onecT; LTx, 6enogpobHa TpaHcnnaHTaums; mPAP, cpeaHo 6enoapobHo
apTepuanHo HansaraHe; NT-proBNP, N-TepmuHaneH MosbueH HaTpuypeTtuueH nponentug; BAX, 6enogpobHa apTepuanHa xunepTtoHus; PAP, 6enonpo6Ho
apTepuanHo HanaraHe; PAWP, 6enoapobHo BKIMHEHO apTepuanHo Hansarave; PCH, 6enogpobHa KanunapHa xemaHrnomartosa; PDA, nepcuctumpaly ductus
arteriosus; PDE5i, pocpopmectepasa 5 uHxmbutop; PE, 6enogpobeH embonusbm; PEA, 6enoapobHa eHpaptepekTomus; PFTs, TecTose 3a 6enoapobHa GyHKLMS;
BX, 6enoppo6bHa (nynmoHasnHa) xunepTtoHus; PH-LHD, nynMoHanHa xunepToHusa cBbp3aHa CIeBOCTPaHHa CbpaeyHa 6onect; PVOD, 6enofpobHa BEHO-OKy3UBHa
6onecT; BCC, 6enoapobHo cbaoBo cbnpotusnexue; AMNH, gecHonpecbpaHo HanAraxe; ACK asacHa cbpheyHa katetepursauns; K, gacHa kamepa; SARS-CoV-2,
TEXDbK OCTbP pecnvpaTopeH CHMHAPOM KOPOHaBUPYC-2; S.C., MOAKOXHO; sGC, pa3TBOpuMa ryaHunat-umnknasa; SGLT-2i, HaTpuit-rnioko3a KoTpaHcnoptep-2
NHXMOUTOP; SSC, cMcTeMHa ckneposa; SVI, uHaekc Ha yaapHua obem; TRV, cKopocT Ha TpukycnupanHata peryprutaums; VKA, sutamun K aHtaronnct; VSD,
MexpaykamepeH fedekT; BTE, BeHozeH Tpomboembonmsbm; C30-OK, pyHKLUMOHaneH knac no CeeToBHaTa 3apaBHa opraHusauyus; WU, eanHuum no Wood.
@ Knac Ha npenopbKuTe.
b CoppaeuHo-6en10Ap06HI CIBTCTBALLYN 3a601ABaHNA Ce CPeLLaT MPeANMHO NPV MaLMEHTV B HANPEeAHasa Bb3pacT U BKIIOUBAT pUckoBy GakTopw 3a HFpEF,
KaTo 3aTnbCTABaHe, AnabeT, KopoHapHa 601eCT Ha CbPLIETO, aHaMHe3a 3a XMNEePTOHUA U/munun HuCHK DLCO.
€ HauanHa TpoliHa KOMBUHMpPaHa Tepanus, BKAKOUBALLA i.V./s.C. aHaN031 Ha NPOCTALMKIIMH MOXe CbLO [la Ce B3eMe NPeABUA NPy NaLUeHTU C yMepeH puck,
HO C TeXKM HapyLieHna B xemoanHamumkata (Hanp. AMH >20 mmHg, Cl <2.0 L/min/m?, SVI <31 mL/m?, n/wnn BCC =12 WU).
9B ugeantus c/lyyai oLeHKM TpsA6Ba Aa ce NPaBAT, KOraTo NauueHTbT e KIMHUYHO CTabuneH, Thil KaTo eK3alepbauuyte MoraT 3HaunTenHo Aa nosuwat PAP.
€ Ta3u npenopbKa He ce OTHacA 3a NALMEHTU C KpaeH cTaauin Ha 6enoapo6Ho 3a601sBaHe, KOUTO HE CYMTAT 3a KaHAUAATY 3a LTx.

['bnrocpoyHa aHTUKOArynaHTHa Tepanus ce MpenopbyBa, KOraTo pUCKbT OT peuranB Ha BE e ymepeH nnu BUCOK, i Korato HAma aHaMHe3a 3a BTE.

HoBwu npenopbku, paspaboreHn no GRADE (pamka foKka3aTencrsa fjo pelueHuns)

GRADE

Npenopwin KauectBO Ha po- Cuna Ha npeno- Knac® Hugso®
KasaTencrearta pbKuUTe

Mpwv naunenTtn c UBAX/HPAH/DPAH, KonTo ca C HUCHK VAN yMEPEH pUCK OT CMBPT, Ce npe- Hucko YenosHa | B

nopbyBa NbpPBOHaYaNHa KOMOUHMpPaHa Tepanus ¢ PDE5i n ERA

PDES5i moxe Aa ce Ma npefBuA Npu nauneHTn ¢ Texkka bX, cebp3aHa ¢ BB (MHanBuagyanHo Hucko YenosHa c

B3eMaHe Ha pelleHnA B LieHTpoBe 3a bX)

He ce npenopbuBa ynotpebata Ha PDES5i npu nauneHtn ¢ HFpEF n nsonvpaHa noctkanu- MHOrO HICKO YVenosha b C

napHa bX

He ce npenopbyBa ynotpebata Ha PDESi npu nauvenTn ¢ BB n HeTexka BX MHoro Hucko YcnoBHa - C

Mpwn naumeHTn ¢ CTEPH, konTo ca kaHAuAaTy 3a BINA, Tpa6Ba Aa ce B3eme npefBua Mean- MHORO HICKO YenosHa lla B

LUMNHCKa TepanuAa npean MHTepBeHUnATa

BIMA, 6anoHHa nynmoHanHa aHruonnactrka; CTEPH, xpoHnyHa TpomboembonnyHa 6enoapobHa xuneptoHus; DPAH, 6enoapobHa apTepuranHa xmnepTo-
HUA MpUYMHEHa OT nekapcTBa; ERA, eHgoTennH-peyentopeH aHtaronnct; HPAH, HaceactBeHa 6enogpobHa apTepuranHa xunepTtoHus; HFpEF, cobpaeyHa
HeJJoCTaTbYHOCT CbC 3amna3eHa nstnackealla dppakuus; VIbb, nntepctuuymnanta 6enoppobHa 6onect; UBAX, nanonatnuHa 6enopapobHa apTepuanHa xunep-
ToHus; PDESI, nHxnbutop Ha pochoanectepasa 5; bX, 6enoapobHa xmnepToHus.

@ Knac Ha npenopbKuTe.

b HuBo Ha gokasaTencTeHoCT.

2.2. MeTogn

B Te3n npenopbKu, B 3aBUCUMOCT OT BMUAA Ha pasrfiexkaaHu-

Te BbNpocK, 6Axa U3Non3BaHN TP OCHOBHY METOAOOMMYHM

nogxopa:

i. YeTmpwu BBMpPOCA, KOUTO 6AXa CYUETEHU 3a W3KITYUTENHO
BaXHWU, 6axa ¢popmynupaHu B PICO ¢popmaT 1 oueHeHun ¢
MbJIHW CUCTEMATUYHU NPErfieAn U NPUNOXKEHNE Ha NOAXO0-

fa lpagyvnpaHe 3a oueHKka Ha npenopbkuTte (GRADE) Kna-
cndurumpaHe Ha npenopbkute? B pamKkaTa [lokasatencrsa
00 B3emaHe Ha peuweHve (EtD)? (BukTe [onbaHUTENHU
[laHHK, Pazdes1 2.1 3a NbHO ONMCaHKe Ha MeTogonoraTa u
nomoLHmA maTepuan). MonyyeHnTe npenopbKu 6sxa oue-
HEeHW KaTo CUJTHW UNK YCIIOBHU Bb3 OCHOBA Ha YeTUpu no-
TeHUManHM HUBA Ha JoKa3aTesicTBa (BUCOKO, yMepPEeHo, HU-
CKO UM MHOTO HUCKO; Tabauyu 1 u 2). Bcnukn uneHose Ha
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Ta6nuuya 1: Cuna Ha npenopbKute no GRADE Ta6nuua 2: HunBa Ha KauecTBO Ha flOKa3aTencTBaTa
" onncaHmeTo nm’

Cuna Ha npenopbKaTa 060CHOBKa
CuniHa npenopbKa 3a MaHenbT e crypeH, Ye xenaHnte edek- KauectBO AedunHnuynsa

TW ca MOBEYE OT HeXelaHnTE Buicoko Hue cme cunHo yBepeHy, Ye peanHuaT eGekT e 6nm3bK
YcnoBHa npenopbKa 3a [aHenbT e No-Masko yBepeH, ye xena- [l0 OLleHKaTa Ha epekTa

HNTE epeKTN HaAXBBPIAT HEXeNaHuTe YmepeHo YMepeHo yBepeHu cMe B oLeHKaTa Ha edeKkTa: UCTUH-
YcnosHa npenopbka NpoTne  [laHenbT e No-Manko yBepeH, ue Hexe- CKUAT epeKT BepoATHO LWe 6bae 61M3bK JO OLeHKaTa

naHuTe epeKTN HaJXBBbPIAT XKenaHuTe Ha edeKTa, HO CbllecTByBa Bb3MOXHOCT Aa 6bae Cb-
CunHa npenopbKa NpoTuB MaHenbT e CUrypeH, Ye HexenaHuTe ECTEEIO |PEEURIE

edeKTn HaBMLWIABAT KenaHUTe edpeKTn Hucko HalwaTa yBepeHOCT B oLieHKaTa Ha edpeKTa e orpaHuye-

Hama npenopbka

,U,OBepl/leTO B pe3ynTtatnute MoXxe fa e
MHOrO HNCKO, 3a fia Ce Hanpasu nNpenopb-
Ka, XeJlaHUTEe N HeXeNnaHute e¢eKTI/I Aa
Ca HanbJIHO 6anchwpaHV|, mnn ga HAma
Hann4yHM faHHN.

Apantupato no ERS Handbook for Clinical Practice Guidelines.*

paboTHaTa rpyna ogobpuxa npenopbkuTe. B fonbiaHeHme,
Te3n npenopbKky 6Axa Cblyo NpeAcTaBeH 1 rnacyBaHn no
obunyvaliHma noaxop Ha EK/.

Ocem BBMPOCa, KOUTO Ce cuMTaT 3a KJYoBM (KNYOBMU
onucatenHun Bbnpocy), 6sxa OLeHEHN Ype3 CUCTEMHM Tbp-
CeHMs Ha nuTepaTtypa u npunaraHe Ha pamkara EtD. pa-
AMpaHeTo Ha AoKasaTesicTBaTa belle 13BbpPLIEHO Mo 06u-
yaiHua nogxon Ha EK.3).

Ha: UCTUHCKUAT edeKT MoXe Ja 6bae 3HAUMTENHO Pas-
JINYEH OT OLleHKaTa Ha epeKkTa

MHoro Hucko  Mimame MHOro Masika yBepeHOCT B OLieHKaTa Ha epekTa:

nonyyvyeHnAaT E(I)GKT BEPOATHO e 6'bF|e 3Ha4YnUTENHO No-
PasnnyeH oT OLeHKaTa Ha e¢eKTa

iii. OcTtaHanuTe NpefcTaBnABalM NHTEpPeC Temu, Haxa oLeHe-

HM C MOMOLLTa Ha npoLeca, KONTo 06MKHOBEHO ce creaBa
B [Mpenopbku Ha E[K. baxa npeanpuetn cTpykTypupaHmu
TbpCeHNA Ha nuTepaTypa n 6axa cb3fgageHn Tabnuum 3a
oLleHABaHe, KakTo e MocoyeHo, a Tabnuuute 3a rpagupa-
He oTpa3eHu B Tabnuyu 3 1 4, 3a fa ce onuLle HMBOTO Ha
foBepue B NpefjoCTaBeHNTe Npenopbka 1 KauecTBOTO Ha
JoKa3saTesicTBaTa, NoAKpenAwmM npernopbKata.PaboTHaTa
rpyna obcbam BcAKa NpoekTUpaHa npernopbKa no Bpeme
Ha KOHpepeHTHUTEe B1AEO-Pa3roBOPM, NOCBETEHN Ha KOH-
KpeTHV pa3genu, nocneABaHy OT KOHCEHCYCHM MofndUKa-

Ta6nuuya 3: KnacoBe Ha npenopbKute
Knacose Ha
LedvHnuna Mpenopbku 3a ynotpeba
npenopbK1Te
Knac | [okazaTenctsa u/unm obwo cbrinacue, ye gafeHo
fleyeHmne unm npoLenypa e bnaronpuaTHo(a),
nonesHo(a), epekTrBHO(a).
Knacll MpoTnBOpeunBy JoKasaTencTsa U/vav PasHOMOCOYHOCT Ha MHEHMATa OTHOCHO
nosiesHocTTa/epuKacHOCTTa Ha AafieHO NeyeHne Uiy npoLeaypa.
Knaclla Mpeo6nagaBalyTe faHHU/MHEHNA ca B on3a  TpABBa Aa ce B3eme
Ha nonesHocT/eprKacHOCT npeasva
Knac Ilb Monsata/edukacHocTTa e no-cnabo
yCTaHOBEHa C JaHHU/MHeHNA
Knac Il [okaszaTencrsa u/unv obuwo cbriacre, ye gafileHo
JleyeHvie N NpoLiegypa He e bnaronpuatHo(a)/
nonesHo(a)/edpeKTMBHO(a), @ B HAKOU Clly4aun Moxe
nia 6bae yBpexpaallo(a)
Ta6bnuua 4: HuBo Ha foKasaTencrBeHoCT

HuBo Ha
fokasatencteeHocT C

KoHceHcyc Ha eKCnepTHY MHEHWA W/UNK Manku NpoyyYBaHUA, PETPOCMNEKTYB-
HY NPOYYBaHVA, PerncTpu.
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LMK 1 OHMAVH rnacyBaHe 3a BCAKa NpenopbKa. B HacokmTe
6sXa BK/IOUEHN CAaMO MPEMNopbKW, NOAKPeneHn OT Haii-
Manko 75% oT uneHoBeTe Ha paboTHaTa rpyna. B tabnuuu-
Te C NpenopbKUTe U3MON3BaT LBETEH KOA C Liefl No-NecHo
Bb3npriemaHe.

3. AedunHununn n Knacnpmkauum

3.1. OQedmuHununn

HeduHnunnTe 3a bX ce ocHOBaBaT Ha XeMOAMHaMMNYHA OLieHKa C
OAcHa cbppaeyHa Katetepusauma (ACK). Bbnpekn ye xemoanHa-
MUKaTa NpeAcTaBiABa LeHTPaneH efieMeHT OT XapaKTepusumpa-
HeTo Ha bX, okoHuaTenHaTa guarHosa v KnacupukaumaTta Tpab-
Ba ja OTpa3ABa Lienva KNUHMYEH KOHTEKCT 1 ia B3emaT npeasug
pe3ynTaTuTe OT BCUYKU U3CTIeBaHNA.

benoapobHaTa XMNepToOHMA Cce onpegens Yypes cpeaHo be-
noppobHo apTepuranHo HanaraHe (MPAP) >20 mmHg B nokoi
(Tabnuya 5). ToBa e NoAKpeneHo OT NPOYYBaHUA, OLeHABAaLN
ropHaTta rpaHuua Ha HopmanHoTo 6enoApPo6HO apTepuanHo
Hanarade (PAP) npw 34paBu nnua,’® KakTo 1 OT NPoyyYBaHus,
n3cnenBalyy NPOrHOCTMYHATA 3HAYMMOCT Ha NoBuLweHoTO PAP
(kntouoB onucateneH Bbnpoc 1, JonbAHUTENHW AaHHK, Pas-
0es1 3.1).1912 OT cbuecTBeHO 3HauYeHne e aa ce BkaoyaT bCC un
BKJIOHEHOTO 6e104PO6HOTO apTepraNHO 3aKNNHABALLO Hana-
raHe (PAWP) B onpegeneHuneTo 3a npekanunapHa bX, 3a ga ce
pasrpaHnumn nosuweHoto PAP nopagn 6enoapo6HO CbAoBO
3abonABaHe OT TOBa, KOETO Ce Ab/IKM Ha NIEBOCTPAHHO Cbp-
AeyHo 3abonaaHe (LHD), nosuweH 6enoapobeH KpbBOTOK
WA NOBULIEHO WHTpaTopaKanHo HansraHe (Tabnuua 5). Bb3
OCHOBA Ha HaNWMYHWTE JaHHW, FOpHaTa rpaHuua Ha Hopmar-
HOTO BCC 1 HaM-HUCKMAT NPOrHOCTUYHO 3HauYum npar Ha BCC
e ~2 eaunnum no Wood (WU).”81314 BefnoapobHOTO CbAOBO
CbMNPOTUBNEHME 3aBUCU OT TefleCcHaTa NMOBbPXHOCT U Bb3pac-
TTa, KaTo MNO-Bb3PaCcTHUTE 34PpaBu ML UMAT NO-BUCOKMN CTOM-
HoCTWU. HannuHuTe gaHHW 3a Ha-gobpua npar 3a PAWP, pas-
rpaHunyaBaly npe- v noctkanunapHa bX, ca npoTusopeunsu.
Bbnpeku ye ropHaTta rpaHuua Ha HopmanHoto PAWP ce cunTa
3a 12 mmHg,'"> npeguwHute npenopbku Ha EKA/EP 3a guar-
HOCTMKa 1 nevyeHne Ha bX, KakTo 1 CKOpoLIHaTa KOHCEHCYCHa
npenopbka Ha AcouraumATa 3a CbpheyvyHa HefoCTaTbUHOCT
Ha EK['® npeanaraT no-BMCOK Npar Ha MHBa3MBHaTa AMarHo-
3a CbpAeYHa HegocTaTbuHOCT (HF) cbe 3anaseHa ¢pakums Ha
nstnackeaHe (HFpEF) (PAWP =15 mmHg). OcseH TOBa, noytu
BCMYKM TepaneBTUYHM npoyyBaHuA npu BAX ca nnonssanu
npara Ha PAWP <15 mmHg. Mo Ta3n npunymHa, 3a npekanunap-
Ha bX, ce npenopbyBa 3ana3saHe npara Ha PAWP <15 mmHg,
KaTo CbLyeBpPeMeHHO ce Npu3HaBa, Ye BCekn npar Ha PAWP e
Npow3BoJieH 1 Ye GeHOTUMDBT Ha NaLMNEHTa, PUCKOBUTE PaKTo-
puy 1 exoKapaunorpadpckmTe HaxoaKK, BKAUNTENHO obemMa Ha
naBoTo npegcbpane (JM)Tpabea ga ce MMa Npeasug Npu pas-
rpaHvyaBaHe Ha nNpe- oT NocTKanunsapHa bX.

MauneHTnTe ¢ BAX Ce xapakTepn3npaTt XeMogUHaAMUYHO C
npekanunapHa bX npu nunca Ha gpyry NpuYrHW 3a npekanu-
napHa bX, kato CTEPH 1 bX cBbp3aHu ¢ 6enoapobHu 3abons-
BaHMA. Bcnukn rpynm BX morat fa BK/lOUBAT KakTo npe-, Taka 1
NMOCTKaNUAAPHN KOMMOHEHTU, JONPUHacALWM 3a NOoBMLWABaHe
Ha PAP. MNMo-cneynanHo, No-Bb3pacTHATE NALWeHTN MoraT Aa ca
Hanvue HAKONKO CbCTOAHUSA, KOWUTO M Mpeapasnonarat Kbm
BX. MbpBrUHaTa Knacudukaumsa Tpabsa Aa ce OCHOBaBa Ha
npepnonaraemata npeobnagasalia nprvyMHa 3a NoBuLIaABaHe
Ha 6enofpobHOTO HanAraHe.

MocTkanunapHata bX ce pedrHMpa xemMogMHAMUYHO KaTo
mPAP >20 mmHg n PAWP >15 mmHg. benoapo6HoTo cbaoBo
CbNPOTUBIIEHNE Ce M3MOM3Ba 3a pa3rpaHuyaBaHe mexay na-
UMEeHTN C nocT-kanunApHa bX, Kouto mmat 3HaumTenHa npe-
KanunapHa KomnoHeHTa (BCC >2 WU — kombuHMpaHa noct- u
npekanunapHa bX [CpcPH]) n Te3un, konto HAmaT (BCC <2 WU -
nsonupaHa noctkanunapHa bX [IpcPH]I).

Mma nauymeHtn ¢ nosuweH mPAP (>20 mmHg), Ho Hucko BCC
(£2 WU) n Hucko PAWP (<15 mmHg). Tesn naumeHTn ce xapakTe-
pr3MpaT YecTo € NoBuLIEH 6enoapobeH KPbBOTOK 1 BbMPEKHU e
nmart bX, Te He OTroBapAT Ha KpUTEpUUTE 3a Npe- UK NOoCT-Kanu-
napHa bX. ToBa xemoAMHaMNYHO CbCTOAHME MOXe fja ce onuLue C
TepMUHa ,Heknacudurumpana bX". MauneHTute ¢ Heknacuduumpa-
Ha BX Mo>ke ia umaT BpofieHo cbpaeyHo 3abonasaHe (BC3), uepHo-
Apo6Ho 3abonsABaHe, 3abonABaHe Ha fUXaTeNiHWUTE NbTULLa, 6eno-
APOo6HO 3abonABaHe UK XMNePTUPEOUAN3bM, KOETO Aia 06sACHABA
nosuweHoto nm MPAP. [lo npuHUMN ce npenopbyBa KAMHUYHO
npocneaaBaHe Ha Te3u naumneHT. B cnyyaii Ha nosumwweH 6enoapo-
6eH KpbBOTOK, TPAGBa Aa Ce TbpCY HeroBaTa eTMONOors.

Tuin KaTo rpynuTe BX cnopepn KnuHuWYHaTta Knacudukauma
npeacTaBnABaT PasfiMyHU KIVHUYHN CbCTOAHNA, MOXe Aa UMa
LOMBAHUTENHN KIMHUYHO 3HAYMMK XeMOAMHAMUYHN Nparose
(Hanp. 3a BCC) 3a otgenHuTe rpynu bX, ocBeH obwoBanngHuTe
nparose Ha XeMOAUHaMUyHaTa gedpuHnuyma Ha bX, konto ce 06-
CbX[AaT B CbOTBETHUA pa3gen.

BX npu ¢usnuecko ycunue, pedbuHMpaHa ypes HaknoH Ha
mPAP/cbppeyveH gebut (CO) >3 mmHg/L/min mexpay nokown u
HaToBapBaHe,” 6e BbBefeHa OTHOBO. HaknoHbT Ha mMPAP/CO e
CWHO 3aBMCUM OT Bb3pacTTa M rpaHnLmMTe Ha HOpMaTa B Jiexa-
LLO MOJIOXKEHMe ca B AnanasoHa 1,6-3,3 mmHg/L/min ."” Hakno-
HbT Ha MPAP/CO >3 mmHg/L/min He e ¢pusmnonornyeH npu nmua
Ha Bb3pacT <60 roanHu 1 pALKO MOXe Aia € HanryeH npu 3apa-
BU NMua Ha Bb3pacT >60 roguHu."” MaTonornyHo nosuaBaHe
Ha 6enofpo6HOTO HanAraHe No BpemMe Ha PpU3NYECcKo ycunue e
CBBP3aHO C BNIOLIEHa MPOrHo3a Npu NaumveHT C AUCIHEA NP Ha-
ToBapBaHe'® 1 Npu HAKOU CbPAEUHO-CbA0BU CbCTOAHNA.!? 2 Bb-
npeKn Yye yBenn4yeHUAT HaknoH Ha mMPAP/CO nokassa abHopMma-
JIEH XEMOANHAMMYEH OTrOBOP KbM G13NYECKO HAaTOBAapPBaHe, TON
He MO3BOJIABA pa3rpaHmnyaBaHe Mexay npe- v cnefTKanunAapHA

Ta6bnuua 5: XemopauHamunyHm gepuHuL N Ha 6eno-
Apo6HaTa XxunepToHus
Aedunuyna XeMoaMHaMUYHU XapaKTepuncTukmn
BbX mPAP >20 mmHg
MpekanunapHa bX mPAP >20 mmHg
PAWP <15 mmHg
BCC >2WU
IpcPH mPAP >20 mmHg
PAWP >15 mmHg
bCC <2WU
CpcPH mPAP >20 mmHg
PAWP >15 mmHg 2022
bCC >2WU

BbX npn HaToBapBaHe HaknoH Ha mPAP/CO mexpay nokon n

HaToBapBaHe >3 mmHg/L/min

CO, cbppeyeH aebut; CpcPH, KoM6MHMpPaHa MoCT- 1 NpekanunapHa be-
noapo6bHa xuneptoHus; IpcPH, n3onmpaHa noctkanunsapHa 6enogpobHa
xunepToHus; mPAP, cpegHo 6enofpobHo apTepuanHo HansaraHe; PAWP,
BK/IVHEHO HanAraHe B 6enogpobHata aptepus; bX, 6enogpobHa xvnepTo-
HusA; BCC, 6enofpobHo cboBo cbnpotusneHve WU, eanHnum no Wood.
Hsakon nauuneHTn ce npepctaBaATt ¢ nosuweHo mPAP (>20 mmHg), Ho
Hucko bCC (<2 WU) n Hucko PAWP (<15 mmHg); ToBa xeMoanHaMUYHO
CbCTOAHNE MOXe fa 6bfe ONrcaHo C TepMrHa ,Heknacuduympara bX”
(32 pONBAHUTENHW AeTalv BUXKTE TEKCTA).
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npuynHn. HaknoHst Ha PAWP/CO ¢ npar >2 mmHg/L/min moxe
Han-fobpe Aa pasrpaHnum Npe- 1 NOCTKaNUIAPHUTE MPUYNHA 3a
BX npu ¢prsmnyecko HaToBapBaHe PH.2324

3.2. Knacupukaunsa

OcHOBHaTa CTpyKTypa Ha Knacudukauuata B [penopbku Ha
EKO/EP 2015 a avarHocTvKa v neuveHve Ha MX(BX)?>%° u [o-
Knagun Ha 6-Tn WSPH' e 3anasena (Ta6nuua 6). OcHoBHaTa Len
Ha KNUHMYHATa Knacudurkauma Ha bX npoabmkaBa Aa Kartero-

Ta6bnuua 6: KnuHunuyHa knacudukauma Ha 6enogpo6-

HaTa XunepToHuna

FPYNA 1. benofpo6Ha apTepuanHa xmnepTtoHus (BAX)
1.1. WgnonatnyHmn
1.1.1. HoHpecnoHaepn Npu Ba3opeakTBeH TecT
1.1.2. OcTpu pecnoHAepun Npu Ba3opeakTUBEH TecT
1.2. HacnepcteeHa®
1.3. CBbp3aHa C NekapcTBa 1 TOKCUHN?
1.4. CBbp3aHa CbC:
1.4.1. 3abonsBaHe Ha CbeAUHMTENHATA TbKaH
1.4.2. HIV nndpekums
1.4.3.TlopTanHa xmnepToHnA
1.4.4. BpofieHO CbpaeyHo 3abonaBaHe
1.4.5. lincto3omumasa
1.5. BAX ¢ xapaKTepu1CTMKM Ha BeHO3HO/KanunapHo 3acaraHe (PVOD/PCH).
1.6. Mepcnctupaiya bX Ha HoBopofeHOTO

TPYTIA 2. BX cBbp3aHa C 1eBOCTPaHHO CbpAeYHO 3abonaBaHe
2.1. CbpaeyHa HelOCTaTbYHOCT:
2.1.1 cbc 3ana3eHa dpaKkums Ha N3TNacKBaHe
2.1.2. c HamaneHa unu IeKo HamaneHa dpakuya Ha U3TIackBaHe
2.2. KnanHa cbpaeyHa 6onect
2.3. BpoaeHun/npnpobutn cbpaeyHo-cbaoBmU 3abonAaBaHnA BOAELLM A0
noctkanunapHa bX

b

IFPYNA 3. bX cBbp3aHa ¢ 6enoapobHu 3a6onsBaHNA U/MK XUMOKCHA

3.1. O6¢TpyKTMBHO 6enoapobHo 3abonaBaHe nnv emopnsem

3.2. PecTpuKTMBHO 6enoapobHo 3abonsaBaHe

3.3. benoppo6Ho 3abonABaHe OT CMECEH PeCcTPUKTUBEH/O6CTPYKTM-
BEH TUN

3.4. X»noBeHTUNALNOHHN CUHAPOMMN

3.5. Xunokcus 6e3 6enogpobHo 3abonAaBaHe (Hanp. rofnama HagMopcka
BMCOYMHA)

3.6. benoapo6HO Pa3CcTPONCTBO Ha Pa3BUTMETO

TPYMA 4. bX, cBbp3aHa ¢ 06CTpyKLUMA Ha 6eniogpobHaTa apTepus
4.1. XpoHnyHa TpomboembonmyHa bX
4.2. pyru BuaoBe o6CTpyKummn Ha 6enoppobHata aptepma®
TPYTA 5. BX ¢ HeACHW 1/vnv MynTMpakTOPHN MeXaHN3MU
5.1. XematonorunyHu 6onectn
5.2. CuctemHu 6onectun®
5.3. MeTabonuthHu 6onectu
5.4. XpoHuyHa 6b6peyHa HeAOCTAaTbYHOCT C Un 6e3 xeMoavanusa
5.5. benoppobHa TyMopHa TPOM6OTNYHA MUKPOaHTrMonaTus
5.6. Dnbpo3vpaLy MefnuacTUHNT

CH, cbppeyHa HepoctaTbyHOCT; HIV, YoBelKn nmyHopepuumteH BUpYC; BAX,
6enogpobHa apTepuanHa xuneptoHus; bX, 6enoapobHa KanuaspHa XemaHrn-
omato3a; bX, nynmoHanHa xuneptoHus; PVOD, 6enoapobHa BeHO-OKy3MBHa
6ornecr.

@ MaumeHTn ¢ HacneacTeeHa BAX nnm BAX, cBbp3aHa ¢ neKapcTBa 1 TOKCH-
HU, MOXKe fia Ca OCTPU pecrnoHaepu

bJ'Iet30|<amepHa dpaKkuma Ha n3TnacksaHe npu CH c HamaneHa ppaKkLmMaA Ha 13-
TnackeaHe: <40%; 3a CH ¢ neko HamaneHa dpakuma Ha n3tnackBaHe: 41-49%.
¢ Opyru npuuvHy 3a 06CTPYKUMA Ha 6enoapobHaTa apTepus BKIOYBAT:
capKoMU (BCOKa 1NN ymepeHa CTEMEH, UK aHTMOCapKoM), APYru 3/10Ka-
YecTBeHW Tymopm (Hanp. 6bbpeyeH KapLmMHOM, KapLHOM Ha maTkaTta, Ty-
MOPW Ha 3apOAULLHUTE KNETKWN Ha TECTUCKTE), HE3/IOKAYECTBEHY TYMOPU
(Hanp. neflomroma Ha MaTKata), apTepunT 6e3 3abonABaHe Ha CbeANHUTEN-
HaTa TbKaH, BPOAEHN 6enofpo6bHM apTepuanHm CTEHO3MN 1 XMAATMA03a.

d BkniounTenHo HacneACTBeHa 1 NPUAOGUTA XPOHIYHA XEMOMNTUYHA aHe-
MVA Y XPOHNYHU MUeno-nponudepaTBHN 3a60N1ABaHMA.

€ BK/TlounTETHO CapKOMA03a, 6eN0APO6Ha aHrepXaHCoBa KIeTbYHa XICTHO-
LnTO3a 1 HeBpodmbpomaTosa Tvn 1.

f BkniounTenHo 6onectn Ha HaTpynBaHe Ha rnKoreH 1 Gonect Ha Gaucher.

pu3npa KAVMHUYHNUTE CbCTOAHUA, CBbP3aHm ¢ bX, Bb3 ocHoBa Ha

nofo6HN NaTodU3NONOrNYHN MEXAHM3MU, KIIMHWYHO NpeacTa-

BAHE, XeMOAVMHAMMNYHN XapaKTEPUCTUKN U TepaneBTUYHO noBse-

aeHue (Queypa 1). OCHOBHMTE NPOMEHN Ca CNefHuTe:

i. MMoarpynute ,HepecnoHAepu Npu TeCTyBaHe 3a OCTpa Ba3o-
peakTMBHOCT” U ,pecrnoHfepy Npu TecTyBaHe 3a ocCTpa
Ba30peakTUBHOCT” 6sixa fobaBeHn KbMm MBAX B cpaBHeHue
¢ MNpenopbknte Ha EKA/EPL 2015 r. 3a AnarHocTuKa u ne-
yeHune Ha BX.2>2° B gonbaHeHne KbM nauymeHTuTe ¢ UBAX,
HAKOW naymeHTn ¢ HacneacTeeHa BAX (HPAH) nnu cebp3aHa
C nekapcTBa nnu TokcnHm BAX (DPAH) 6uxa mornv fa ca oc-
TPpW pecrnoHgepu.

ii. lpynute ,BAX C NpM3HauM Ha BEHO3HO/KanNUNAPHO 3acAraHe
(6enoppobHa BeHO-OKNy3MBHA 6Gonect/6enofpobHa Kanu-
nAapHa xemaHrnomatosa [PVOD/PCH])” n ,nepcuctupatya bX
Ha HoBopogeHoTo (PPHN)” ca BkntoueHn B rpyna 1 (BAX), ako
ce cpaBHWU ¢ Npenopbku Ha EKA/EPL 2015 r. 3a AnarHocTrKa u
nleyeHue Ha bX 1 B cboTBeTcTBME € foKNaguTe Ha 6-To WSPH.!

iii. BmecTo 06WMA TEPMUH ,[MXaTENHN HapyLLUEHNA MO Bpeme
Ha CbH", TEPMUHDBT ,XMNOBEHTUNALNOHHN CUHAPOMU” TPAG-
Ba [la Ce M3non3Ba B pamKmuTe Ha rpyna 3 3a onuceaHe Ha
CbCTOAHMA C NoBULLEH pUCK oT BX. M3onupaHaTa HowHa 06-
CTPYKTMBHa CbHHa anHea 06MKHOBEHO He e npuynHa 3a bX,
Ho BX e yecTa Npu NaUMeEHTN C XMNOBEHTUNALNOHHN CUHA-
POMM NPUUYNHABALLN AHEBHA XUMEPKaNHUA.

4. Ennpemmnonorvsa n puckosu
dakTopn

benonpobHaTta XxMnepToHUs e 3HauMm rnobasneH 3gpaBeH Npo-
6nem. Bcuukm Bb3pacToBM rpynu ca 3acerHaTtu. HactoawmTe
OLeHKM npeanonaraT pa3npocTpaHeHne Ha bX ot ~1% ot rno-
6anHOTO HaceneHue. Mopaan HanMUMETo Ha CbPAEYHU 1 Be-
NIOAPOGHN NPUYMHK 3a BbX, pa3npocTpaHeHNeTo e No-BMCOKO
npwv n1ua Ha Bb3pacT >65 rognHn.?’ B ceetoBeH mawab LHD e
BofelaTa npuumHa 3a bX.?° benogpo6bHuTe 3a60n98aHMSA, 0CO-
6eHOo XpoHMYHaTa 06CTPyKTNBHA 6enoapobHa 6onect (XOBB), e
BTOpaTa Haii-uecTa npuunHa.?’ Bbe BennkobputaHusa Habnoaa-
BAHOTO pa3npocTpaHeHe Ha bX ce e ygBouno npes nocnegHu-
Te 10 rogvHu 1 noHacToswem e 125 ciyyas/MunvoH xutenn.>°
HesaBucrmo ot noanexaloTo 3abonsBaHe, pa3BuTMeTo Ha bX
€ CBbP3aHO C B/IOLIABALLM CE€ CUMMTOMM U MOBULIEHA CMbPT-
HocT.?’ B passuBawuTe ce ctpaHu BCH, HAKOW MHGEKLMO3HN
3a6onsABaHMA (LUMCTO30MMA3a, YOBEWKUAT MMyHomeduUUTeH
Bupyc [HIV]) n Bucokata HagMopcKa BMCOYMHaA NpeacTaBnasat
BaXKHW, HO HELOCTATBbYHO MPOYUEHM NMPUYKHY 3a bX.?°

4.1. Tpyna 1, 6enogpo6Ha apTepunanHa
XUNepToHNA

CbBpeMEHHW JaHHW OT PErncTpy OT UKOHOMMUYECKM Pa3BUTUTE
CTpaHW MOKa3BaT YecToTa U pa3npocTpaHeHne Ha BAX ot ~6 n
CbOTBETHO 48-55 cryyas/MunmoH Bb3pactHu.’! CvsTawe ce e,
ye 3acAra NPeaVMHO NO-MNAAW UHAVBUAY, Hal-Beye xeHu;3233
TOBa B MOMeHTa e BAPHO 3a HPAH , KoATo 3acAra gBa nbTy noBeye
»KeHU, OTKONKOTO MbXe. Bbnpekun ToBa, ckopoluHy aaHHn ot CALLL
1 EBpona noka3eart, ye KbM MoMeHTa BAX ce gnarHocTuumpa npu
Mo-Bb3PACTHM NALMEHTU (T.e. TE3M HA BB3PACT =65 rOANHMN, KOUTO
ce NPefCTaBAT YECTO CbC CbMBTCTBALLM CbPAEYHO-CbA0BM KOMOP-
61AHOCTI, KOETO BOAW 1O NMO-PaBHOMEPHO pa3npeAeneHie Mexay
nonoseTte).>? B noseueto pernctpu Ha BAX, BAX e 61n Haii-yecTo
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06cTpyKymMA npn npekanunapHa bX

e N
BEJIOAPOBHA XUMNMEPTOHUA
Mpeo6nagasaHe «,1‘ :
) o o6anHa ’ﬁ? ‘Q’
[ nonynauma -
BEHOAPOGEH 3acTon Koed;mmeuv Ha puCK OT cMBPT Kosequuem Ha puCK OT CMBPT
npu noctkanunapHa bX 5 s
. 4 s . [AacHoKamepHa
Vi3 ) / Hefl0CTaTbYHOCT
Benogpo6Ho-cboBo 3abonaBaHe/ 2 ;
0+
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BX c HeAcHM n/man
MHOro$aKkTopHu
MexaHu3IMmn

4232

repancsrsmncrparernn)

F F

* UgnonaTtnyna/ e IpcPH ¢ Hetexxka BX e CTEPH ¢ XemaTonornuHmn
HacneacTBeHa . CPCPH o Texkka BX . npyru HapyweHusa
* AcoympaHu ny/IMOHaNHN o CUCTEMHN
CbCTOAHMNA 06CcTpyKUNN HapyleHus
Pepkn MHoro uectn Yectn Pepkn Pepkn
2 a3-3223 a .33 a 2

MepuunHcka Tepanua  IpcPH: bX 6onecT: XupypruuHo neveHne:  OnTummsmpaHo
e BAX nekapctBa ¢ JleueHue HaLHD? « OntTumnsupaHo e« PEA neueHne Ha
neuyeHue Ha noanexatyo
* KA npn noanexaiwa WHTepBeHUMOHaNHO:  3a6onsaBaHe:
pecnonaepu CpcPH: g(e’:gglpoﬁua *BMNA « MoTeHymanHo:
Benogpo6Ha * JleueHne Ha LHD?® ' Texka BX: Medical therapy: nexapcrsa 3a BAX
TpaHcnNNaHTaumA e [loteHynanHo:BAX e loTeHumanHo:BAX @ e JlekapcTBa (u3nuTBaHMs)
nekapcTBa (n3miTBaHns)  nekapcrtsa (u3mutBakns)  3a BAX

®urypa 1:  LleHTpanHa uaocTpauums.

@ESC @ ERS—

BINA, 6anoHHa NynMoHasHa aHrmonnacTtrka; KA, kanuues aHtaroHucT; CTEPH, xpoHMYHa TpoM60-eMb0IMyHa nynMoHanHa Xu-
neptoHus; CpCPH, KOMOMHMPaHa NOCT- U NPeKanuasapHa NyfIMoHanHa XunepToHus; IpcPH, n3onupaHa nocT-KanuaapHa nynamo-
HanHa xvuneptoHus; LHD, neBocTpaHHa cbpreyHa 6onect; MAX/BAX, nynmoHanHa/6enonpobHa aptepuanHa xvneptoHus; PEA,
nynmMoHanHa eHpgaptepektomus; MX/BbX, nynmoHanHa/6enoapobHa xvneptoHus; PVR, 6enoapo6HO CbA0BO CbINPOTUBIEHNE.

@ JleyeHne Ha CbpAeyHa HeJOCTAaTbYHOCT CbracHo MpenopbkuTe Ha ESC 3a ArarHOCTMKa 1 IeYeHre Ha OCTPa Y XPOHUYHA
CbpieyHa HeloCTaTbuHOCT.?” JleueHre Ha NeBOCTPAHHO KNanHo CbpAeyHo 3aboniaBaHe cbrnacHo Mpenopbkute Ha ESC/EACTS

ot 2021 1. 3a neyeHre Ha KnarnHy CbpaeyHmn 3a6onasaHs.?8

cpewwannat noatun (50-60% oT BCcuuKM cnyyaw), cneBaH ot bAX,
CBbP3aHa CbC CbeAVHUTENHO-TbKaHHU 6onectu (CTB), BCB 1 nop-
TasiHa XUNEpPTOHYS (MOPTO-MyNMOHaHa xuneptoHus [PoPH]).32
Peanua nekapctsa 1 TOKCMHM Ca CBbp3aHU C Pas3BUTMETO
Ha BAX.34-%> Bpb3kaTa Mexay ekcrnosuuuATa Ha nekapcTea u
TOKCUHM 1 BAX ce Knacnduumpa Kato curypHa nam Bb3MOXHa,

KakTo 6elwe npenoxkeHo Ha 6-Tus WSPH (Ta6suya 7).! Uma cun-
rypHa Bpb3Ka C leKapCTBa Npwvi HalIMYHM flaHHK Ha 6a3aTa Ha or-
HMLWa, enuaeM1ONIOrMYHN NPOYYBaHWA ClyYali-KOHTpona unm
rofiemn MHOrOLIEeHTPOBU cepun. Bb3amoxHa Bpb3Ka ce npeano-
flara oT MHOXeCTBO Cepuu OT Cilyyam Unu ciiyyam C neKapcTea
CbC CXO[IHN MeXaHU3Mu Ha aencrteue.!
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Ta6bnuua 7: JlekapcTBa 1 TOKCMHU, CBbpP3aHM ¢ 6eno-

Apo6Ha apTepuanHa XMNepToHUA

CurypHa Bpb3Kka Bb3moiKHa Bpb3Ka

AMnHOpeKc AnKnAnpaLiy areHTun
BeHdnyopekc (umknodpocdamug, mutommuumt C)2
[a3zatuHn6 AmdbeTamnHm

NekcdheHdnypamuH BocyTuHmo

DOeHdpnypamuH KokauH

MeTtamdpeTammtm [nasokcng

TOKCUYHO pannyHO Macso [VpeKTHO AeCTBaLYM aHTUBUPYCHN

cpefcTBa cpelly Bupyca Ha xenatut C
(codocbyBmp)

NHanpy6uH (kutancka 6unka Qing-Dai)
NHTepdepoH anda n 6eta
JNednyHomug,

DQeHunnponaHonammnH

MoHaTHNG

CenekTVBHY NPOTEa30MHU UHXNOU-
Topu (Kapdprnsommn6) PastBoprTenn
(tpuxnopetuneH)?

ENneKT1BHM NpOT€a3oMHU NHXMOUTOPK
(kapdurnzomun6)

ConseHTu (TpuxnopoeTtuneH)a

MKbnT KaHTaproH

@ benoppo6bHa BEHOOKITY31BHa Gonecr.

4.2, Tpyna 2, 6enogpo6Ha XMnepToHNA, CBbp3a-
Ha C IeBOCTPaHHO Cbpie4HO 3abonABaHe

Mpe3 2013 r. npoyuBaHeTo Global Burden of Disease oTunTa
61,7 mmnuoHa cnyyan Ha CH B cBeToBeH Mallab, koeTo npeg-
CTaBfisABa noutu ygsossaHe ot 1990 r. gocera.*s B EBpona u
CALL >80% ot naymeHTnTe cbc CH ca Ha Bb3pacT =65 rogu-
HW. NMocTkanunsapHaTta bX, n3onupaHa nnu KombuHMpaHa ¢
npekanunspHa KOMMOHEHTA, € YeCTO YCJIOKHEHWe, Hali-Beve
npu HFpEF, 3acarauwo Han-manko 50% ot Te3n nauneHTn.*48
YecTtoTata Ha BX HapacTBa c TexecTTa Ha NeBOCTPAHHUTE
KnanHu 3abonseaHua, n bX moxe pa ce otkpue npm 60-70%
OT MaUMEeHTUTE C TEXKO U CUMNTOMHO 3abonABaHe Ha MUT-
panHaTta knana* v 8 o 50% OT Te3n CbC CMMMNTOMHA a0pPTHA
cTeHo3a.>®

4.3. Ipyna 3, 6enoapo6Ha xunepToHus,
CBbp3aHa ¢ 6enogpo6bHN
3a6onABaHNA N/UAN XNNOKCUA

Jlekata BX ce cpela yecTto npu HanpefHana napeHxrMMHa 1
UHTepcTMUManHa 6enonpobHa 6onect. Mo gaHHM OT Mpoyu-
BaHMA ~1-5% OT naymeHTUTe ¢ HanpeaHana XObb ¢ xpoHnyHa
JVxaTenHa HefoCTaTbYHOCT UM KaHAMAATHTE 3a onepauus 3a
HamansaBaHe Ha 6enofgpobHns obem unu 6enoapobHa TpaHC-
nnanTaums (LTx) umat mPAP >35-40 mmHg.>">2 Mpu ngunona-
TYHa 6enogpobHa ¢nbposa, mMPAP =25 mmHg ce goknaasa
npu 8-15% OT NauneHTUTe NPU NbPBOHAYAIHO N3CNeaBaHe, C
no-rofiiMa YectoTa npu 3abonaBaHe B HanpeaHan (30-50%) u
KpaeH ctaguin (>60%).°2 Xunokcuata e npobnem B obuiecTse-
HOTO 37 paBe Npu okono 120 MMANOHa Ay, X1UBeeLn Ha Haa-
MOpCKa BMcounHa >2500 m. XoparTa, XKuBeeLy Ha BUCOKa Hag-
MOPCKa BMCOUMHA, Ca N3TOXKEHWN Ha PUCK OT pa3BuTme Ha bX n
XPOHMYHA BUCOYMHHA 6onecT. Bbnpeknu ToBa, 0CTaBa HeACHO
[0 KakBa cTeneH bX n gacHaTta CH ca npobnemun Ha obuiecTee-
HOTO 37paBe B OOLWHOCTATE Ha rofifiMa HaAMOPCKa BMCOYVHA;
ToBa TpAbBa fja ce peLum ¢ akTyanusmpaHa MeToAo0sorA 1 Win-
POKOMALLabHW MOMNYNaLMOHHN NPoyYBaHns.>?

4.4, lpyna 4, 6enogpo6Ha xunepToHunsa,
CBbp3aHa C XPOHNYHA O6CTPYKLMA Ha
6enogpobHaTa apTepus

BbpoAaT Ha nauyneHTnTe C grarHoctuymparHa CTEPH, HapacTBa,
BEpPOSATHO Mopaan no-3afbfiboyeHo pas3bupaHe Ha 3abons-
BAHETO M MO-aKTMBEH CKPWHUWHI 3a TOBA CbCTOAHME MpuY na-
LMEeHTN, KOUTO OCTaBaT C AucnHes cnen 6enogpobHa embo-
nusa (PE) unn KouTto nmaT puckoBu GpakTopu 3a pasBUTUE Ha
CTEPH. [aHHWTe OT perncTbpu nokaseaTt 3aboneBaemocT u
6onectHocT 3a CTEPH 2-6 u cboTBeTHO 26-38 criyyaa/munu-
OH Bb3pacTHun.3"4%> MauneHTnTe C XPOoHUUYHa Tpomboemb0o-
NnyHa 6enofgpo6Ha 6onect (CTEPD) 6e3 bX Bce owe npeacTa-
BNIABAT Majika YyacT OT MauUMeHTUTe HaCOYeHU KbM LieHTpOBe
3a CTEPH.>S

4.5. Tpyna 5, 6enoapo6Ha xunepToHus
C HeACHN n/unn MHOropaKkTopHN
MexXaHn3Mun

lpyna 5 BX ce cbcTom OT cnokHa rpyna ot 3abonABaHusA, Kou-
TO ca cBbp3aHm ¢ BX.>” MpuunHaTa 4ecTo e MHOrodakTopHa 1
Mo>Ke Aa 6bfie pe3ynTaT OT MNOBULIEHO NPe- U NOCTKaNUAAPHO
HanAraHe, KakTo U AUpeKTHN edeKTn Bbpxy 6enoapobHOTO
CbAOBO pycsio. YecToTaTa 1 pasnpocTpaHeHneTo Ha bX npu
noBeyeTo OT Te3n 3abonABaHMA He ca M3BECTHU. Bbnpekun
TOBA, PErNCTPM B BUCOKO KaueCTBO Ha fJaHHUTE HaCKopOo Mos3-
BOJIMXa OLleHKa Ha pa3npocTpaHeHneTo Ha bX npu Bb3pacTHu
mauueHTn CbC capkompgosa.”®>® MpoyusBaHmsATa MOACKa3BarT,
ye BX moxe fa 6bae yecTo cpelaHa U HaMYMETO M YeCTo ce
CBbp3Ba C NoBuLEeHa 3a60/1€Ba€MOCT U CMbPTHOCT. 8%

5. [OwnarHocTuka Ha 6enoppo6HaTa
XUNepToHnA

5.1. OunarHo3a

OvarHocTnuHmAT noaxoa npu bX e dokycmpaH Haln-Beye Bbp-
Xy ABe 3afaun. OCHOBHaTa Lief1 € paHo a Bb3HUKHe cycnekumna
3a bX 1 pa ce ocurypum 6bp30 HacouBaHe KbM LieHTpoBe 3a bX
Ha nauMeHTn ¢ Bnucoka BepoaTHocT 3a bAX, CTEPH wnn ppy-
rn dopmm Ha Texka bX. BropaTa uen e ga ce ngeHtuduumpart
noanexawmte 3abonasaHua, ocobeHo LHD (BX rpyna 2 ) n
6enoapobHo 3abonasaHe (BX rpyna 3), KaKTo M CbNBbTCTBALLM
3abonABaHuA, 3a fla ce OCMrypAT NpaBuiHo KnacuduumpaHe,
OLleHKa Ha pUcKa 1 fieyeHue.

5.1.1. KnuHnyHa KapTuHa

CnmnTomnTe Ha BX ca cBbp3aHM rmaBHO ¢ AMCOYHKLMA Ha
AsicHaTa Kamepa (JK) n obukHoBeHO ca cBbp3aHu C dusmn-
yecko ycunue B no-paHHuTe $pasm Ha 3abonsasaHeTo.?>26 Oc-
HOBHMWAT CUMNTOM € JUCMHEA NPUW BCE MO-Mako HaToBapBa-
He. [lpyrv 4ecTo cpelaHn CMMNTOMM Ca CBbP3aHU C eTanuTe
M TexecTTa Ha 3abonABaHeTo M ca M3bpoeHun BbB Queypa
2.50-62 MoTeHUMaNHUTE KAUHUYHN NPU3HAUM U GU3MKANHU-
Te HaxoAKu ca 0606uweHn BbB Queypa 3.506" BaxHo e fa ce
noguepTae, ye GU3NKANHUAT Npernef Moxe Cblio Aa 6bvae
K/tlo4 KbM naeHTMdULMpaHe Ha OCHOBHATA NpuyMHa Ha bX
(BMxTe Queypa 3).
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5.1.2. EnekTpokapauorpama

Enektpokapguorpadpckmte (EKI) aHomanum (Tabauya 8) morat
[a npepmsBuMKaT cycnekuyma 3a bX, ga npefoctaBAT NporHoc-
TMYHa UHPOPMaUMA 1 Ja OTKPUAT apuUTMMM 1 NPU3HaALM Ha
LHD. Mpun Bb3pacTHM C KNMHWUYHO nofgo3peHune 3a bX (Hanp.
HeobACHMMa AUCMNHeA NpY ycunaune), OTKIOHEHNETO Ha enek-
TpuyeckaTa OC HafACHO MMa BUCOKa NMPOrHOCTMYHA CTOMHOCT
3a bX.%® HopmanHata EKI He n3knousa Hanmume Ha bX, Ho Hop-
manHaTa EKI B kombrHauma ¢ HopmanHu 6romapkepu (BNP/
NT-proBNP) ca cBbp3aHu € HUCKa BEpOoATHOCT 3a BX npu nauum-
€HTW, HAacoYEeHU Nopagn CbMHeHue 3a bX nnu ¢ puck ot bX (T.e.
cnep octpa BE).6463

5.1.3. PeHTreHorpa¢na Ha rpbAHNSA KOLU
PeHTreHorpadusaTa Ha rpbAHMA KoL NMOKa3Ba abHOPMHY HaX0AKM
npy noeeyeTo naumeHTn ¢ bX; HopmanHaTta peHTreHoBa CHUMKa
Ha rpbaHua Kow obade He u3knousa bX.58 PenTtreHorpadckute
npu3sHaumn Ha BX BknouBaT xapakTepHa KOHUrypauma Ha cbp-
[eyHaTa CAHKa, Ab/Kalla ce Ha yronemsaBaHe HafsACHOTO CbpLe
(aacHo npeacvpave [AN1/OK) n paswupsasaHe Ha BbA, noHakora
C “oKacTpsAHe” Ha nepudepHUTe Cbaose. B gonbiHeHne, moraT
fa 6baaT OTKPWTY NpU3HaLIM Ha OCHOBHATa NprymrHa 3a bX, kato
LHD unu 6enoagpo6bHo 3abonasaHe (Tabauya 9).2>606970

5.1.4. benoapo6HU GYHKLMOHANHI TECTOBE U
apTepunaneH KpbBHO-rasoB aHanu3

BenogpobHute PpyHKumoHanHu TectoBe (PFTS) n nscnefnsaHeTo

Ha apTepuaneH KpbBHO-ra3os aHanu3 (AlA) unu aptepuanu-

3paHa KanuispHa KpbB ca HeOOXOAVMMU 3a pasrpaHMyaBaHe
mexpy rpynute BX, oueHka Ha cbnbTcTBaWmMTe 3abonABaHuA
N HyXfJaTa OT AOMDbJHUTENIEH KUCIOPOA 1 onpeaensaHe Ha Te-
XKecTTa Ha 3abonsBaHeTo. [MbpPBOHAYaNHOTO M3CneABaHe Ha
nauneHTn CbC CbMHeHwe 3a BX Tpabsa fa Bkntousa dopcmpaHa
CNMpoMeTpWA, TenecHa nnetnsmorpadus, 6enoapobeH audy-
3MOHEH KanauuTeT 3a BbrepogeH moHokcug (DLCO) n ATA.

Mpw naumeHTn ¢ BAX, PFTs 06MKHOBEHO Ca HOpMasHU v
MoraT [ja MoKasBaT JIeKi PEeCTPUKTUBHU, OBCTPYKTVBHU WUN
KOMBUHMPaAHW OTKNOHeHWA.”!72 To-TeXKN OTKNOoHeHua B PFT
MOHAKOra ce OTKPMBAT Npu naumeHTn ¢ BAX, cebp3sana ¢ BCB, n
Te3un ¢ bX rpyna 3. Mpwu naunentn ¢ BAX, DLCO moxe aa e Hopma-
NeH , BbMNPEKM ye 06MKHOBEHO € fieKo HamaneH.”! CUiIHO Hama-
nennAat DLCO (<45% oT nporHo3npaHaTa CTOMHOCT) B NMPUCHCT-
BMETO Ha UHaye HopManHu PFTs moxe pa ce otkpue npu BAX,
CBbp3aHa CbC cncTeMHa ckneposa (SSc), PVOD, B BX rpyna 3 -
cBbp3aHa ¢ emdursem, nHTEpcTMUManHa 6enogpobHa Gonect
(MBB) nnn kombrHMpaHa 6enogpobHa Ppnbposa 1 emdpuzem — 1
npu Hakomn deHoTunose BAX.”* Huckuat DLCO e cBbp3aH ¢ iowa
MPOrHo3a npu HAKOW B1oBe Ha bX.7>78

MaymneHTuTe ¢ BAX 06UMKHOBEHO MMaT HOPMAJTHO WM NIEKO
MOHMXXEHO apTepranHo NapumanHoO HanAraHe Ha Kucnopopga
(Pa0,). CunHoTO HamansABaHe Ha PaO, moxe Aa mopoan CbM-
HeHue 3a nepcncTrpaly foramen ovale, yepHoppo6HO 3abons-
BaHe, pyr aHOManun ¢ JACHO-NAB WHHT (Hanp. cenTaneH fe-
beKT) nnm cbcToAHMA, CBbP3aHM € HUCHK DLCO.

MapunanHoTo HanAaraHe Ha BbrnepopeH guokcua (PaCo,)
O06VIKHOBEHO € NMO-HUCKO OT HOPMAaNHOTO Nopaawn anseonapHa

o Cbpuebuere
o KpbBoxpak

* 3agyx npu ycunue (OK no C30)
* YMOpAeMocT 1 6bp30 13ToLaBaHe
« [lncnHes npu HaBeXxgaHe Hanpes (beHaonHes)

Mpeau3BUKaHN OT G13NYECKO HaTOBapBaHe NoayBaHe

Ha KOpema U rageHe

HappaBaHe Ha Terio nopaau 3afpbXKa Ha TEYHOCT
CuHKoN (Mo Bpeme Ha v Masko cef Gr3nYecko ycunme)

PefKku cumnToMu, AbsXKallm ce Ha gunaTauuna
Ha 6enogpo6HaTa apTepusa

Bonka B ropanTe npu ycunue:

ANHAaMWYHa KOMNpecuA Ha CTBOJ1a Ha 1ABaTa KOPOHapHa apTepuna
[pe3raBocT (ancdoHuna):

Komnpecus Ha neBusA pekypeHTeH Bb3BpaTeH HepPB
(KapAnoBoOKanHNUA v cHApPom Ha Ortner)

HepocTur Ha Bb3ayX, XpUnoBe, Kawnuua, MHdekuyms

Ha JONHUTE ANXaTeNHU MbTYLIA, aTeNneKTasa:

Komnpecus Ha 6poHXM

@ESC @ ERS—

Qurypa 2:
OK no C30, pyHKLUmoHaneH knac no C30.

CumMnTOMYM NPV NaLUeHTn ¢ 6enofpobHa XMNepToHUs.

2 CHAPOMY Ha TOPaKaHa KOMMpeCnsa ce OTKPUBAT NP MaJika YyacT oT naumeHTute ¢ BAX c uspaseHa gnnartauua Ha 6enogpo6-
HaTa apTepusA 1 MoraT Aa ce NoABAT BbB BCEKM CTafUi Ha 3a60N1ABaHETO U AOPY MPU NALUEHTMN C MHaye NeKO GYHKLIMOHANHO

HapyLueHue.
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MpusHaum Ha BX

* LleHTpanHa, nepudepHa nnm cMeceHa LmaHosa
* AKLEeHTynpaHa 6enofpo6Ha KOMMOHeHTa
Ha BTOpY CbpAeY€eH TOH
o K TpeTu cbpaeyeH ToH
 CucTonnyeH Wym Ha TPUKYCUAaHa peryprintauma
* [lnactonnyeH wym Ha 6enoapobHa peryprutaumsa

/ Tipu3Haum, covelm KbM NoAnexalaTa

npnynHa 3a bX

o bapabaHHu npbCTy : ynaHoTuyHa BCB, dpnbposHo
6enoppo6Ho 3abonsBaHe, bpoHxmekTasuu, PYOD
1A YepHOApPObHO 3abonABaHe

o [IndepeHumpaHa LnaHo3a/b6apabaHHn npbCTy:
PDA/cuHpapom Ha Eisenmenger

o AyCKYNTaTOPHM HaXOAKM (XPUMOBE AN CBUPKaHE,
ymoBe): 6en10Ap06HO UM CbpAeUHO 3abonsBaHe

o [ocnepuum ot DVT, BeHo3Ha HefocTaTbyHOCT: CTEPH

o Teneanrnektasuu: HHT nnm SSc

o CknepopakTunus, GeHomeH Ha PeitHo, aurntantHa

L ynuepaums, GORD: SSc 4

anIISHaI.IIII Ha HefOoCTaTb4YHOCT

Hasapg ot K

* Paswmpenn n nyncupatyy 1orynapHn BeHn
[  Pa3gyBaHe Ha Kopema

 XenaTomeranua

o Acunt

* lepudepeH oTok

Mpun3sHaum Ha HepOCTaTbYHOCT '
Hanpep ot AK

* MMepudepHa LnaHosa
(nocnHABaHe Ha YCTHUTE 1 KpaltHnLuTe)
* 3amasHocT
* bnepoct
[ o CTyfeHu KpaiHuLn
sl ¢ 330aBEHO KanuAPHO NbJIHEHe

ﬁ

®urypa 3:

@ESC @ ERS—

KnvHnyHmM nprisHaum npu naumeHTn ¢ 6enogpobHa XMnepToHus.

BCB, BpopeHa cbpreuHa 6onect; CTEPH, xpoHryHa TpoM60o-embonmuHa 6enoapobHa xvneptoHus; DVT, Abnboka BeHo3Ha TpoM60-
3a; GORD, ractpo-e3odareanHa pednykcHa 6onect; HHT, HacneacTBeHa xemoparnyHa TeneaHrektasus; PDA, nepcuctupaly oyKTtyc
apTepuo3yc; bX, 6enonpobHa xuneptoHusi PVOD, 6enogpobHa BeHO-0Ky3mBHa 6onecT; [IK, asicHa Kamepa; SS¢, cMcTemMHa cKineposa.

xunepseHTUnauua.”? Huckoto PaCO, npw guarHoctuympaxe un
npocnepsBaHe e YyecTo cpellaHo npy BAX n cebp3aHo c Hebna-
ronpuateH nsxopa.8° MosuweHoto PaCO, e MHOrO HEO6MYaNHO
npu BAX n oTpa3sABa anBeonapHa XUMNOBEHTUNALMA, KOATO
camo no cebe cn moxe fa e npuyrHa 3a bX. Tpabsa pa ce ns-
BBPLIM HOLWHA OKCUMETPUA WU NOSIMCOMHOrpadus, ako nma
CbMHeHWe 3a AuxaTesIHV HapyLWeHUA No BpemMe Ha CbH UIN X1-
noseHTunayma.8

5.1.5. Exokapauorpadus
He3zaBucumo ot nognexxalyata etnonorus, bX Bogu 1o TeH3MOHHO
obpemeHnBaHe 1 guchyHkUms Ha [IK, KoeTo moxe fa 6be ycTaHo-
€Ho upes exokapavorpadus.2-84 Korato ce 13sbpLuBa NpeumsHo,
exokapavorpaduaTa ocurypaea vsdepnatenHa nHdopmauma 3a
MopdonormaTa Ha AACHOTO 1 NABOTO Cbpue, GyHKUuuATa Ha K 1
JIK v KnanHm aHoOManuu, 1 OCMrypsaBa oLeHKa Ha XeMOAUHaMUYHN-
Te napameTpu. ExokapamnorpaduaTa e CbLlo LieHeH MHCTPYMEHT 3a
OTKpVMBaHe Ha NpuyrHaTa 3a CyCrneKTHa unm noTebpaeHa bX, oco-
6eHo B cniyyaute Ha bX, cBbp3aHa ¢ LHD unn BCB. Bee nak, camo
exoKkapavorpaduaATa He e AoCTaTbyHa 3a NOTBbPXKAABAHE Ha Aua-
rHosarta bX, koeTo n3nckBa nposexkaaHe Ha [CK.

MpenBug xeTeporeHHata npupoaa Ha bX n ocobeHara reo-
meTpua Ha K, HAMa HUTO efnH exoKapanorpadpCky napameTbp,
KoWTO MHbOPMIMpPa HageXaHO 3a cTaTyca Ha BX n nognexalya-

Ta eTmonorus. CnefoBaTesiHO, LUANOCTHaTa exokapanorpadcka
oLeHKa Npu cCbMHeHMe 3a BX BKnlouBa oLeHKa Ha CUCTONTHOTO
6enoapobHo apTepmanHo HanaraHe (sPAP) n oTkpuBaHe Ha fo-
MbJIHUTENHN NPU3HauM nofckasealm bX ¢ uen onpepenaHe Ha
exoKkapaunorpadckoTo HUBO Ha BepoATHOCT 3a BX. Exokapauo-
rpadcknte HaxogKku npu bX, BKNountTenHo onpeaensHe Ha Ha-
nAraHeTo 1 npusHaum 3a K npetoBapsaHe n/unu gucdyHKuma
ca 0606LwweHn BbB Queypa 4.

M3mepBaHeTo Ha sPAP ce ocHOBaBa Ha MMKoBaTa CKOPOCT
Ha TpuKycnupganHata peryprutauma (TRV) u u3sneuyeHus ot
TRV rpagueHT Ha HanAraHe Ha TPUKycnNuganHata peryprutauma
(TRPG) - cnep n3knouBaHe Ha 6enofgpobHa cTeHO3a — KaTo ce
B3emMaT npeaBuA HeMHBa3MBHaTa OLEHKAa Ha AecHOMNpeacbpa-
HOTO HanaraHe (AMH). mainkun npeaBna HETOYHOCTUTE B OLIEH-
KaTa Ha AINH 1 yBennyaBaHeTo Ha rpewknTe B M3MepBaHUATA
upes 13non3BaHe Ha NPousBoaHU NpomeHnunen, 24’ Tesun Haco-
K1 npenopbyBaT M3Mnofi3BaHeTo Ha nukosaTta TRV (a He mn3umc-
neHata sPAP) KaTo KntoyoBaTa NPOMeHNNBaA 3a onpepenaHe Ha
exokapaunorpadpckata BepoaTHocT 3a bX. MNMukosa TRV >2,8 m/s
MOXKe Aa nofckaxe bX; Bbnpekn ToBa HanMumMeTo UM OTCbCT-
BMeTo Ha bX He moxe fa 6bAae HagexAHO onpefenieHo Camo
upes TRV.88 HanmuHyTe AaHHN He NOAKPENAT HaMasifBaHETO Ha
nparoaTta cTOMHOCTU Ha TRV c ornep Ha peBu3MpaHaTa xemo-
OvHamunyHa peduHmnyma Ha BX (knioyoB onucatesneH BbNpoc 2,
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Ta6nuua 8: AHOManum Ha eneKTpoKapauorpamarta

npw nayneHTn c 6enoapo6Ha XunepToHnsa

Tunuuumn EKI aHomanum npu BX®°

+ P nynmoHane (P 0,25 mV B otBexpaaHe )

+ OTKJIOHeHVe Ha eneKTpuyeckaTa oc HaaACHoO unm carutanHo (QRS oc
>90° unn Heonpeaennumo)

« JK xuneptpodusa (R/S >1, ¢ R >0,5 mV BbB V1; R BbB V1 + S B OTBEX-
naHe V5 >1 mV)

» [leceH 6eppeH 650K — MbneH unu HenbeH (R nnu rSR dopma BbB V1)

+ [JK obpemensBaHe? (ST genpecms/vHeepcus Ha T-Bb/HaTa B JeCHUTE
npekopaunaniu V1-4 n ponnure ll, Ill, aVF oTBexxgaHums)

« YpbnxeH QTc nHTepBan (Hecneum(l)mqu)b

ECG, enektpokapaunorpama; bX, 6enogpobHa xuneptonua QTc, kopurupaH QT
nHTepsan; [IK, aAcHa kamepa.
@ Hanuue npu HanpepHana BX

MaumneHTnTe C 6enofpobHa apTepranHa XMNepToOHNA MOXe fia ca C yabi-
»eH QTc nHTepBan (Makap 1 HecneyuduUyeH), KOeTo Moxe Aa oTpasasa JK
AnchyHKLMA 1 3abaBeHa MMOKapAHa penonapr3aLma, v e He3aBrncum npe-
[AVKTOP 3a cMbpTHOCT.®’

JombaHnTenHn ganHu, Pazden 5.1).8%-92 CkopocTTa Ha TpuKycnu-
fdanHata peryprutauus (TP) moxe aa nogueHu (Hanp. npv naum-
eHTY ¢ TexkKa TP)?8 nnu ga HaueHm (Hanp. NPy NaymeHTU € BUCOK
CO npun yepHOAPO6HO 3ab6onABaHe UK CbPMOBUAHO-KNETbYHA
60nect [CKB],°>°* norpeLiHo ThiKyBaHe Ha apTedaKkTa Ha 3aTBa-
pAHe Ha TpMKycnuaanHaTta Knana kato TP gkeT unu HenpasuiaHO
onpepenaHe Ha nukosa TRV B ciyyaln Ha apTedakTu OT MaKcu-
MaJfiHaTa rpaHMLa Ha CKOPOCTTa) Ha rPaileHTUTe Ha HanAraHe.
CnepoBaTesiHO, JOMbAHUTENHN MPOMEHNIMBY, CBBP3aHN C MOpP-
donoruaTta n eyHkuymaATa Ha [IK, ce n3nonseat 3a onpegenaHe
Ha exokapavorpadckaTa BepoAaTHOCT 3a bX (Ta6suya 10),82-84%,
KOATO MOXe cnef ToBa Aa 6bAe onpefeneHa KaTo H1CKa, ymepe-
Ha nnun B1coka. Korato ce TbiiKyBa B KIIMHUYEH KOHTEKCT, Ta3u
BEPOATHOCT MOXe Aa Ce M3MOos3Ba 3a onpefensaHe Ha Heobxoau-
MOCTTa OT MO-HATaTbLUHO U3C/eiBaHe, BKMIOUNTENHO CbpAeyHa
KaTeTepu3auua npu n3bpaxm naumneHtn (Queypa 5).
Exokapguorpadckute nokasatenu 3a pyHkumATa Ha [IK BKItou-
BaT CUCTONHATA €KCKYP3UA Ha TPUKYCNMAANHUA KnaneH NpbcTeH

Ta6bnuua 9: PeHTreHorpadcku npnsHaum Ha 6enoapo6-
Ha X1NepTOHMA N CbNbTCTBALLY aHOMannn

PeHTreHorpa¢- MpusHaun MpunsHaun

CKMN NpU3Haumn Ha NeBOCTPaHHa Ha 6enoapo6HO

Ha 6enogpo6Ha cbpaeyHa 6onect/ 3abonaBaHe

XUNEePTOHUA N 6enoppobeH

CbNbTCTBALM 3acTomn

aHomanuu

YronemsBaHe Ha
LOACHOTO Cbpue

Pa3swmpsnBaHe Ha
MA (BKNnounTenHo
aHeBpu3MasHa
avnartayms)
,OKacTpaHe" Ha ne-
pudepHuTe cbaoBe

®opma ,byTnnka 3a
BOAA" Ha CbpheyHa-
Ta cAHKa

3ambriiAiBaHe Ha LieH-
TPaHOTO Bb3AYLIHO
NPOCTPaHCTBO

,KerleyB” nuHun
3agebensBaHe Ha
VHTepnobynapHTe
centu

I'IneBpanHm N3nnBun

PaswupsasaHe Ha Tl
(BKNtOUUTENHO pas-
KpayeHa KapvHa)
JIK gunatauma

CnneckBaHe Ha
Anadparmara (XOBB/
emduzem)

CunHo ceTeHe (XOBB/
emduzem)

3ary6a Ha 6enogpobeH
o6em (prbpoTnyHa
6enogpobHa 6onecT)
PeTnkynapHo no-
MbTHABaHe (drnbpo-
TUYHa 6enoapobHa
6onecr)

XOBb, xpoHMYHa O6GCTPYKTMBHA 6enofpobHa 6GonecT; BA,
6enoppobHa aptepus; bX, 6enogpobHa XnnepToHus.

@ Moxe pa e Hanuue npu naumeHTn ¢ bX c HanpepgHana K
HeoCTaTbYHOCT N YMEPEH MepuUKapaeH U3nus.

(TAPSE), dpakumoHHa npomsaHa Ha OK nnowy (RV-FAC), cTpeiH Ha
cBobopaHaTa cTeHa Ha [IK 1 ckopocT Ha TPUKYCnaanHua aHynyc (S’
BbJIHa), NONTyYeHN C TbKaHeH [lonnep n noteHumanHo K ¢ppakuma
Ha n3TtnackaaHe (JKN®), nonyueHa ¢ 3D exokapauorpadusa. OcseH
TOBa, oTHoweHwneTo TAPSE/SPAP — npeacTaBnABalLlo HenmHBasvBHa
MsApKa 3a KynnnpaHeto RV-PA% — moxe ga cnomorHe npw guar-
HoCTMLMpaHeTo Ha BX.2%%7%8 MogenbT Ha KPbBHUA MOTOK B 3XO0-
AAwma TpakT Ha JK (RVOT) (cpegHocucToneH 3bbel ,notching”)
MOXe [1a MoACKaXKe npeaKkanuiapHa bX.29100

3a pasrpaHuyaBaHe mexay rpyna 2 bX n apyru ¢opmu Ha
BX 1 3a oueHKa Ha BEpOATHOCTTa 3a AMACTOSIHA ANCOYHKLMA
Ha nasaTa kamepa (JIK), paamepsbT Ha JIM 1 npusHauymTe Ha JIK
xvnepTpodua BUHarn TpAbBa Aa ce M3MepBaT ¥ [OMNSiepoBuTe
exokapaunorpadckm npusHauy (Hanp. cboTHoweHneTo E/A, E/E')
TpsA6Ba Aia Ce OLeHsBAT, MakKap Ye HafleXAHOCTTa Ha nocsieHus
ce cunTa 3a H1CKa.'® 3a ugeHtnduumpare Ha BCB, 2D ponnepo-
BMTE U KOHTPACTHUTE N3C/IeABaHNMA ca NONe3H, HO TpaHce3oda-
reasiHa exokapgmorpadus c KOHTPACT UK LPyru o6pasHn Tex-
HUKK (Hanp. KomnioTbp Tomorpadceka [KT] aHrmorpadusa, cMRI)
ca HeoOXOAUMU B HAKOW CJlyyaur 3a OTKPMBAHE WM U3KIYBa-
He Ha MeXAynpeacbpaHU cenTanHy aedeKkTn CMHYC BEHO3YC ,
nepcucTupaly AyKTyC apTeprosyc, W/unvM aHoOManHO BfvMBaHe
npes 6enoapobHuTe BeHn.'”! KnuHnyHata ctoHocT Ha [Jonnep
exokappauorpaduaTta 3a ngeHtuduumnpaHe Ha bX npu dpusmnye-
CKO yCuive oCcTaBa HeCMIypHa Nopaamn nuncata Ha BanugmpaHu
KpUTEpUM 1 NPOCMEKTUBHU NOTBbPAUTENHWN AaHHU. B noBeyeTo
cnyyam nosuweHmnATa Ha sPAP no Bpeme Ha HaToapBaHe ca npu-
umHeHw oT avactosnHa JIK anchyHkuma.'®

5.1.6. BeHTunaymnoHHa/nep¢pysnoHHa 6enogpobHa
cumHTUrpadumsa

BeHTunaunoHHa/nepoy3smnoHHa (V/Q) 6enonpobHa cumHTUrpadua
(MnaHapHa nnn eaHOPOTOHHA EMUCMOHHA KOMMIOTbPHA TOMOrpa-
¢una [SPECT]) ce npenopbuBa NpuU ANArHOCTUYHOTO YTOYHABAHe
Ha MaUMEeHTN CbC CbMHEHMe 3a N HOBOAMAarHocTMumpaxa bX, 3a
[1a Ce U3KIIoYaT UK OTKPUAT Npur3aHaum Ha CTEPH.'02103 \//Q SPECT
NpeBb3XoXAa MnaHapHOTO M306pasABaHe 1 e MeTOAosornA Ha
n36op; Bbnpekn ToBa, SPECT e nobpe npoyyeH 3a oLeHKa Ha bX
HO He B cbluata creneH npu CTEPH.%8 Mpu nunca Ha napeHxMmHo
6enogpobHo 3abonAaBaHe, HOPMANTHOTO NEPPY3NOHHO CKEHMpPaHe
nskniousa CTEPH ¢ HeratmBHa npefckasBalla CTOMHOCT 98%.'04105
Mpw noseyeto naumeHTn ¢ BAX, cumHTurpadusara V/Q e HopmanHa
WS MOKa3Ba NeTHUCTOCT, HO 6e3 TunuyHm 3a bX nnn CTEPH nep-
dy3unoHHM pedektn, gokato cboTBeTcTBaWM Aedektn V/Q morat
fa 6bhaT OTKPUTK NpPY NauMeHTn ¢ 6enoapobHo 3abonsaBaHe (a
umeHHo BX rpyna 3). HecboTtBeTcTBawy nepdy3noHHn aedeKkTy,
nopo6HN Ha Tesw, HabnogasaHu npu CTEPH, moxe ga vma npu
7-10% ot naumnentute ¢ PVOD/PCH nnun BAX.1%6197 lenosnpaHeto
Ha nepdy3noHHNA areHT B 13BbHOENOAPO6HM OpraHy mMoxe Aa
nopcKa)e MHTpakapavaneH mnm 6enoppobeH AACHO-NAB LUbHT
1 ce yctaHoBsABa npu BCB, xenato-nynmoHaneH cuHapom u 6erno-
APO6HY apTeproBeHO3HM Mandopmaumn (PAVMs).%8

5.1.7. KomniotbpHa Tomorpadus

Ha rpbAHUA KoLl 6e3 KOHTpacT u

C KOHTPACTHO ycuBaHe N AurntasaHa

cy6TpakuymnoHHa aHruorpaéms
KomnioTbpHaTta Tomorpadusa (KT) Moxe Aa ocurypu BaxkHa VH-
dopmauma 3a NauneHT C Hen3ACHeHa ANCNHeA UK Noao3npa-
Ha/noTBbpaeHa bX. KT npusHayute, npegnonaraliy HanmuneTo
Ha bX, BkniouBat yBennyeH gnamerbp Ha bA, cboTHoweHne BA-
aopTa >0,9 1 yBeIMUYEHN JECHU CbPAeYHN KyXUH.58 KombBuHa-
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2

[nnaTupaHa AAcHa Kamepa;
napacTtepHaneH cpes
no abarata oc

ROTAT<105ms K )
., pesKa

RVOT AT <105 ms cpefiHO-
CUCTONEH 3bbeLy, MoKasaTeneH
3a npekanunapHa bX

0 End-systolic

o

RA >18 cm?

YBenuyeHa nnouy Ha 4ACHOTO
npeacbpave (>18 cm?);
YeTVPUKYXUHEH Cpe3

[Ounatnpana JK c 6asanHo
cboTHoweHune JK/JK >1,0;
UETUPUKYXVHEH Cpe3

39

Diastole Systole

HamaneHa npomsHa Ha
¢dpaKkuroHHaTa nnoLy Ha
fAcHaTa Kamepa (<35%);
YETUPUKYXUHEH Cpe3

'PeakTRV

>2.8m/s
MoBuweHa NMKOBa CUCTONHA
CKOPOCT Ha TPUKyCNuaanHa
peryprutauua (nnkosa TRV);
nN3MepeHa C HenpeKbcHaT

Mnocka mexaykamepHa

nperpaga (cTpenku), Bogelya ao
,D-dopma” Ha JIK; HamaneH nHaeKc
Ha eKcLieHTpMYHOCT Ha JIK; napa-
CTepHaneH cpes no Kbcara oc

M-Mode

e .

TAPSE
<18 mm

HamaneHa cuctonHa ekckyp3sus
Ha TpyKycnuaanHma

KnaneH npbcteH (TAPSE),
n3mepeHa c M-pexum (<18 mm)

Estimated RAP

Ivc
RA

. IVC  Konanc® efilH
<2.1cm >50% 3(0-5)

>2.1cm >50% 8(5-10)
Peak TRV >2.1cm <50% 15 (10-20)

>2.8m/s

OLeHKa Ha CUCTONHOTO HanAraHe
B 6enoapo6Hara aptepus (sPAP);
SPAP =TR rpaaueHT Ha HanAraHe

o

RA

[unaTupaHa gonHa Kyxa
BEeHa C HamasneH
MHCNMpaTOpeH Konanc;
cybKocTaneH cpes

(H) N

§'<9.5cm/s

HamaneHa nvKkoBa cncToNHa
(S') ckopoCT Ha TpuKycnuaan-
HUA NPbCTeH (<9,5 cm/s),
n3MepeHa ¢ TbKaHeH [lonnep

o/

Hannuue Ha neprkapaeH Usnus;
YeTUPUKYXUHEH Cpe3;
napactepHaseH cpes no

KbcaTa oc; Apyru cpesose

Bb/IHOB [lonnep

+usuncneno ANH (Hanp. cy6KocTaneH usrnen)

O®urypa 4:

@ESC @ ERS—

TpaHCcTopaKanHy exokapamorpadcky napameTpy Npu oLeHKa Ha 6enogpobHaTta XMnepToHus.

Ao, aopTa; IVC, fonHa npa3sHa BeHa; JM, nsBo npeacbpave; J1K, nasa kamepa; bX, 6enogpobHa xuneptoxus; A1, AAcHO npeacbp-
ave; AN, pecHonpeacbpaHo HanAarane; [IK, aacHa kamepa; RVOT AT, Bpeme Ha YCKOpeHMe B U3XOLHUA TPAKT Ha AACHA KaMepa;
sPAP, cncTonHo HandAraHe B 6enofpobHata aptepus; TAPSE, cMcTONHa eKCKYpP3UA Ha TPUKYCNMAANHMA KnaneH npbcTeH; TP, Tpu-
KycnupanHa peryprutaums; TRV, cKopocT Ha TpMKycnnaanHata peryprutaums.

@ OTHacA ce 3a Konanc npwv sgunLlBaHe.

uuA oT Tpy NapameTbpa (AnameTbp Ha BA =30 mm, gebennHa
Ha cTeHaTa Ha RVOT =6 mm, u centanHa gesuaumna >140° [unu
cboTHouweHve JK:JIK >1]) e cunHo npeackassaiy 3a bX.'98 KT Ha
rPbAHMA KoL 6e3 KOHTPACT MOXe la MOMOrHe Aia ce onpeaenu
npuynHaTa 3a bX, KoraTto Ma nNpr3Hauy Ha NapeHxXMMHo 6eno-
Opo6HO 3abonABaHe, a MOXe CbLOo Aa HACOUM KbM HanmMumne Ha
PVOD/PCH upe3 noka3sBaHe Ha LIeHTponobynapHu 3aceH4YBaHUA
TUMN ,MaTOBO CTBHKJIO” (KOMTO MoraT Aa 6bAaT HamMmepeHU U Npu
BAX), cenTanHu nuHum n numdageHonaTna.o8

KomnioTbpHata Tomorpadcka 6enogpobHa aHruorpadus
(KTIMA) ce n3non3Ba rnaBHO 3a OTKPMBaHE Ha AVPEKTHU UM KOC-
BeHu npusHaum 3a CTEPH, kaTo gedeKkTn B n3nbnBaHeTo (BKO-
YMTENHO TPOMO, NpweneH KbM CbAoOBaTa CTEHA), MPEXWU UK
naHpenku B bA, peTpakumsa/aunatauma Ha BA, mo3aeuHa nepdy-
3UA 1 AUnaTpaHn 6poHXmanHn aptepun. BaxxHoTo e, ye auar-
HocTUYHaTa TouHocT Ha KTIA 3a CTEPH e orpaHuyeHa (Ha HUBO
NauneHT YyBCTBUTENIHOCTTa U cneundrUYHOCTTa Ca CbOTBETHO
76% 1 96%),'%° Ho ce cbobLLyaBa NO-BMCOKA, KOraTo Ce U3non3sar

MOJEPHW, BUCOKOKauecTBeHN MynTuaeTektopHn KT ckeHepum u
KoraTto ce vHTepnpeTvpa ot onutHu nuua.'*®"% Komnotbp- TO-
morpadckata 6enoapobHa aHrrorpadma Moxe Cbllo fa ce 13-
rnonssa 3a OTKpPMBaHe Ha APYrn CbPAEYHO-CHbAOBWU aHOMANMK,
BK/IOUMTENHO MHTpaKkapAWanHu WbHTOBE, aHOPMasHO BVBaHe
Ha 6en1oapo6HUTE BEHN, MPOXOAVM JYKTYC apTepuro3syc 1 PAVMs.
Mpn nauMeHTn C KNMHWYHA KapTuHa Ha ocTbp BE, KT Ha
rPbAHUA KoL MOXe [ia 6bjie Mone3Ha 3a OTKpUBaHe Ha Npu3Ha-
UM Ha HeoTKpuTa Ao momeHTa CTEPH, KoeTo MoXe Aa BKNOYBa
HanMuMeTo Ha ropHuTe npu3sHaum Ha CTEPH n K xunepTtpodusa
KaTo MpusHak 3a xpoHuduumpane.'2 OTkpuBaHe Ha ,0CTbp
BbPXY XpoHunyeH” BE e BaXHO, TbI1 KaToO MOXe fJa Nnosaunsae Ha
NleYeHNeTo Ha NaumneHTn C npeanonaraem octbp BE.
NByeHepruiiHata KT (DECT) aHrnorpadua n kaptorpadupa-
HeTo upe3 ofgHa CybTpaKLumMaA MoraT ia OCUrypPAT JOMbIIHATENHA
OMArHOCTYHA MHGOPMALUA Ype3 Cb3faBaHe Ha NoaHu Kaptu,''
KouTo oTpassBaTt benogpobHata nepdysus, KaTo No To3m HauuH
BEPOATHO MOBULLIABAT ANArHOCTUYHaTa ToUHOCT 3a CTEPH.'™ Bb-
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Ta6nuua 10:

A: Kamepute

CboTHowWeHNe 6a3aneH gnameTbp/nnow Ha RV/JIK >1,0
3bbel,

M3rnaxpaHe Ha mexpaykamepHata nperpaga (LVEI >1,1
B CCTONa U/vnu fgractona)
uma >2,2 m/s
CboTtHoweHune TAPSE/sPAP <0,55 mm/mmHg
Ha PA >25 mm

B: benoapo6Ha apTepus
RVOT AT <105 ms n/unu cpefHoCMCTONEH

RVOT AT <105 ms u/vnu cpegHOCMCTONEH 3bbel
PaHHa cKopoCT Ha MyfnMoOHanHaTa perypruta-

OonbnHuTenHn exokapanorpadpckm npusHaum, nogckassawm 6enogpo6Ha xnnepToHus

C: lonHa npa3Ha BeHa n AN

OnameTtbp Ha IVC >21 mm c HamaneH WH-
cnupatopeH Konanc (<50% npv noemaHe Ha
Bb3AyX Unu <20% npu CNOKONHO BAMLLIBaHE)

Mnow Ha A (tenecuctona) >18 cm?

IOnametbp Ha PA >grametbpa Ha AR lnametbp

AR, aopTeH kopeH; IVC, nonHa npasHa BeHa; J1K, nsBa kamepa; LVEI, neBokamepeH MHAEKC Ha eKCLieHTpUYHOCT; BA, 6enogpobHa apTepus;

AN, aacHo npeacbpave; K, aacHa kamepa; RVOT AT, Bpeme Ha ycKopeH

e B U3XOAHWA TPAKT Ha AACHa Kamepa; SPAP, ccTonHo HanAraHe

B 6enoppobHata apTepus; TAPSE, cCTONHA eKCKyp3MA Ha TPUKYCNuAanHUA KnameH npbcTeH; TRV, cKOpocT Ha TpuKycnupanHata

peryprutauus.

2 Mpu3Hauu, [ONPUHACALLM 3a OLleHKa Ha BepOATHOCTTa 3a BX B fonbiHeHne kbm TRV (BuxkTe Queypa 5). Tpabsa Aa ca HanuLe nprisHa-

L1 OT Hal-manko Ase Kateropuu (A/B/C), 3a fa ce NpoMeHu HMBOTO Ha

Nnpeky HapacTBalaTa ynotpeba, AMAarHOCTMYHATA CTOMHOCT Ha
DECT B gnarHoctukaTta Ha nauymeHTuTe ¢ bX He e yctaHOBeHa.
[uvrvTtanHata cy6TpakumoHHa aHrorpadus (CA) ce usnonsea
Han-Beye 3a NoTBbPXxAaBaHe Ha AnarHo3arta CTEPH 1 3a oueHka Ha
BB3MOXKHOCTUTE 3a fleyeHue (T.e. ONepaTUBHOCT UM AOCTbIHOCT
3a BIMA). NoBeueTo LEeHTPOBe M3MNONA3BaT KOHBEHLMOHANHN [BY-
unun TpunnaHapHu ACA. Bbnpeku toBa, KT nsobpaxeHue ¢ C-pa-
MO MOXe Aa OCUTypU MO-BMCOKa MPOCTPAHCTBEHA pa3aenuTenHa

exokapaviorpadcka BepoATHOCT 3a BX.

CMOCOBHOCT, NOTEHLMANHO UAEHTUPULMPAKA NOBEYE TapreTHU
cbaose 3a BMNA 1 npenocTasaiky npoueaypHu Hacokm,™>116

5.1.8. CobppAeueH AApPEHO-MarHUTEH pe30HaHC

CopAeYHNAT MarHUTEH Pe30HaHC fJaBa Bb3MOXHOCT 3a Mpe-
LM3Ha 1 Bb3MPOM3BOANMA OLIEHKA Ha pa3mepa, mopdonormaTta
1N GYHKUMATA Ha NpeacbpauAaTa U Kamepute. [lombaHuTenHa
NHPOpPMaLMA 32 MUOKapAHMA cTpelH Ha OK/JIK moxe aa 6bae

MKoBa CKOPOCT Ha TPUKYCMNAanHaTta peryprutauma (m/s)

e

\;/

&
\;/

Ny

1
¢ v )
2534 -
Q : Hanunune Ha apyru exo I'IpI/I3HaILwI Ha BX® (suxte Tabuya 10) . )
— T
F Aa Ha/He

PnckoBu pakTopu unm acounmpanu cbetoaHma 3a BAX unm CTEPH

o —
@ | ®

Exorpadcko
AnTepHaTMBHa AvarHosa pad
(Knac lla) npocneasasaHe
(Knac lla)

Qurypa 5:

nHTepBeHuma/OCK

(ako e nokazaHa®)
(Knacl)

@ESC @ ERS—

Ha/He

l

Exokappmorpadcka BepoATHOCT 3a 6en1ofpo6Ha XMMNePTOHUA 1 NPEMNOPBKIM 3a MO-HaTaTbLUHA OLieHKa.

CPET, KapaunonynmoHasneH TecT ¢ HaToBapBaHe; CTEPH, XxpoH/YHa Tpom60emMb0nnyHa nyIMOHasiHa XunepToHus; echo, exokap-
avorpadus; LHD, neBocTpaHHa cbpaeyHa 6onecT; N,He; BAX, 6enoapobHa apTepuranHa xunepToHus; bX, 6enogpobHa xmunepTto-
Hug; OCK, oacHa cbpheyHa Katetepu3auums; TRV, CKopocT Ha TpuKycnuaanHata peryprutauus.

2 Uinn Hemnsmepwrma. MparsT Ha TRV oT 2,8 m/s He e MpOMEHEH cnope akTyanv3npaHaTta xeMogHaMmmyHa gebuHnuma Ha bX.

b Tpsabsa ga NpMCcbCTBAT MPU3HALM OT Hall-Manko Age Kateropuw B Ta6auya 10 (A/B/C), 3a Aa ce NPOMeHU KaTeropusaTa Ha exo-

KapanorpadckaTa BepoATHOCT 3a bX.
¢ Mo>ke fia ca HeOOXOAUMY JOMbBJIHUTENHY TECTOBE (Hanp. obpa3Ha gnarHoctuka, CPET).

d [ICK TpsabBa fa ce HanpaBWy, ako ce 04aKBa MoJsie3Ha MHGOoPMaLMsA/TepaneBTUYHO NoceAcTBMe (Hanp. nogosupaHa BAX unn
CTEPH), Ho MO>Xe fia He e NMoKa3aHa Npu NaureHTn 6e3 pruckoBu pakTopu Uy Npuapy»KaBaliy 3abonsasaHms 3a BAX unu CTEPH

(Hanp. koraTo ca Hanuue neka X n npeo6nagasaiwo LHD nnu 6enopgpo6Ha 6onecr).
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noslyyeHa ypes npunaraHe Ha MapKrupaHe Unm ypes npocneaa-
BaHe Ha pyHKUMUTe cnep obpaboTka. B gponbnHeHre, CMP moxe
[a ce 13Mon3Ba 3a M3MepBaHe Ha KpbBOTOKa B BA, aopTtata 1
npasHaTa BeHa, KOeTO MO3BOJIABa KONIMYECTBEHO onpenensaHe
Ha yaapHua obem (YO), MHTpaKapAnanHus WHHT 1 peTporpaj-
HMA NOTOK. Ype3 KOMOMHMpPaHe Ha KOHTpaCcTHaTa MarHUTHO-pe-
30HaHcHa (MP) aHruorpadusa n nsobpasapaHe Ha 6enoapobHa-
Ta nepdy3na ¢ KbCHO ragofIMHNEBO YCUIBaHE Ha MUOKapAHMWA
o6pa3 Moxe fia ce Nonyyn NbJiHa KapThHa Ha cbpueTo 1 6eno-
Apo6HaTa Backynatypa (BX. JJonbaHuTenHn fgadHu, Tabauya S2
3a cMRI nHAZeKcn n HopmanHu cToHocTn). OrpaHnyeHre e, ye
HAMa yCTaHOBEH MeTof 3a usumcnasaHe Ha PAP. Bbnpekn ye
LeHaTa M HaJIMYHOCTTa Ha TeXHMKaTa M3KIIoYBa M3MON3BaHETO
M Npu paHHa AvarHocTrKka Ha BAX, TA e uyBCTBUTENHa 3a OTKPU-
BaHe Ha paHHV NpusHaum Ha BX n gnarHoctuympaxe Ha BCB."

5.1.9. KpbBHM M3cneaBaHUA n UMyHoNoOrnsa
HauvanHaTa gmarHocTMyHa oLeHKa Ha MauueHTV C HOoBOAMar-
HocTuumpaHa BX/BAX nma 3a uen pa ngeHtTuouumpa Komop-
6UAHOCTUTE Y BB3MOXHUTE NPUYUHU UKW YCNOXHEHMA Ha BX.
JNabopaTtopHuTe n3cnenBaHna, Kouto TpAbBa fa ce HanpaBAT
no Bpeme Ha gmarHoctuumpare Ha bX, BkntouBaT: KpbBHa Kap-
TUHa (BKNOUUTENIHO xemornobuH [Hb]); cepymHun enektponuTu
(HaTpui, Kanuin); 6b6peyHa GyHKUMA (KpeaTUHWUH, U3UnCnaBaHe
Ha CKOpOCTTa Ha rnomepynHaTta ¢punTpauma u ypeara); nmKou-
Ha KuCceNmHa; YepHoapobHM napameTpy (@naHMH aMMHOTPaHC-
depasa, acnapTat amuHoTpaHchepasa u ankanHa ¢ocdartasa,
y-rnyTamun TpaHcnentuaasa, bunupyoun); xeneseH craTyc (ce-
PYMHO XenA30, HacuwaHe Ha TpaHchepurH 1 deputuH); n BNP
unn NT-proBNP. B gonbnHeHune, ceponornyHuTe mscnenBaHuma
TpA6Ba Aa BKMOYBAT TeCToBe 3a xenatutHu Bupycu u HIV. Mpe-
nopbyBa ce 6a30BO UMYHONIOTMYHO TaBOPATOPHO M3CNeaBaHe,
BK/IOUYNTENIHO CKPVHUHIOBY TECTOBE 3@ aHTUHYK/I€apHU aHTu-
Tena, aHTULEHTPOMEpPHM aHTuTena un aHtu-Ro. Mpu naymeHTn
¢ CTEPH ce npenopbyBa CKPUHUHT 3a GMONOrMYHM MapKepwu
Ha aHTudochonunmaeH cMHAPOM. [loMbAHUTENEH CKPYHUHT 33
Tpom60obUNMA NO NPUHLIMMN He Ce NPenopbYBa, OCBEH ako He ce
ouakBaT TepaneBTUYHK nocnegcTeua.'’® benogpobHata apre-
puanHa xmnepToHna n apyrn dopmm Ha Texka BX moxe pa ca
CBbP3aHN C HapyLleHNA BbB GYyHKUMATA Ha WMUTOBUAHATA XJle-
33; CflejoBaTeNHo, N1abopaTOPHUAT CKPUHWHT TPAOBa Aa BKOY-
Ba Hal-Manko TMpoua-CTMMyNMpaLy XOPMOH.

5.1.10. A6goMunHaneH yntpasByK

A6LOMVHANHOTO YNTPa3ByKOBO M3cNeABaHe TpAbBa fa 6Gbae yacT
OT LANOCTHVA AMArHOCTUYEH NpoLec Npu NaumMeHT! ¢ HoBoamar-
HocTuuMpaHa bX, 0cobeHo Npu CbMHEHNE 3a YepHOAPOOHO 3a60-
nsBaHe. OCHOBHa LieNn e Aa ce Tbpcu YepHoapPo6HO 3abosisBaHe 1/
VN NOPTanHa XMNepTOHVA UMY NOPTOKaBaeH WbHT (Mandopma-
uma Ha Abernethy). B xoga Ha 3a6onasaHeTo nayueHTuTe ¢ BX mMo-
raT fja pa3BUAT BTOPUYHA OpraHHa AncdyHKLMA, 3acAralla rmaBHo
yepHua apob n 6u6peunTe."’” Mpun Te3M NaumeHT e Heobxoamm
abfomumHaneH ynTpasBykK 3a gudepeHumanHa AuarHo3a v 3a oleH-
Ka Ha CTerneHTa Ha OpraHHO yBpeXxzaHe.

5.1.11. KapanonynmoHaneH TecT c HaTOBapBaHe

KapanonynmoHanHuat tect ¢ HatoBapBaHe (CPET) e noneseH
WHCTPYMEHT 3a OL|eHKa Ha OCHOBHUTE NaTtodu3noNornyHy Mexa-
HV3MW, BOAELLM A0 HEMOHOCMMOCT KbM PpU3NYECKO HaTOBapBaHe.
MaureHtute c BAX nokassar TMNu4eH Mogen ¢ HUCKO MaKkcMman-
HO HanAraHe Ha n3guwaHua BbriepoaHna anokena (P CO,), Bu-
COK BEHTWUNALMOHEH eKBMBaNeHT Ha BbrnepofaHusa guokcng (VE/

VCO,), Hucwk kncnopogeH nync (VO,/HR) n Hicka nukoBa Kucno-
pogHa KoHcymaums (VO,).'?° Mpu ycTaHoBsiBaHe Ha Te3n AaHHN
Tpabea ga ce mucnu 3a PVD. Mpu nayunenTtn ¢ LHD nnn XOBB Ta-
KbB MOAEN MoXe Aa 03HayaBa AOMbIHNUTENHO 6en10[PO6HO Cb-
[OBO orpaHuyeHmne.'?122 B nonynaumm ¢ puck 3a BAX, kato Tesm
CbC SS¢, HopmarHaTa nukosa VO, U3KITouBa AvarHosara bAX.'2

5.1.12. [AacHa cbpAevHa KaTeTepusayus,
Ba3opeaKTNBHOCT, HaTOBapBaHe
n 06emMmHO o6pemeHsBaHe

5.1.12.1.  [acHa cepOeyHa kamemepu3ayus

[lAcHaTa cbpAeyHa KaTeTepu3auma e 3NaTHUAT CTaHAAPT 3a Au-
arHocTMyupaHe 1 knacupuumpaHe Ha bX. V3BbpluBaHeTo Ha
ACKwn3nckBa onuT 1 LWaTesiHa MeTOAONOrMA, CeABalla cCTaHAap-
TU3MPaHU NPOTOKONN. B fOMbAHEHNE KbM ANArHOCTULMPaHETO
1 KnacnuouumpaHeTo Ha bX, KNMHMYHUTE NMOKa3aHUA BKIOYBAT
XEMOAVMHAMMYHA OLEHKA Ha CbPLETO WM KaHguaaty 3a LTx'%
1 oLleHABaHe Ha BPOAeHNTe CbPAEYHM WbHTOBE. MIHTeprpeTa-
uMATa Ha MHBa3MBHaTa XeMOAMHaMMKa TpAbBa Aa ce Hanpasu
B KOHTEKCTa Ha KIMHMYHATa KapTUHa 1 Apyrute AUarHOCTUYHN
nscneaBaHua. Korato ce n3BbpLuBa B LieHTpoBe no bX, yecto-
TaTa Ha Cepuo3HMTe HexenaHu cbbutua (1,1%) 1 npouepypata
cmbpTHOCT (0,055%) ca HUCKK.'?> M3BecTeH TpoM6 munm Tymop
8 K vnu [N, Hackopo nmnnaHtupaH (<1 mecel) nencmernkbp,
MexaHU4YHa AAcHa cbppaeyHa knana, TriClip n octpa uHdekuna
ca npoTtuBonokasaHua 3a [ICK; npegun BcAko nscnepsaHe TpA6-
Ba fla Ce OLeHV VHANBUAYANHO CbOTHOLUEHMNETO PUCK:NON3a n
Ja ce obcbam ¢ nauymeHTa. Han-onacHoTo ycnoxHeHme Ha ICK e
nepdopaumATta Ha bA.

ApekBaTHaTa NMoArotoBka Ha nmauuneHTuTe 3a [ICK uma ro-
NAMO 3HaueHwue. lpuppyxaBawute MefULUHCKM CbCTOAHMA
TpAbGBa fa 6bAaT KOHTPONMPaHM ONTUMANHO MO BPEME Ha 13-
cnepBaHeTo (0CO6EHO KOHTpOJSia Ha apTepuanHoOTO HanAraHe

Ta6bnuua 11:  XemoAguHaMUYHV U3MepPBaHUA NOJIyYEHN MO

BpemMe Ha AACHa CbpAeYHa KaTeTepusauna

W3smepeHn npomeHnuen Hopmanna
CcTONHOCT
HanaraHe B gacHoTO Npefcbpave, cpenHo (AMH) 2-6 mmHg
Hansraxe B 6enogpo6Hata aptepus, cuctosiHo (sPAP) 15-30 mmHg
HansraHe B 6enoppo6Hata aptepus, guactonuuHo (dPAP) 4-12 mmHg
HansraHe B 6enogpo6HaTa aptepus, cpegHo (mPAP) 8-20 mmHg
BknMHeHo HansraHe B 6eniogpo6bHaTa apTepus, <15 mmHg
cpefHo (PAWP)
CbppaeyeH pebuT (CO) 4-8 L/MuH
CmeceHa BeHO3Ha K1ciopofHa catypaums (SvO,)? 65-80%
ApTepuanHa KucnopoaHa catypauus (SaO,) 95-100%
CncTeMHo apTepranHo HanAraHe 120/80 mmHg
N3uncnenun napametpu
Benoapo6HO-CbA0BO CbNPOTUBNEHNE (ISCC)b 0,3-2,0 WU
WHpekc Ha 6enoapobHo cbaoBo cbnpotysnieHme (PVRI) 3-3,5 WU-m?
060 6enoapobHo cbnpoTusnexue (TPR)C <3Wu
CbppeyeH nHgekc (Cl) 2,5-4,0 L/min-m?
YnapeH obem (YO) 60-100 mL
NHpeKc Ha yaapHua obem (SVI) 33-47 mL/m?
BbenogpobeH apTepuaneH KbMMIasaHC (PAC)d >2,3 ml/mmHg

@ 13Bnnua ce oT KpbBHa Npoba, B3eTa oT benoapobHaTa apTepus; CTb-
NanoBUHA OKCMMETPYSA 3a M3K/IOUYBAHE Ha UHTPaAKAPAMANEH LWBHHT ce
npenopbysa npu SvO, >75%.

b'BCC, (MPAP—PAWP)/CO.

€ TPR, mPAP/CO.

94 PAC, YO/(sPAP—dPAP).
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Ta6bnuua 12: MbT Ha NpuNoXKeHne, NONYXNBOT, AO3MPOBKMN M NPOABINKUTESTHOCT Ha NPUJIOKeHNe Ha NpenopbYyaHnuTe
N3NUTBaHMN CbeANIHEHMA 3a TeCTBaHe Ha Ba30peaKTUBHOCT Npu 6enoapo6bHa apTepuanHa XunepToHnsa
BewecTtBO Mour Monyxunsot [o3unpoBKa MpoabnxutenHoct
AsoTeH okuc'2® VIHX. 15-30s 10-20 p.p.m. 5-10 min?
Wnonpoct'30131 VIHX. 30 min 5-10 ug® 10-15 min®
Enonpocteron'? iv. iv. 3 min 2-12 ng/kg/min 10 mind

Inh, MHXanupaH; i.v., NHTPaBEHO3HO.

2 MIamepBaHe KaTo efjHa CTbMKa B PaMKIWTE Ha [030BYA AMAMNa3oH.

b MepopanHa gosa.
¢ I3mepBaHe KaTo efiHa CTbIKa, M34akBaHe Ha Mb/IHUS edeKT.

4 NocTeneHHo yBennuasaHe Ha uHTepsany ot 2 ng/kg/min, NPOABMKUTENHOCT 10 MUHYTU Ha BCSIKA CTHIKA.

1 obemHus cTatyc). Kato HyneBo pedepeHTHO HMBO ce npeno-
pbuBa CpefHOTOPaKasHaTa JIMHUA Ha fierHan no rpbb nauneHT,
KOeTo e Ha HMBOoTO Ha JIM npu noseyeTo naumneHTn.'?

3a Mb/iHa OLeHKa Ha KapavonyMOoHanHaTa XeMoANUHaMMKa
BCMYKW MOKaszaTtenu, nsbpoenn B Tabauua 1, Tpabea ga 6baat
U3MEpPEeHN WNn n3vmncsieHn. HembnHWTe oueHKU TpabBa fa ce
n36areat, Tbi KaTo Te MoraT fa foBefe O NorpeLlHa anarHo-
3a. KaTto MrHUMYM TpsbBa fia ce onpeaenaT cMeceHaTa BEHO3Ha
KmcnopogHa catypauua (SvO,) n apTepuanHata KnCIOpOAHa
caTypauusa (Sa0,). Tpabsa Aa ce M3BbPLUM NOeTarnHa OLUeHKa Ha
HacuLWaHeTo C KMCNopog npu naymeHtn cbe SvO, >75% n Bu-
Hary KoraTto ce nofo3svpa NnABo-AeceH WbHT. CopAeuHuAT fde-
6uT (CO) TpsabBa Aa ce oueHM C ANPEKTHUA MeTog Ha Fick nnn
Tepmoamnyuma (CpefH CTOMHOCTM Ha MOHe TPW U3MepPBaHUA).
NHanpeKTHUAT meTog Ha Fick ce cunTta 3a no-manko HagexnaeH
oT TepMoanNyUMATa;'?’ Ho TepmoanyUMATa He TpsAGBa Aa ce n3-
non3Bsa npu Hannume Ha WbHToBe. benogpobHOTO CbAOBO Cb-
npotusnexve ((MPAP—PAWP]/CO) Tpabsa fa ce n3umcnm 3a Bce-
KW NaumeHT. Bcrukn namepBaHma Ha HanAraHeTo, BKIIOUUTENHO
PAWP, TpabBa aa ce 13BbPLIBAT B Kpasd Ha m3gnwBaHeTo (6e3
3aAbprKaHe Ha AvwwaHeTo). Mpy NaumeHTy C ronemu NPOMeHu B
WHTPaTOpPaKanHOTO HajAraHe no Bpeme Ha AUXaTenHusA LUUKbI
(Hanp. XObb, 3atnbcTaABaHe, No Bpeme Ha GM3MYeCcKo HaToBap-
BaHe) e NOAX0AALLO fia Ce OCPeAHY MOHe NPV TPY [0 YeTUPK Au-
XaTeNlHN LuKbna.AKO He MOXe Aa ce Nnosnyun HagexaHa Kpusa
Ha PAWP unu ako ctoiHocTuTe Ha PAWP ca HenpaBaonogo6Hu,
TpabBa ga ce 06MUCIN AOMBAHUTENHO U3MEePBaHEe Ha KPalHOTO
AMACTONHO HanAraHe Ha J1K, 3a fa ce n3berHe norpeLuHa Knacum-
dukayus. CatypaunmTe, B3€TU C KaTeTbpa BbB BKIIMHEHO MOM0-
JKeHue, Morart [1a NoTBbPAAT € TouHOCT PAWP.28

5.1.12.2. Tecm 3a sazopeakmugHocm

LlenTa Ha TecTa 3a Ba3opeakTuBHOCT npu BAX e fia ce npgeHTu-
duLmMpaT oCTpy BasopecrnoHAepu, KOUTO MoraT Aa 6bAaT KaH-
ONOATU 33 NleyeHre C BUCOKM 031 KanuuesBn aHTaroHncTn (KA).
TecTyBaHeTo 3a 6enogpobHa Ba3opeakTMBHOCT Ce MpenopbyBa
camo npwu naumeHtn ¢ MIBAX, HPAH nnn DPAH. MHxanaTtopeH a3o-
TeH okena'?® vnu rHxanatopeH unonpoct'3%'3! ce npenopbusat
3a Ba30peaKTuBHO TecTyBaHe (Tabiuya 12). CblyecTByBaT nofo6-
H/ AOKasaTesicTBa 3a MHTPaBeHO3HMA (i.v.) enonpocTeHon, Ho
nopaan NoCcTeneHHOTO yBesMyaBaHe Ha Ao3aTa 1 MoBTapALWmUTe
ce N3MepBaHUA, TeCTyBaHETO OTHEMa MHOTO MO-AbJIrO Bpeme 1
CNefjOBaTe/HO € MO-MaJIKo OCbLYeCTBUMO.'?® AfIEHO3VH iv. Beue
He Ce npenopbyBa NOPaAN BMCOKA YeCToTa Ha CTPaHNYHU edek-
.32 TTONOXUTENHUAT OCTHP OTrOBOpP ce AedUHMPa KaTo pefyK-
uma Ha MPAP ¢ >10 mmHg go gocTtrraHe Ha abconoTHa CTOMHOCT
<40 mmHg, ¢ nosuwweH vnu HenpomereH CO.'?° Mpu naumeHTn
¢ PH-LHD, TecTyBaHeTO Ha Ba3opeakTMBHOCTTa Ce CBexAa Ao
OLeHKa Ha KaHAMAaTuTe 3a CbpAeYHa TpaHcnnaHTaumua (Bx. Pas-

Oesn 8.1), a npuv nauneHTn ¢ bX B KOHTeKcTa Ha BCB ¢ nbpBOHava-
JIeH CMCTEMHO-6e10Ap00eH LWHHT MOXe fla Ce N3BBbPLUM TeCT 3a
BA30PEaKTUBHOCT, 3a [la Ce HanpaBy OLeHKa Ha Bb3MOXHOCTUTE
3a 3aTBapaHe Ha aedekTa (BX. Pazdesn 7.5).1

5.1.12.3. [acHa cepdeyHa kamemepu3ayus ¢ HamosedpedHe
[AacHaTa cbppeyHa KaTeTepusauma e 31aTHUAT CTaHZapT 3a
OLEeHKa Ha KapauonynMoOHanHaTa XeMofuHaMuKa Mo Bpeme
Ha HaTOBapBaHe U 3a onpepgensaHe Ha bX npn ¢ursnuyecko HaTo-
BapBaHe.'*> OcHoBHaTa npuurHa 3a nssbplusaHe Ha [CK c Ha-
TOBapBaHe e u3ceABaHe Ha NauueHTN C Hem3sACHeHa ANCNHeA
1N HOpMaJiHa XeMOofMHaMMKa B MOKOW, 33 Aa Ce OTKpue paHHa
PVD unn neBocTpaHHa cbpaeyHa aucdyHKumaA. B gonbnHeHwue,
XemofvHaMuKaTa npy HaToBapBaHe MOXe a pa3Kkpue BaxHa
NPOrHOCTUYHA U GYHKUMOHANHa MHPOPMaLMA NPU NaLUeHTH C
puick 3a BAX n CTEPH.22134135 33 na ce yBennum MakcMmasHo Ko-
JIMYeCTBOTO MonyyeHa nHoopmauumsa, pabotHata ACK moxe fa
ce kKombuHupa ¢ CPET. Cnopep HanvyHMTE JaHHW U ONUT PaboT-
HaTa [ICK He e cBbp3aHa C JOMBAHUTENIEH PUCK OT YCSTIOXHEHNA
B cpaBHeHue ¢ ICK B nokow n CPET.'33

TecToBe € MOCTeneHHO yBenuuyaBaHe Ha HaTOBapBaHETO
(cTbManoBuaeH nnu pamn NPOTOKO) C MOBTAPALLMN Ce XeMoaun-
HaMWYHW U3MepBaHNA NPefoCTaBAT HaN-MHOFO KIMHUYHA UH-
dopmauuma 3a 6enogpobHaTta LmpKynauua. MUHUManHo Heob-
XOANMUTE XEMOANHAMUYHYW MPOMEHSTUBIY, U3MEPEHN NPU BCAKO
HMBO Ha HaToBapBaHe, BknouBaT MPAP, sPAP, onactonHo PAP
(dPAP), PAWP, CO, cbpaeyHa yecToTa U CMCTEMHO KPbBHO HanA-
raHe. B gonbnHenwue, MH, SvO, n Sa0, TpA6Ba fa ce usmepsat
Hali-Manko B MOKOW M MMKOBO HaToBapBaHe. O6wwoTo 6eno-
apo6Ho cvnpotusneHue (TPR), BCC n cbpaeyHnat ungekxc (Cl)
TpsA6Ba fja ce U3UNCAT NPY BCAKO HUBO Ha HaTOBapBaHe, KaKTo
M apTeproBEHO3HaTa pas3/nka B KUCIOpofa Npu NMKOBO HaTo-
BapBaHe. HaknoHute Ha mPAP/CO n PAWP/CO cbuio TpabBa fa
6baat nzuncnenn.’4'%7 Mpu naumeHTy ¢ paHHa PVD, BCC moxe
Aa 6bae HopMasHO MW NIEKO MOBUMLLEHO B NMOKON, HO MOXe Aa
ce NPOMEHN MO BPeMe Ha TPEHMPOBKa C PA3KO yBeNMYEHME Ha
mPAP, oTpa3zeHo oT HaknoHa Ha mPAP/CO >3 mmHg/L/min, go-
KaTo HaknoHbT Ha PAWP/CO o6rkHOBeHO ocTaBa <2 mmHg/L/
min. lMaurveHTn ¢ neBokamepHa ANCOYHKLMA, KaTo Te3n C
HFPEF? n/vnu grHamnuHa mutpasHa peryprutauus,'® u Hop-
manHa PAWP B nokoi, 06MKHOBEHO NOKa3BaT pA3KO HapacTBaHe
Ha mPAP n PAWP (1 HaknoHa Ha mPAP/CO, PAWP/CO) no Bpeme
Ha TPeHMpPOBKa.

Cnopefi CKOpPOLWHK MpoyyYBaHWA, HaknoH Ha PAWP/CO
>2 mmHg/L/min moxe fa 6bAe noneseH Npu ycTaHOBABaHe Ha
abHopMHO yBenuueHve Ha PAWP 1 cnepoBaTenHO CbpAeuyHo
orpaHuyeHmne Npy HaToBapBaHe, 0cob6eHo Npwu NauveHTn c PAWP
12-15 mmHg B nokoi1.232413% 3a guarHoctnumpare Ha HFpEF ce
npenopbyBa rpaHnyYHa ctonHocT Ha PAWP >25 mmHg no sBpeme
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Mpenopbku

Ta6bnuuya 1: lMpenopbKn 3a AAcCHa cCbpAaeyHa KaTeTe-
pusaumna n BasopeakTUBHO TeCTyBaHe

Mpenopbku Knac?® Huso®

[AcHa cbppeyHa KaTeTepusauumsa

MpenopbuBa ce n3BbpLIBaHe Ha [ICK 3a noTBbpxAa-
BaHe Ha anarHo3ara bX (oco6eHo BAX nnn CTEPH) ns
noaKena Ha TepaneBTNYHNTE peltieHna2> 2

Mpu naumneHTn cbe cycnekTHa unm n3BectHa bX ce
npenopbuBa [ICK ga ce u3sbpLuBa B LEHTPOBE C
OnUTHOCT

Mpenopbusa ce [1CK aa BKNtoYBa NbHa OLeHKa Ha
XEeMOAVHaMMKaTa 1 fja Ce N3BBbPLUBA NPW CNa3BaHe
Ha CTaH[apTM3MpPaHn npotokonu?>26:14>

BasopeakTuBHO TecTyBaHe

BasopeakTMBHO TecTyBaHe ce mnpenopbyBa npu
naumeHTu c I/H/DPAH 3a oTKprBaHe Ha Te3n, KouTo
morart fja 6bAat eKyBaHu C BUCOKU J03U KA129,146

MpenopbuBa ce Ba30peaKTNBHO TeCTyBaHe fa ce
n3pbpLBa B PH ueHTpoBe.

MonoXwuTeneH oTroBop Npwv Ba3opeakTUBHO TECTYBa-
He ce npuema npu HamanasaHe Ha MPAP =10 mmHg
[0 JOCTMraHe Ha abCconioTHa CTOMHOCT Ha MPAP
<40 mmHg ¢ noBuLweH unu HenpomeHen COC 122

3a u3BbpLUIBAHE HA Ba30PeaKTMBHO TeCcTyBaHe ce
NpenopbYBa MHXANATOPEH HA a30TEH OKMC, MHXa-
NaToOpeH UNOMPOCT AW i.v. enonpocTeHon 227132

Ba3opeaKkTUBHO TecTyBaHe C Lien naeHTuprKauma
Ha KaHAmpaaTtu 3a Tepanua ¢ KA He ce npenopbyBa
npv nayneHt ¢ BAX, pasnuuna ot I/H/DPAH, n npn
BX rpynu 2, 3, 4 n 5124129

KA, kanumes aHTaronuct; CO, cbpaeueH febut; CTEPH, xpoHWYHa TpOM-
60-emb0nMuYHa nynMoHanHa xuneptonus; I/H/DPAH, upguonatunyHa,
HacnefACTBeHa, CBbp3aHa C iekapcTBa 6enoapobHa apTepuranta xunep-
TOHUS; i.v., NHTPaBeHO3HO; MPAP, cpeaHo HansraHe B 6enogpobHarta
apTepus; BAX, 6enogpobHa apTepuanHa xuneptoHus; bX, 6enogpobHa
xuneptoHua; CK, aacHa cbpaeyHa KateTepusaums.

@ Knac Ha npenopbKuTe.

b HuBo Ha pokasaTencTaeHoCT.

€ TecTysaHeTo TpA6Ba Aa ce W3BbPLWBA U NPU MNALUEHTU C N3XOAHO
HUBO Ha MPAP <40 mmHg, npy KOUTO Ca BanuAHM CbLynTe KpUTEpUMn
3a OTroBOp.

Ha yrnpakHeHUA B MonoxeHuve no rpbv6.'® Mpu nayneHTn ¢ 6eno-
Ipo6Ha 6051eCcT NOBMILEHOTO UHTPATOPaKaNHO HansAraHe MoXe
0a ponpurHece 3a nosuwasaHe Ha MPAP; To ce ycunea no Bpeme
Ha TPEHMPOBKA 1 MOXe Aia 6blle pa3no3HaTO MO eAHOBPEMEH-
HOTO yBennueHve Ha [MH."*° Hakon xeMoarHaMU4YHM nokasare-
NIV NpY HaTOBapBaHe ca 3aBUCUMK OT Bb3pacTTa, KaTo 34paBuTe
Bb3PaCTHU NHAVMBUAM NOKA3BaT NO-CTPbMHU HaKOHW Ha mPAP/
CO 1 PAWP/CO, 0TKONIKOTO 3aipaBuTe Miaav nHansman.>'4

5.1.12.4. [posokayus c obemHo obpemeHasaHe

MpoBoKauuaTa ¢ 06eMHO 0bpemMeHABaHE MOXe Aa AeMacKupa
JIK gnactonHa ancoyHkuma npu naumveHtn ¢ PAWP <15 mmHg,
HO KNuHWMYeH deHoTun, npegnonaraw, LHD. MoBeyeTo Hanuu-
HV [aHHW ca M3BJIeYEHN OT NPOYYBaHMWA, LeNAWmM Aa pasKpuaTt
HFpEF (noBuwasaHe Ha PAWP), BMmecTo fa ugeHtnouympat bX
rpyna 2 (nosuwaBaHe Ha PAP; BuxxTe Pasden 8.1). lNpuema ce, ue
6bp3ata MHOY3MA (3a 5-10 min) Ha ~500 mL (7-10 mL/kg) ¢u-
3nonornyeH pasteop 61 6una goctaTbyHa 3a ycTaHOBABAHE Ha
abHopmMHO yBenuueHme Ha PAWP fo =18 mmHg (noackassalyo
HFpPEF),' Bbnpekn ye e Heo6XOAVMMO BanVAWpPaHe W AbJro-

CPOYHa OLeHKa Ha Te3n AaHHW.'* HAMa 1oCcTaTbuHO AaHHW 3a
XEMOANHAMUYHMSA OTroBOp Mpu 06eMHO obpemeHsBaHe npu
nauyneHTn ¢ BAX. CKopoLlwHM JaHHW npeanonarar, Ye NacuBHOTO
noBauraHe Ha KpakaTa rno Bpeme Ha [JICK Moe Cblio Aa nomor-
He 3a leMacKunpaHe Ha okynTHa HFpEF.144

5.1.13. TeHeTU4YHO KOHCYNTMPaHE N TeCcTyBaHe
MyTauun B reHute 3a BAX ca npeHtudumumpanmn npu GpamunHa
BAX, MBAX, BBOB/TKX 1 BAX cBbp3aHa ¢ aHopekckeurenu (Tab-
suya 13).18 MpenopbKuTe 3a CKPUHUHT OTTYKHATATbK Ce OTHACAT
KOHKPETHO A0 MaLMeHTV C NpeaBapuTeNiHa anarHosa bAX v He ce
OTHACAT 3a nonynaumm ,B pUCK”, NOANOXKEHN Ha CKPUHWHT 3a BAX
(B>. Pazdesn 5.3). BcuKM naumeHTN € Te3n CbCTOAHUA TPA6Ba Aa
6baaT MHGOPMMPAHU 33 BEPOATHOCTTA 3a FEHETMYHO 3abonABsa-
He 1 Ye uneHoBeTe Ha CeMeNcTBOTO B1xa MOMM Aa HOCAT MyTa-
LMA, KOATO NoBULIaBa prcka oT BAX, KoeTo No3BoNABa CKPUHMHT
1 paHHa auarHocTrka.3*'*8 Nlopu 1 ga He ce U3BbPLLN FrEHETUYHO
n3CneaBaHe, YIeHOBETE Ha CEMENCTBOTO TpAbBa Ja 6baaT WH-
bopMUpaHn 3a paHHMTE NPU3HALM U CUMITOMN, 3a Aa Ce rapaH-
TVpa NocTaBsiHe Ha CBOEBPEMEHHa 1 NoAxoAALLa AmarHosa. 8
[eHeTMYHOTO KOHCYNTMpaHe OT MOAXOAALO ObOyyeHu crne-
unanucty no BAX unu reHeTnym TpabBa Aa Cce U3BbPLUM Npeamn
reHeTMYHO TecTyBaHe, 3a ja Ce OTFOBOPY Ha CJIOXKHUTE BBMPO-
CW1, CBBP3aHN C MEHETPAHTHOCTTA, FEHETUYHO U3NTOXKEHUTE HA
PUCK UneHoBe Ha CeMelCTBOTO, PenpoayKLUUATa, reHeTMYHaTa
AVCKPUMMHALMA N NCMXOCOUMANHMUTE BbNPOCK. BHMMaTeNHOTO
reHeTUYHO KOHCYNTUPAHEe C FTeHETUYHM KOHCYNTaHTN Unu Mefu-
LMHCKN FeHeTULM e OT peLlaBaLlo 3HaYeHve Npean reHeTUYHOTO
n3criefiBaHe 3a aCMMNTOMATUYHM YSIeHOBE Ha cemencTBoTo.'8
Ako damumnHaTa MyTaLmMA e U3BeCTHa, a He3acerHaTuAT YneH
Ha CemMelCTBOTO e C OTpULaTeNeH TeCT 3a Ta3u MyTaLus, PUCKbT
oT BAX npvi ToBa ninue e CbLYMAT, KaKTo 3a obLiaTa nonynauums.'8
MHoro oT mocoyeHuTe MO-PAAKO CPeLiaHn MyTauum mumat
noTeHUManeH JOMbHWUTENEH HAabop OT CMHAPOMHM XapaKkTe-
puctukm. Te ca 0606LwweHmn B Tabauya 13, KbAeTo ca NpeAcTaBeH
cneuynduyHa aHaMHesa, npernes U nscneaBaHus. KnuHmymuctu-
Te TpAb6Ba Aa npeanpremar 3agblboyeHa aHaMHe3a 1 npernes,
THI KaTo nNpu cnHppomHa bAX amarHosata moxke fa 6bae npo-
nycHaTa, ako He ce Tbpcu HacoyeHo. Hanpumep, B eAHO OT Hali-
ronemuTe NpoyyBaHuA gocera, myTtaummTe TBX4, ALK1 n ENG ca
NpeAcTaBeHN B MbpPBUTE WECT Hal-4ecTo CpeLlaHy reHeTUYHn
Haxo4KW MpW Bb3PacTHW C NpefllecTsalla guarHosa MBAX.
Te3n KoHCTaTaLuUM ca NOTBBbPAEHUN U Pa3LUMPEH B MeXAYHapOa-
HW FeHeTUYHY KOoHCopumymu npw 4241 naumenTn ¢ BAX.*C Cne-
LOBATESIHO € OYEBUAHO, Ye MMa N GEeHOTUMHA XeTEPOreHHOCT
Ha Te3n CUHAPOMW, U NPOMNYCHATU ANArHOCTUYHMN XapaKTepuc-
TUKW. Tl KaTo Ce OTKPUBAT BCe-MoOBeYe reHu, cBbp3aHun ¢ bAX,
LLie CTaBa BCe MO-TPYAHO NPW BCEKM fa ce NPaBAT NHAVBUAYANHN
n3cneaaHus. CnepBallo NOKoNeHMe CEKBEHMPAHe NO3BOSM pPas-
paboTBaHETO Ha FeHHU NaHeny 3a eJHOBPEMEHHO NPoyyBaHe Ha
HAKONKO reHa.'”’ Bbrpeku ToBa e BaXKHO [1a ce Hanpasy NpoBepKa
Ha reHuTe, BKIIOYEHW B MAHENA MO BPeMe Ha TECTBAHETO, T KaTo
HabopPBT Ce NPOMEHA C HaNpPeABAHETO HA FEHETUYHUTE OTKPUTUSA.

5.2. [QwnarHoCTUYeH asropuTbm

Mpv naumeHT C HEOBGACHUMA OWCMHEeA UKW CUMITOMU/NPU3HA-
UK, nopaxkaawm cbmMHeHue 3a bX, TpsbBa fa ce B3eMe NpeaBug,
MHOroeTaneH npakT1yeH Noaxoh KbM AuarHocTmKaTa. Tasu ctpa-
Terua e n3obpaseHa noapobHo 8s8 Queypa 6 n Tabnuya 14. Ou-
arHOCTUYHUWAT aNirOPUTHbM He Cce OTHAcA [0 CKPMHUHIA 3a cneuun-
bUYHY rpynv M3NOXKPHU Ha PUCK 3a BX.
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5.2.1. Crbnka 1 (cycnekuyus)

MaumeHTn ¢ BX BepoATHO MbpBOHAYaNHO We 6bhaT npernesaHn
oT nOﬁOJ‘IHVILIHVI nekapw, rmasHO O6LIJ,OI'IpaKTI/1KyBaLI.|,VI NieKkapy, 3a
HeCI'IELI,VI(I)VNHVI CMMMTOMW. nprOHaanHaTa OueHKa Tpﬂ6Ba Aa
BK/IIOYBa m34vepnatenHa meanumHCKa (BKNOUMTENHO d)aMVIHHa)

aHaMHe3a, nsuyepnateneH ¢usnkaneH npernes (BKIOUNTENHO U3-
MepBaHe Ha KPbBHOTO HasiAraHe, CbpAeyHa YecTtoTa 1 Nync OKcu-
MeTpUsA), KpbBEH TecT 3a onpeaenaHe Ha BNP/NT-proBNP n EKI B
NMoKoMn. Ta3u MbpBa CTbKa MOXe Aa MOPOAN CYCNeKLmMA 3a Cbpaey-
HO WM PeCrnMpPaTOPHO 3a60sABaHE, MPUYMHABALLO CUMITOMUITE.

( N\
| AnarHoCTUYeH anropmTbm Npu NaLMeHTN C HeobACHMa ANCTHEA NPU ycUnne U/unn cbMHeHne 3a BX
O6LonpaKTNKyBaLy nekap Bbbp30o HacouaHe no
+ AHamHesa BCAKO Bpeme B cilyyan
« OusukaneH npernes Ha npeaynpeanTenHmn
- EKT npu3HaLm? nnm Korato
: (B)NP/NT—proBNP 1IMa CbMHEHMe 3a
2 caTypanuA BAX wnm CTEPHE
(—< Hycnekma npuynHa »—1
BX unn 6enoppobHa
Benoppo6bHa 60necT O
b
?L‘s:;(_a Ha benw Apod CbpfieyHa olleHKaP
ATA p a + Exokappavorpadus
0 P30 N
« PeHTreH Ha rp. KoL KPbCTOCaHO %"g;;ef;’g)y pu43,
« KT Ha rpbAeH Kolc LiEIEOR RIS CPET u
« CPET
NpUUMHN pas3anuHn  «—— Cnaba ———— | BepoAaTHOCT 3a
E ~—
YmepeHa/CpegHa
> Mep PeARa
yTouHABaHe Ha bX
Tabnuya 14 v lpeno-
v pvyYUMenHa mabauya 2
+ MHBa3vBHa oLeHKa,
OVNArHOCTUYHO —» KaKTO e HeobxoanmMo
neveHme yTOuHsABaHe 3a BAX9 unu CTEPH® (i)
N @ESC @ ERS—
Qurypa 6: [narHOCTMYEH airopUTbM NPU NaueHT! C HEOOSACHMA AUCTTHEA U/UNN CbMHEeHe 3a 6enoapo6bHa XMnepToHUs.

ATA, apTepuaneH KpbBHO-ra3oB aHanms; BNP, mo3bueH HaTpuypetuueH nentug; CPET, kapanonynMoHaneH TecT ¢ HaToBapBaHe; KT,
KomnoTbpHa Tomorpadus; CTEPH, xpoHuuHa Tpombo-embonnuHa 6enonpobHa xuneptoHus; ECG, enektpokapauorpama; HIV, yo-
BeLWKN nmyHomedvumteH Bupyc; NT-proBNP, N-TepMuHaneH Mo3byeH HaTpuypetnyeH nponentug; BAX, 6enogpobHa aptepranHa
xunepToHusi; PE, 6enoapobeH em6onmsbm; PFT, 6enogpobeH dyHKUmMoHaneH TecT; bX, 6enoapobHa xvnepTtoHus; ReCo, npenopbka.
2 MpepynpeanTenHUTe NPU3HaLM BKIOYBAT 6bp3a Mporpecua Ha CUMMITOMIUTE, CUAHO HamaneH GyHKLMOHaNeH KanauuTeT, npes-
CUHKON UV CUHKOM MPW NIeKO ycunne, 6enesn Ha AAcHa CbpAeYHa HeloCTaTbYHOCT.

b OueHKa Ha 6envs Apo6 1 CbpLETO OT CNELMANIUCT CNOPe MecTHaTa NPaKTuKa.

¢ KakTo e yka3zaHo; KT 6enogpo6bHa aHrnorpadus ce npenopbysa Npu CbMHeHe 3a bX.

4 BkniouBa 3a60/ABaHe Ha CbeJUHUTENTHATA ThbKaH (0CO6eHO CUCTEMHA CKNepo3a), nopTasHa xunepToHus, HIV uHdekuma u dammn-
Ha aHamHe3a 3a BAX.

¢ AHamHe3a 3a BE, NocToAHHY MHTPaBacKynapHW yCTPONCTBA, Bb3ManuTeNHy 3abonaBaHnA Ha YepBaTa, eceHuanHa TpomboLuTe-
MW, CMJIEHEKTOMISA, 3aMeCTBalLa TePanuaA C BUCOKM A03M TUPEOUAEH XOPMOH 1 3/10KauyeCTBEHO 3abonaBaHe
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Ta6bnuua 14:

JAnarHocTuyHo
cpeacTBo

5.1.1. KnuHnyHo
npeacTaBaHe

5.1.3. PeHTreHorpa-
dua Ha rpbaHKA
KoL

5.1.4. TectoBe 3a 6e-

nogpo6Ha GpyHKLUMA
n ATA

5.1.5. Exokapguo-
rpadua

5.1.6. [ynmoHanHa
cynHTUrpadus

XapakTepHU AUarHoCTUYHU NPU3HaLM NPU NauneHTu ¢ pasnuyHmn ¢popmu Ha 6enogpobHa xunepToHUA

XapaKTepHu Ha-
xoaKun/npusHaum

KnnHnyHm
npusHauu

KuncnopogHu
N3MCKBaHWSA Npu
XUNOKcemus

CnupomeTtpusa/Ha-
pywaBaHe Ha PFT

DLCO

ApTepuraneH KpbB-

HO-ra3oB aHann3
PaO, PaCO,

MnanapHa - SPECT
V/Q

5.1.7. KT Ha rpbAHUA

Kol

5.1.11. Kapgunonyn-
MOHaneH TecT ¢
HaToBapBaHe

5.1.12. lacHa cbpaey-

Ha KaTeTepusauyma

Ipyna 1 (BAX)

Pa3nnuHu Bb3pacTtn, HO
morart fja 6baar o 3acer-
HaTW NPejMMHO MNaau
NaLmneHTN OT XKeHCKN
non. 2 161

KnuHnyHoTOo npepcTa-
BAHE 3aBUCK OT acoLm-
MpaHUTe CbCTOAHUA 1
deHoTMMA.

BX. Pasoesn 5.1.1.

HeuecTwn, ocBeH npu
CbCTOSHUA C HUCHK
DLCO unu pacHo-nsBe
LWBHT

ON/RAOK/NA pasmep
,OKacTpeHun" nepudep-
HU CbAoBe

Hopma unn
NeKo HapylleHne

HopmaneH nnu neko
[0 YMepeHo HamarneH
(HncHK DLCO npwm
SSc-PAH, PVOD n HAkoun
deHoTunose Ha BAX)

HopmaneH nnn
HamasneH
HamaneHnue

Mpu3Haum Ha BX (noBu-
weH sPAP, ysenuueHun
AN/0K). Moxe pa ca
Hanuue BPOAeH Cbp-
neyHn pgedekTn.

BX. Pasoen 5.1.7.

Hopmannu unm
CbOTBETHMN

Mpu3Haum Ha BX unn
PVOD Bx.Paszpen5.1.7

Bucok VE/VCO, HaknoH
Hucbk PerCO,, Hama-
nsABall No Bpeme Ha
TPEHVPOBKa

Jlunca Ha EQV

MpekanunapHa bX

pyna 2 (X cBbp3aHa ¢
neBOCTpaHHa cbpAeY-
Ha 6onecr)

lMpeAnMHO naumeHTn B
HanpepaHana Bb3pacrT,
npeo6safaBaT XKXeHn B
cnyvaute ¢ HFpEF.'®!
AHaMHe3a 1 KNUHUYHN
HaxoAKw, npeanonara-
ww LHD.

HeuecTn

Pasmepw Ha JIN/JIK ©
Kapavnomeranua

Pepkn cnyvan Ha
KOHrecTua (MHTepCTU-
LyaneH oToK/NMHUN

Ha Kepnu, anseonapeH
OTOK, MNIeBpasieH U3nue)

Hopma unn
NeKo HapylueHne

HopmaneH vnu neko
[0 yMepeHO HaMareH,
ocobeHo npwu HFpEF

HopmaneH unn HamaneH
O6UKHOBEHO HOpPManeH

Mpwu3Haym Ha LHD
(HFrEF, HFpEF, knanHa)
1 BX (nosuwweHo sPAP,
ysenuuero AMN/AK)
BX. Pasoesn 8.

Hopmanuu unun
CbOTBETHMN

benesn Ha LHD
BenoppobeH efem
Mpwn3Haum Ha BX

Jleko nosuwen VE/VCO,
HaKJIOH

HopmaneH Pg1CO,,
HapacTBaLy no Bpeme Ha
TpeHupoBka EOV

MocTtkanunapHa bX

Ipyna 3 (BX cbue-
TaHa c 6enofpo6Ha
6onecr)

lNpeanMHO naumeHTn B
HanpeaHana Bb3pacT,
npeo6nagaBaHe Ha
mbxere, 0!

AHaMHe3a 1 KNNUHUYHN
HaxoAKw, MoficKa3Balym
6enoapobHa 6onecr.
YecTo cpelyaHa
aHaMHe3a 3a TIOTIOHO-
nyLeHe.

M3paseHa, 4ecTo Tex-
Ka XMMoKCeMuUs npwu
Texka bX

Mpr3Hauy 3a napeH-
XMMHa 6enoapobHa
6onect

MatonoruyHa, npu-
YVHeHV OT noanexa-
woTo 6enoapobHO
3abonaBaHe

YecTo MHOro HUCK
(ouakBaHu <45%)

HamaneHo

HamaneHo, HopmanHo
MV NOBULLEHO
Mpu3Haum Ha OX
(noBuwweHo sPAP,
ysenuuenun AMN/A0K)
BX. Pasoesn 5.1.5.

Hopmanuu unun
CbOTBETHMN

Mpwr3Haym 3a napeH-
XMMHa 6enoapobHa
6onect

Mpwu3Haum Ha BX

Jleko nosuiweH VE/
VCO, HaknoH
Hopmanen Pg1CO,,
HapacTBall no Bpeme
Ha TpeHupoBkKa EOV

MpekanunapHa bX

lpyna 4 (BX cbueTaHa

c6enopnpo6Ha apTepm-
anHa 06cTpyKunA)

Bapwupalua Bb3pacT,

HO Bb3PacTHUTE MbXKe

1 KEHU Ca efJHaKBO

3acerHaTu.

AHamHe3a 3a BTE (Moxe aa

HacTbnu CTEPH npu nnnca

Ha aHamHe3a 3a BTE).

PuickoBu dpakTOopU 3a

CTEPH.

BX. Pasoen 10.1.

Heuectn, yectu npu

TEXKU Cllyyan C Npeamm-
HO AucTanHu 6enoppo6-
HV apTepranHu oKy3um

[AMN/RAOK/BA pasmep 1
Bpoi n pazmepu Ha ne-
pudepHuTe cbioBe |
MoHAKora npu3Haum
Ha 6enogpoapobeH
NHbapKT

Hopma unn
NeKOo HapylueHve

HopmaneH nnu neka fo
ymMmepeHO HamaneH

HopmanHo nnu neko
HamaneHo

Mpu3Haum Ha BX (noBu-
weHo sPAP, ysennuenun
An/0K)

BX. Pasoen 5.1.5.

HecboTtBeTcTBaLLM
nepdy3noHHn aedexTn

BbTpecbrosu gedekTu
Ha 13MbBaHEeTo, MO3any-
Ha nepdysus, paswmpe-
HU 6enoapobHY apTepun,
npu3Haum 3a bX

Bucok VE/VCO, HaknoH
Hucbk PerCO,, Hama-
NABaLY No Bpeme Ha
TPEHNPOBKa

Jlnnca Ha EOV

MNpe- (unun noct-)
KanunapHa bX

ATA, apTepuaneH KpbBHO-ra3oB aHanu3; KT, komntoTbpHa Tomorpadusa; CTEPH, xpoHuyHa TpomboembonnyHa 6enoppobHa xunep-
ToHuA; DLCO, gnoy3seH kanauuTeT Ha 6enute apobose 3a BbrnepoaeH MmoHokeug; EOV, paboTHa ocuymnatopHa BeHTunaumsa; HFpEF,
CbpAeYHa HeOCTaTbYHOCT CbC 3aMa3eHa n3tnackealla dpaxumsa; HFrEF, cbpaeyHa HeloCcTaTbUYHOCT C HaManeHa U3Tnackealla gppak-
ums; MUBAX, ngnonatnyHa 6enoapobHa apTepuranHa xuneptoHus; M, naso npegcbpaune; LHD, 6onect Ha nasoTo cbpue; JIK, nasa
Kamepa; bA, 6enogpobHa apTepus; PaCO2, napumanHo HanAraHe Ha apTepuanHna BbrnepogeH guokeung; bAX, 6enogpobHa apre-
pranHa xuneptoHua; Pa02, napumnanHo HanAaraHe Ha aptepuanHua kucnopogd; PETCO2, KpaiHO NPpUAMBHO HanAraHe Ha Bbriepog-
HUA AByoKuc; PFT, 6enoppobeH dyHKuUoHaneH TecT; bX, 6enogpobHa xunepTanus; PVOD, 6enoapobHa BeHookny3vBHa 6onecT; [,
AACHO npeacbpaue; OK, aacHa kamepa; sPAP, cuctonHo 6enogpo6Ho apTepuanto HansaraHe; SPECT, eaHOGOTOHHA EMUCUOHHA KOM-
nioTbpHa Tomorpadus; SSc-PAH, 6enopgpobHa apTepranHa xMnepToHUsA, CBbp3aHa CbC cUcTeMHa cknepo3sa; VE/VCO2, BeHTUnatopeH
€KBUBANEeHT Ha BbrnepoaeH anokecng; V/Q, BeHtunauua nepodysus; BTE, BeHo3eH TpomboeMbonun3bM; |, HamaneHue; 1, yBennyeHume.

a B'bl'lpeKVI TOBa, MOXe ja 3aCerHe Xopa OT BCUYKKM Bb3PacTh 1 NMOJIOBE; ANarHo3aTta Npu MbXeTe He Tpﬂ6Ba na ce 6aBu.
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5.2.2. Crbnka 2 (oTKpuBaHe)

BTopaTa CTblKa BK/KO4YBa Knacnvyeckn HemHBa3snBHM 1U3cneaBaHnA
Ha AuxaTtenHata U CbpAeyHO-CbAoBaTa CUCTEMa. Cpe,q Te3n ns-
caneaBaHuA eXOKapnmorpadmea € BaKHa CTblMKa B ANarHOCTU4YHUA

Mpenopbku

Ta6nuua 2: lMpenopbKu 3a AnarHoCTUYHa cTpaTerna
Mpenopbku Knac®  Hueo
Exokapavnorpadus

Exokapaviorpaduata ce npenopbyBa Kato HevHBa-
31IBHO AMArHOCTUYHO M3CNieABaHe OT MbpBa JIMHUA
npu CbMHEHMe 3a px828491

MpenopbuBa ce Aa ce onpefenn exokapamorpad-
cKaTa BepoATHOCT 3a BX Bb3 ocHOBa Ha abHOpMHa
TRV 1 HanuureTo Ha ApYyrv exoKapAavorpadcku npu-
3Hauw, npegnonarawy bX (8. Tabauya 10)°192162

MpenopbuBa ce noagbpKaHe Ha TeKyLjaTa rpaHu-
ua 3a TRV (2,8 m/s) Ha exokapaunorpadcka BepoaT-
HocT 3a bX, cbrnacHo akTyanvsnpaHata xeMofnHa-
MUYHa fedrHULMA

Ha 6a3aTa Ha BepoAaTHOCTTa 3a bX oueHeHa upes
exokapguorpadus, Tpabsa Aa ce B3emaT npesBuz
AOMBAHWUTENHN W3CNeABaHUA B KJIMHUYEH KOH- lla
TEKCT (T.e. CMUMNTOMU U PUCKOBU daKTOpW MK aco-
LMMpaHn CbCTOAHUA 3@ ISAX/CTEPH)9

Mpy CcMMNTOMaTMYHKN MALMEHTN C YMEPEHa exo-
Kapanorpadcka BeposaTHOCT 3a bX moxe pa ce
o6mucnun CPET 3a AONMBJIHUTENHO ONpeAensaHe Ha
BEPOATHOCTTA 3a S

i - i -.

Uso6pasaBaHe

MpenopbuBa ce cuMHTUrpadua BeHTUNaLMA/nep-
by3ua nnm nepdy3noHHo 6enofpobHO CKaHvpaHe
npu NaumneHTn ¢ HeobAacHMa BX 3a oueHKa Ha Ha-
nnuveto Ha CTEPH'%®

KT nynmoHanHa aHrnorpadua ce npenopbysa npu
ANarHOCTUYHO YTOYHABAHE MaLMEHTN CbC CbMHe-
Hue 3a CTEPH!%4

MpenopbyBat ce PyTUHHU BUOXMMUYHY, XEMATO-
NOTNYHKN, UMYHONOTUYHU u3cnepsaHua, HIV Te-
cTOBe 1 GYHKLMOHANHN TECTOBE Ha WMTOBUAHATA
Knesa npu BcnYkm naumeHTn ¢ bAX, 3a aa ce naen-
TMGMLUMpPAT aCOUMNPAHN CbCTOAHNSA

A6omMMHaneH ynTpasByK ce MpernopbyBa npw
CKPVIHWHT 3a nopTasHa xuneproxusa' o4

KT Ha rpbaHua Kow TpsabBa fa ce vMa npegsug
npu BCUYKKM naumneHTn ¢ bX

o
n

[urnTanHata cybTpakuMoHHa aHrnorpadus Tpabea
[la ce MMa npeaBuA Npy ANarHOCTUYHOTO YTOYHABA- lla C
He Ha nauneHTn ¢ CTEPH

Apyrn AnarHoCTU4HU TeCcToBe

BenoppobHu dyHKumoHanHn TectoBe ¢ DLCO ce

npenopbyBaT NPW MbpBOHayasHaTa OLEHKa Ha C
naumneHTn c BX’8

OTBOpeHa 1y Topakockoncka 6enofpobHa 6ron- c
CnA He ce NpenopbyBa Npuv nauneHTn ¢ BAX

CPET, kapauonynmoHaneH paboteH Tect; KT, KOMMOTbpHa Tomorpa-
¢usa; CTEPH, xpoHnyHa TpomboembonmyHa 6enogpobHa XunepToHus;
DLCO, 6enogpobeH andy3noHeH KanauuTeT 3a BbIMepoAeH MOHOKCUE;
HIV, yoBewwkn nmyHofeduumTeH Bupyc; BAX, 6enonpobHaapTepuranta
xunepToHus; BX, 6enoapobHa xvnepToHms; TRV, CKOPOCT Ha TPUKYCMNK-
fanHata peryprutayua

@ Knac Ha npenopbKuTe.

b HuBo Ha fokasatencTaeHoCT.

anroputbm (Queypa 6), Tbin KaTo onpefens HUBOTO Ha BEPOATHOCT
3a bX, He3aBUcMMO OT npuumHaTa. B fonbrHeHne, TOBa e BaXKHa
CTbMKa B MOEHTUPMUMPAHETO Ha APYr CbpAEYHM 3a60NABaHUA.
Ha 6a3aTa Ha Ta3u MbpBOHaYasiHa OLEHKaA, aKo ce naeHTuduumpaT
NPUYMHN pasnnyHn oT BX n/munum B cnyvainm Ha HUCKa BEPOATHOCT 3a
BX, nauneHtute TpA6Ba Aa 6bAAT NNeKyBaHM MO CbOTBETHUA HAUVIH.

5.2.3. Crbnka 3 (noTBbpKAEHME)

MauveHTrTe TPAGBa Aa 6bAAT HacoUeHN KbM LieHTbp no bX 3a go-
Mb/HUTENHa OLEHKa B cnefHuTe cuTyauum: (1) Korato ce ycTaHoBwM
ymMepeHa/B1coka BepoATHOCT 3a bX; (2) npn Hannuve Ha pyckosn
¢dakTopu 3a BAX nnv aHamHe3sa 3a bE. Tpsabsa fa ce 3BbpLUM LANOCT-
HO M3cneABaHe C Len ycTaHoBABaHe Ha AudepeHumanHa AmarHo3a u
pa3rpaHnyaBaHe Ha pa3nnyHUTe NprunHK 3a bX cnopep ceratHata
KNWHUYHa Knacudukauma. bBX LeHTbpbT oTroBapa 3a 3BbpLUBaHe
Ha MHBa3MBHa OLieHKa B 3aBUCUMOCT OT KNMHWYHWA CLIeHapWiA.

INo BcAKo Bpeme TpAGBa fia ce pa3no3HaAT NpeaynpenuTenHuTe
3HaLK, TbIA KaTo Te ca CBbP3aHU C NO-oLLa NMPOrHo3a 1 U3NCKBaT He-
3abaBHa Hameca. Te3u NpeaynpeavTENHN NPU3HALIM BKIIOYBAT: Obp-
30 pa3BuBaLLy ce unm Texxkn cumntomu (OK no C30 HI/IV), KnnHWYHK
npu3sHauy Ha [K HeJoCTaTbYHOCT, CMHKONM, MPM3HaLM Ha HUCKoae-
6VITHO CHCTOAHNE, APUTMIMM C NOLLIA XEMOAVMHAMUYHA MOHOCUMOCT U1
KOMMPOMETUPaH WIN BAIOLLIEH XeMOANHAMMYeEH CTaTyC (XUMOTOHUS,
Taxukapaua). Takuea cinyyam TpAabsa He3abaBHO fa ce NeKyBarT CTa-
LIOHaPHO 3a MbPBOHAYaHO AMAarHOCTUYHO YTOUHABaHe B bni3KaTa
60nHMUa unm LeHTbp 3a bX. Hannumneto Ha K ancdyHKumaA, obek-
TVBU3MPaHO Ype3 exokaparorpadua, NOBULLIEHW HUBA HA CbPLAeYH
6riomMapKepu 1/unm xeMoarHaMMYHa HeCTabUITHOCT U3KCKBAT He3a-
6aBHO HacouBaHe KbM LieHTbp 3a bX 3a creluHa oueHKa.

To3n amarHocTYeH NpoLec nogyepTaBa 3HAUYEHNETO Ha AOCTa-
TbYHaTa 0CBEJOMEHOCT U CbTPYAHNYECTBOTO MEXAY [LOOONHNYHITE
neKapw, cnpeuyann3vipaHnTe 3BeHa U LieHTpoBeTe 3a bX. EpekTus-
HOTO 1 6bP30 CHTPYAHNYECTBO MEXKAY Pa3NIMYHMTE HUBA MO3BONABA
Mo-paHHa AMarHoCTUKa U fledeHne 1 nopobpaBa pesynTatute.

5.3. CKpUHUHr 1 paHHO OTKpMBaHe

Bbnpekun noasata Ha Tepanuun 3a BAX, KOUTo NpefoTBpaTABAT KNK-
HVYHO BrowwaBaHe'%%1%8 1 epekTBHU MHTEpBEHLMK 3a CTEPH,'®?
BPEMETO OT MOsABaTa Ha CYMMTOMMTE [0 NOCTABAHETO Ha ANArHo3a-
Ta Ha bX octaBa >2 roguHn,'®17° kato noseyeTo NaLMeHTU ce Npeg-
CTaBAT C HanpepHano 3abonsABaHe. HamansBaHeTo Ha BPeMeTo 3a
AVarHOCTMLMPaAHE MOXe Aa HaMasvi EMOLIMOHANTHATa HECUTYPHOCT
npv naumenTrTe,'”' fa peayumpa 13non3BaHeTo Ha 34PaBeonasHy
pecypcv 11 fa Aafe Bb3MOXKHOCT 3a JIeYeHe Ha No-paHeH eTarl, Ko-
raTo TepanuuTte Morat fa 6baat no-epekTnBHN."72

MpepasioxeH MHOrOCTpaHeH Noaxoa'’? 3a ynecHsBaHe Ha no-
paHHa AuarHo3a BKtouBa: (1) CKPUHMHT HAa 6E3CMMMITOMHN, BUCO-
KOPWCKOBY rpynu (C BUCOKA YeCTOTa WM KbAETO AMArHo3arta 3Ha-
UUTENIHO MOBNVISAIBA MpPeAsiaraHata VHTEPBEHUUS), BKIOUUTENHO
nmua cbe SSc (uectota: 5-19%),73174 HocuTenu Ha BMPR2 myTaums
(14-42%),33 pogHWHX OT MbPBa NIMHUA Ha naumeHTy ¢ HPAH,™8 n
MaLMEHTV, MOANOXKEHM Ha OLEHKa 3a YepHOAPO6Ha TpaHCMaH-
Tauus (2-9%);'° (2) paHHO OTKPVBaHE HAa CUMMTOMHV MaLMEHT B
PVICKOBMU rPYMm CbC CbCTOAHMA KaTo NopTanHa xvneptoHus, 7 HIV
nHdpekuws (0,5%),"7 n He-Ssc CTB, KbAeTo Mo-HMCKaTa YecToTa He
noakpens 6e3cCMMNTOMEH CKPUHWHE NPV SIUMCa Ha CUMITOMY; U (3)
npunaraHe Ha NonynauyoHHN CTPaTernn Ypes npuaaraHe Ha nog-
XOAVi 3@ PaHHO OTKPMBaHe B KNMHIIKK 33 NpocieansaHe Ha bE, 78172
KNVHVKY 33 334yX,'72 v npy pUCKOBY NauueHTu, naeHtndrumpa-
HW OT NOBEAEHMETO VM MO OTHOLLEHVE Ha 34PABHUTE VKM U/
npeavwHy nscnensaHna.'e0
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CKPVHUHIBT MOXe fla ce AedUHMpa KaTo CMCTEMHO Npuna-
raHe Ha onpefesieHo n3csiefBaHe Un n3cneaBaHua 3a MAEHTU-
durumMpaHe Ha U3NOXKEHN Ha PUCK aCUMNTOMHU NnLa. CKPUHUH-
roBUTE MOAXOAM MOTaT fla Ce Pa3WupPAT 1 3a 1L, KOUTO MHade
He 61xa NOTbPCMAV MeANLMHCKa NoMOoLY Ha 6a3aTa Ha CUMMTO-
MWTE CU, 33 ia Ce YNeCHW PaHHOTO OTKpMBaHe. IHCTpyMeHTuTe,
N3MOoN3BaHN 3a CKPUHWHT 3a BX, ca oueHeHn npean BCUYKO, HO
He eauHCTBEHO Npu SS¢, 72174 BKNouBaT KPbBHU 6rIOMapKe-
pu (NT-proBNP), EKT, exokapgnorpadpusa (0CHOBHO € n3non3saHe
Ha oueHKKN Ha SPAP B NOKOW, HO CbLLO Taka 1 U3cneBaHua npu
HaToBapsaHe),'® PFTs (DLCO v cboTHOWeEHMe GopcrpaH BrTa-
neH kanaumTtet [FVC]/DLCO) 1 TecToBe C HaTOBapBaHe, BKIIOUM-
TenHo CPET (koiTo ce n3nonsea B KOMOVMHALUSA C aNropuTMm 3a
CKPVHVHT 32 HamansBaHe Ha HeobxoammocTTa ot [1CK).123163

5.3.1. CucremHa ckneposa

Mpwn SSc yectoTata Ha BAX e 5-19%,'* ¢ roguwHa 3a6oneBae-
mocT 0,7-1,5%.'83-18> lokasaTencTso 3a KAWHWYHATA CTONHOCT
Ha paHHOTO OTKpuBaHe Ha BAX npwn SSc ca faHHUTE OT CKPUHWH-
rosu nporpamm, '8 KouTo nokKaseat No-feKkmn HapyLIEeHUs B XeMo-
AVHaMKKaTa 1 no-aobpa NpeXxnBsemocT Npu CKPUHMPaAHUTE na-
LNEHTN B CpaBHEHNE C eIHOBPEMEHHA, HECKPUHUPaHa KoXopTa
OT CblyA nepuog,'®” KoeTo e ceprio3HO OCHOBAHNIE 32 CKPUHMHT
3a BAX npwu naymeHTn cbe SSc.

[lnarHocTmyHaTa TOYHOCT Ha exoKkapaunorpaduaTta unm gpy-
rM TeCTOBE U3MOM3BaHN CaMOCTOATENHO 3a OTKpMBaHe Ha BAX
He e gocTaTbyHa.'”3 ETO 3aL0 ca NpoyYeHn HAKOMIKO aNropuTb-
Ma 3a CKPUHUHT, N3MO0M3BaLL/ KOMOUHALMUS OT KIMHUYHM XapakK-
TepUCTUKY, exokapaunorpadua, PFTs u NT-proBNP 3a nogburpaHe
Ha naymeHTn cbe SSc 3a [ICK (DETECT;'”3 Australian Scleroderma
Interest Group [ASIG]'88). Te3n koM6UHMPaHK NOAXOAMN UMAT MO-
nobpeHa AnarHoCTUYHA TOYHOCT B CPaBHEHME C U30MIMPAHOTO
n3non3eaHe Ha exokapauorpadua, NT-proBNP unu PFTs n ca B
CbCTOAHME Aa NPeAoTBPATAT NPOBeXKAAHETO Ha HeHyxHa [ACK
1 aa ngeHtudunumpat naumeHtn ¢ mPAP 21-24 mmHg.'® Cnepgo-
BaTeSIHO, MyNTUMOZANHUAT NOAXOA € OnpaBAaH NPy CKPUHUHT
Ha naumeHTn cbC SSc 3a BAX; exokappuorpadckata oueHka
TpAbBa fa cnefBa cTpaTervATa, onuncaHa B Pazden 5.1.5.

Crep MbpBOHaYafHUA CKPUIHWHE, YecToTaTa, C KoATO TpAbBa
[a ce N3BbpLUBA CKPUHUHF NPY 6€3CMMITOMHN NALMEHTN CbC SSC,
He e AcHa. MpoyuBaHe ot Australian Scleroderma Study Cohort,
KbAETO Ce NpenopbyBa eXKerofeH CKPUHMHT (HAKOW NauueHTy ca
6unmn ckprHnpanu o 10 mbTr), 0T6eNA3Ba, Ye NOBEYETO NALNEHTH
ca 6unu grarHoctuumpann ¢ BAX npu mbpBOHayanHUs CU CKpU-
HVHT; BBMPEKM TOBA, Te3W, AWArHOCTMUMPAHU NpY MOCNenBaLy,
CKPWIHVHT, Ca UManu no-HUcKn ctoiHoct Ha mPAP, BCC 1 ®OK no
C30 1 no-pobpa NPeXxmnBAEMOCT OT TE3N, AMAarHOCTULMPAHK Npn
MbPBOHAYANIHMA CKPUHUHT'?® Bb3 OCHOBA Ha CerallHuTe [oKasa-
TENCTBA, EXKEroaHMAT CKPUHUHT 3a BAX npu nauymneHTn cbe SSc e
poctaTbueH. Kato ce umat npeasug GrHaHCOBMTE Pa3XOan 1 emMo-
LIMIOHANTHUAT TOBAP, CBbP3aHN C PEAOBHUA CKPUHVIHT, € XXenaTesiHoO
nauymeHTnTe CbC SSC fia ce pasfenAT Ha TakmBa C Hal-BUCOK U C
Hal-HUCBK puck 3a BAX. PuckosuTe daktopm 3a BAX Bkntousar: (1)
KIMHWUYHY 1 flemorpadcku dakTopu (T.e. 3agyX, No-rofisimo Bpeme-
TpaeHe Ha OMyaKBaHWATa, AUrMTaNHN ynuepaumn, no-HanpeaHana
BB3PACT Y MbBXKK NoN); 1 (2) pesynTtat OT mn3cneasaHuaA (Hanp.
nonoXxureneH Npodus 3a aHTULEHTPOMEPHM aHTUTEN], Nieka VBB,
H1cbk DLCO, nosuweHo cboTHoweHne FVC/DLCO mnn nosuiieH
NT-proBNP)."74#" CkopolueH MeTa-aHa13 MoKasa, ue HamasieHaTa
AVrnTasiHa KanunapHa MIbTHOCT, OLeHeHa ype3 BMAeOoKanuaap-
OCKOMUS, U NPOrpecnaTa [0 TEXbK aKTUBEH/KbCEH MOAEeN Ha
Cb[I0BO 3acAraHe CblLo e prckos dpakTop 3a BAX.'*? B gonbniHeHne
KbM MAEHTUOULMPAHETO Ha NaLMEHTM C NOBULWEH pUCK 3a BAX ,

NPOCT MoAeN 3a NPOrHo3mpaHe, nHTerpupaLy, cumntommte, DLCO
1 NT-proBNP, ngeHtudurumpa cybekTvi ¢ MHOro HUCKa BEPOATHOCT
ot BAX, konTo NoTeHUManHo 61xa Morn Aa 3berHaT No-HaTaTblu-
HO cneuudruHo nscneasaqe 3a bX.'83 Hewlo noseue, CPET moxe fia
NMoMOrHe 3a ngeHTnduLMpaHe Ha NaUMeHTN CbC SSC C HUCHK PUCK
Aa umat BAX 1 Mo To3m HauvH fia ce usberHe HeHyxHa [JCK.'2

Mpenopbknte 3a ckpuHUHF 3a BAX npu SSc ca cb3pgapeHn
Bb3 OCHOBA Ha K/OYOB onucaTesieH Bbnpoc 3 (JonbaHUTENHM
[laHHw, Pasden 5.2).

5.3.2. Hocutenwn Ha BMPR2 myTtauuna

B HapacTBaLLuMA CNUCHK OT reHw, 3a KOMTO e N3BECTHO, Ye ca CBBbP-
3aHu ¢ BAX, onnTbT e Ao ronAmMa CTeneH orpaHnyeH Ao HOCUTeNu
Ha BMPR2 myTaumsa, KOUTo HOCAT ~20% [OXKMBOTEH PUCK 3a pas-
BUTMe Ha BAX, c No-B1COKa NEHETPAHTHOCT NPY XeHnTe HocuTe-
N1 (42%) B CpaBHeHMe C MbxeTe HocuTenu (14 %).33148193 N1o To3m
MOMEHT HAMa npueTa CTpaTerna 3a CKPUHWHT 3a oleHka Ha BAX
npun Hocutenn Ha BMPR2 myTauma. MoHacToALem, Bb3 OCHOBa
Ha eKcrepTeH KOHCEHCYC, Ha 6€3CMMNTOMHY POAHMHM, KOWTO ca
C NO3UTUBEH CKPVIHWHT 3a NpuunHABaLwm BAX myTauumm, yecto ce
npegnara exerogHa KPMHMHIoOBa exokapanorpadus-2>26 Mpoyu-
BaHeTo DELPHI-2, B KO€TO Ca CKpMHMpPaHN NPOCMNEKTUBHO HOCUTE-
JIN N POJHVIHM, HAaCKOPO MOKas3a 3a 47 +£27 mecela yCTaHOBABaHe
Ha BAX 9,1% , kKaTo 2/55 ca AnarHoCTMLMpaHn B Havanoto un 3/55
no Bpeme Ha NpocsiefABaHeTo; TOBa Ce PaBHABA Ha FOANLLHA Yec-
TOTa 2,3%.33 ANropuUTHbMBT 3a CKPUHUHT BKtouBa EKI, NT-proBNP,
DLCO, exokapguorpadus, CPET n no npeueHka ACK; HO HUTO
efVH OT cylyyanTe He 61 61N OTKPUT CamMo C exoKapamnorpadumsa.
CKpUHVHroBrTe nporpamm Tpabsa Aa Bb3npuemat MynTuMoaa-
JIeH NOAXOA, BbNpeKn ve onT1ManHaTa cTpaterna y nepuogbT Ha
CKPWMHWHF OCTaBaT HefebUHMpaHy 1 UMa Hy[a OT MHOTOHaLMO-
HanHO, MHOTOLIEHTPOBO NPOYYBaHe.

5.3.3. lMopTanHa xunepToHusa

CmATa ce, Ye 1-2% OT naymeHTuTe C YepHoapobHO 3abonsBa-
He 1 mopTasnHa XunepToHusa passusaTt PoPH,'7%1%4 koeto e ot
0C06eHO 3HaUYeHVe NPY NALMEHTU, MPY KOUTO ce 0OMUCAA TpaH-
clorynapeH MnopTOCUCTEMEH WBHHT UAM YepHoApobHa TpaHc-
nnaHTayms. NMpu Takmea NaumeHTy ce NpenopbyBa exoKapamo-
rpadua KaTo CKpUHWHT 3a BAX, gopu npu nvnca Ha CUMMNTOMM.
Ypes m3nonseaHe Ha exokapguorpadus, sPAP moxe pa ce uns-
Mepu npu ~80% OT NauMeHTUTe C NopTasiHa XUNepPTOHUA, KOeTO
nognomara pelleHneTo 3a usBbpLusaHe Ha [ICK. Mpu nayneHTn,
OLleHABaHMW 3a YepHOApPO6HA TpaHCMNaHTaUua, efHO NpoyYBa-
He e nokasano, ye sPAP ot >50 mmHg uma 97% uyscTBUTEN-
HOCT 1 77% cneyndryHOCT 3a OTKpPUBAHE Ha YMepeHa 0 TeXKa
BAX.'%> [ipyru nscneposatenu npenopbusat [CK, korato sPAP e
>38 mmHg." Mpwu ckprHmHr 3a PoPH ce npenopbuBa fa ce oue-
HU exoKapaunorpadckata BepoaTHOCT 3a bX (BX. Pazoesn 5.1.5). B
cbrnacue ¢ MexayHapoAHOTO APY»KeCTBO MO TpaHCMIaHTaumsa
Ha YepeH 4po6, Npu NaLMeHTX oYaKBallyM YepHOL4POOHa TpaHC-
nnaHTaumsa ce NpenopbyBa Aa Ce NPeoLeHABAT eXerogHo 3a
BAX, Bbnpeku ue oNTUManHUAT MHTEpBas ocTaBa HeaceH.'”?

5.3.4. benogpo6eH em6onnsbvm

XpoHunyHaTa TpoMmboembonuyHa 6enogpobHa X1NepToHUA e pAaa-
KO M HefoCTaTbyHO AMArHOCTULMPAHO YCIOXKHEHME Ha OCTpuvsA
BE."? [loknaggaHata KymynaTtvieHa dectota Ha CTEPH cnep octbp,
cammnTomatnud BE Bapupa B gnanasoHa 0,1-11,8%, B 3aBUCMMOCT
OT u3cnegBaHarta rpyna.l'>178197-1% CycrematnueH npernes v eyt
MeTa -aHan13 cbobLaBat 3a yectota Ha CTEPH ot 0,6% npw BCruKu
naumeHTn ¢ octbp BE, 3,2% npwu ouenenute n 2,8% npuv ouenenvre
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6e3 3HauMmn Komop6raHocTn.”8 MHOroLeHTPOBO, 06CepBaLMOH-
HO CKPVHVHIOBO NpoyyBaHe cbobLiaBa 3a yectota Ha CTEPH ot
3,7/1000 nauMeHTOroguHW WM 2-roAullHa KymynaTuMBHa 4ecToTa
0,79% cnen octbp PE2%° CkopolwHO MpOCnekTMBHO obcepBa-
uMoHHO npoyusaHe (FOCUS, Follow-up After Acute Pulmonary
Embolism) nokasa KymynaTueHa 2-roauiiHa Yectota 2,3% 1 16,0%
cboTtBeTHO 3a CTEPH n yBpexpaaHe cnea-bE, kato n aBeTte ca cBbp-
3aHM C MO-BMCOK PUCK 3a pexocnutanmsaumsa n cmbpr.2’! Mopaam
HefoCTaTbyHA OCBEAOMEHOCT, NMPU HAKOW MauMeHTU AmnarHosaTa
CTEPH moXe fa ce NOCTaBu CbC 3aKbCHEHME, TbI KaTo Te MoraT
MbpBOHAYaNHO Aa 6bAaT NOrpewwHo KnacuduLmMpaHn KaTo ocTbp
BE."? B TO31 KOHTEKCT HACTOALLMTE HACOKU He MPEenopbysar py-
TUHHO MpocnefABaHe Ha naumeHTn ¢ BE upe3 meToam 3a obpas-
Ha IMarHocTrKa Ha 6enoapPo6bHOTO CbOBO LbPBO, HO Npeanarat
OLIEHKa Ha OLEHKa Ha MbpPBOHAYaNHOTO 06pasHO M3CneaBaHe,
M3M0s3BaHO 3a AMarHoOCTULUMpaHe Ha ocTpua BE 3a npusHaum Ha
CTEPH. Exokapauorpaduata e npefnountaHuAaT AMarHOCTUYEH
TECT OT MbPBa IMHWA NPU NALUMEHTN CbC CbMHeHVe 3a CTEPH.'%3

[lo 50% OT nauneHTUTe MMaT NepcucTmpaLyn nepdy3noHHN
fedekTn cnep octbp BE; BbNpekn TOBa, KIMHWYHOTO 3Haue-
HUE e HesAICHO0.2927204 Bcyukiy naymeHTu, Npyu KOUTO CUMMTOMUTE
MoraT fia ce gb/iKaT Ha NMoCTTPOMOOTUYHM OTnaraHua B 6eno-
APO6HWTE apTepun, ce cymTaT 3a nauymeHTn cbe CTEPD, ¢ unu
6e3 bX.>* [lokaTo nepcucTrpaliaTa AUCNHes e YecTo cpeluaHa
cnepn octpa BE,?% yectotata Ha CTEPD 6e3 BX e HeussecTHa 1
M3UCKBa JOMbAHUTENHO NpoyyBaHe (BX. Pasdesn 10.1). Mpoyusa-
He, n3cnepsawo ckpuHuHra 3a CTEPH cnep octbp BE c nomowyta
Ha exokapavorpadus, e naeHTMdUUMpPano ManbK 6poii Jombi-
HUTeNnHo puarHoctuympanm CTEPH npu 6e3cMMnToMHM mauum-
eHTr.2% Cnopep cerawHmTe npenopbky 3a BE npu acumnTomHm
naumeHTn ¢ puckosmn paktopu 3a CTEPH cnep 3-6 meceua npo-
cnepsaBaHe MOXe fia ce B3eMe NpeaBuA JOMbJIHUTENHA AnarHOC-
TYHa oueHka.'%>2% MopgxoanTe 3a paHHO oTKpuBaHe Ha CTEPH
cnep octbp BE ce ocHoBaBaT Ha ugeHTMdMKaLMA Ha NauuneH-
TUTe C noBuweH pUck.2’® Mpu NauyeHTn ¢ nepcucTpaLla um
HoBomnosBWNa ce aucnHesn cnep bE, HemHBas3nBHMTE NoAXoAM 13-
nonseaTt exokapavorpadus 3a oueHka Ha BX 1 nsobpasmtentu
MeTOAM 3a OLEeHKa Ha nepcucTupaliy nepdysvoHHN aedekTu.
CoblyecTByBaT OrpaHUYEHN JaHHW 3a CTpaTeruv, U3nos3salym
OKT, KT 6enogpobHa cybTpakuma c MOJHO KapTorpadpupaH
unn nepdysnoHHo nsobpasasaHe upes 3D MR . CuctemuTe 3a
oueHaBaHe, BkounTenHo Leiden CTEPH rule-out criteria,206:209
mMoraT Aa ObAaT M3Mon3BaHM 3a OCHOBA Ha AWArHOCTUYHMUTE
cTpaternv. KapanonynMoHanHUAT TeCT C HaToBapBaHe MoOKe
Ja ngeHTndrumnpa xapakTepHn oco6eHOCTU Ha OrpaHUYeHus
dunsnyeckn Kanauutetnopaam PVD nnm ga nocoum antepHaTyB-
Ha AmarHosa. ONTMManHOTO BpeMme 3a OLeHKa Ha cuMnTomuTte
C Luen nognomMaraHe Ha paHHOTO oTKpuBaHe Ha CTEPH moxe pa
6bae 3-6 meceua cnep ocTbp BE, KoeTo cbBMaga ¢ pyTMHHaTa
npeoLieHKa Ha NeYeHNeTo C aHTUKOoarynaHTu, HO MoXe fja e He-
obxoaMma 1 No-paHHa oLeHKa Mpy u3paseHa CMMMTOMaTuKa
WA BNOLWaBaHe Ha nauneHTa.>*103

Mpenopbku

Ta6nuuya 3: MpenopbKu 3a CKPUHWHT 1 Nogo6peHo
OTKpuBaHe Ha 6enofpo6Ha apTepuasHa XUNEPTOHUA U
XpPOHNYHa Tpomb6oembonunyHa 6enogpo6bHa xmnepToHUA

Mpenopbku Knac? HuBoP

CucremHa CKneposa

Mpu naumeHTN cbe SSc ce NpenopbyBa exxerogHa
o 183,186 B
LeHKa Ha pucka ot BAX

Mpodwxasa

lMpodwvnxeHue
Mpwn BB3pacTHM NauMeHTW CbC SSC C NpoAbKUTEN-
HOCT Ha 3abonsBaHeTto >3 roanHu, FVC >40% v DLCO
60% 3a naeHTMduULMpaHe Ha 6e3CMMNTOMHM NaLmeH-
T ¢ BAX ce npenopbuBa anropuTbMbT DETECT'73186

Mpwy nauneHTn cbe SSc, Npu KOUTO 3aAyXbT OCTaBa
HeobACHVM cnef, HeMHBA3VIBHaA OLiEHKa, ce Npeno- C
pbusa [ICK 3a uskmiousaHe Ha BAX'82~187

OueHKa Ha pucka 3a BAX Ha 6a3aTa Ha oLieHKa Ha cTe-
neHTa Ha 3agyx B KOMOMHaLMA ¢ exokapanorpadus
nnm PFTs 1 BNP/NT-proBNP Tps6Ba fia ce B3eme npep-
B NPU NaLMeEHTN CbC §Sc172173,186,188,190

MonmMTVKM 3a OLIeHKa Ha pucka 3a BAX Tpsibea fa ce 06-

lla C
MUCAAT B 6OMHULIM, KOUTO NeKyBaT NaLMeHT CbC SSC

Mpu cMMNTOMaTUYHU NaLMeHTM CbC SSC MoXe Aa
ce obmMucnm exokapauorpadua C HaToBapBaHe
vnn CPET, unn CMR ¢ uen nognomaraHe Ha pelue-
HUATa 3a N3BbpLIBaHe Ha [ICK

b C

Mpu naumeHtn cbe CTh ¢ NnpunoKpuBawy ce xa-
pPaKkTepUCTVKM Ha SSC MoXe Aa ce obmucnn exe- 11b C
ropHa oLeHKa Ha pucka 3a bAX

CTEPH/CTEPD

Mpn naumeHT € nepcmcTrpalia WM HOBOMOABMAA
ce gucnHea v NUMUTUPaH (I)VI3I/I‘-I€CKI/I Kanayutet
cnep bE ce npenopbyBa AOMbAHUTENHA AMArHOCTUYHA
oLieHKa 3a CTEPH/CTEPD'®3

3a CUMNTOMHW NaLNeHTN C HeCbOTBETCTBALUM Nep-
by31OHHU 6enofapobHn fedeKTn cnep 3-meceyHa
aHTUKoarynauua 3a octbp BE ce npenopbuBa Ha-
couBaHe KbM LeHTbp no BX/CTEPH cnep kato ce
B3eMaT MpeABuA pesynTtaTTe OT exoKaphuorpa-
dusTa, BNP/NT-proBNP u/unn CPET203:200

Apyru

MpenopbuBa ce KOHCYNTMPaHe OTHOCHO pUCKa 3a
BAX n roguiieH CKPUHWHE NpuY Nriua C NooXu-
TeneH TecT 3a NpuynHABawmM BAX myTauum n npu
POAHMHM OT MbpBa CTEMeH Ha NauneHTn C HPAH33

Mpy NaumeHTn, NoKasaHM 3a YepHOAPOOHa TPaHC-
nnaHTauusa, exokapauorpaduata ce npenopbyBa
KaTo CKPMHMHIoB TecT 3a bX

n

JonbaHutenHn u3cneasaHua  (exokapauorpadus,
BNP/NT-proBNP, PFTs n/unu CPET) Tps6Ba aa ce B3e-
MaT NpeABVA NPU CMMNTOMHM NaumeHTy cbe CTH, nop-
TanHa xmnepToHna unn HIV KaTo CKpUHMHT 3a BAX'7?

BNP, Mo3bueH HaTpuypeTndeH nentug; CMR, cbpaeyeH MarHuTeH peso-
HaHc; CPET, kapavonynmoHaneH TecT ¢ HaTtoBapBaHe; CTb, cbeanHuten-
HO-TbKaHHa 6onecT; CTEPD, xpoHnuyHa TpomboembonmuHa 6enoapobHa
6onect; CTEPH, xpoHu4Ha TpomboembonmyHa 6enoapobHa XMnepToHns;
DLCO, 6enofpobeH AndY3NOHEH KanauWTET 3a BbINepoAeH MOHOKCUA,
FVC, dopcupaH ButaneH kanauyutet; HIV, yoBewku umyHopedpuumteH
Bupyc; HPAH, HacneacTBeHa 6enofpobHa apTepuanHa xuneptoHus; NT-
proBNP, N-TepmmHaneH Mo3byeH HaTpuypetnyeH nponentug; BAX 6Ge-
noapobHa apTepuanHa xuneptoHus; PE, 6enogpobeH embonnsbm; PFT,
6enofpobeH dyHKUMoHaneH TecT; bX, 6enopgpobHa xuneptoHus; ACK,
[OACHa CbpeyHa KaTeTepur3aums; SSc, cMcteMHa ckneposa.

@ Knac Ha npenopbKuTe.

b Hugo Ha gokasatencTaeHocT.

6. Bbenopgpo6Ha apTepunanHa
xuneptoHusa (rpyna 1)

6.1. KnuHnyHa xapakrepuctmnka

CumntomunTe Ha BAX ca HecneumdUUHM 1 ca CBbP3aHU rMaBHO
¢ nporpecupaya K aucoyHkums (BuxTe Pazden 5.1.1) KaTo no-
cneguua ot nporpecuBHa 6enofpobHa Backynonatua (Quey-
pa 7). KnuHnyHaTa ussea Ha BAX moxe fia 6bae mogrnduumpaHa
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oT 3abonABaHusA, KOUTO ca CBbp3aHm ¢ BAX, KakTo 1 oT Nnpuapy-
»KaBalm 3abonsaBaHus. Mo-noapobHM onNncaHWA Ha OTAENHNUTE
noarpynu BAX ca napexw B Pasden 7.

6.2. TexxecT 1 oLleHKa Ha puCKa

6.2.1. KnuHnyHum napameTpm

KnnHWYHaTa oueHKa e KoYyoBa YacT OT OLeHKaTa Ha NaumveHTu
c BAX, TvI1 KaTo NpepocTaBa LeHHa nHGopMauma 3a onpeaens-
He Ha TeXecTTa Ha 3abonABaHeTo, HAIMUYNETO Ha NofobpeHye,
B/IOWaBaHe nnn ctabunHocT. Mpu NpocneasBaHeTo — MPOMEHU
BbB OK no C30 (Tabnuya 15), enusoan Ha rpbaHa 6osKa, apuT-
MUK, XeMOMNTM3a, CUHKON 1 Npr3Haum Ha AacHa CH — ocnrypasat
BaXKHa UHdopMauua. OU3NKanHUAT npernea TpabBa Aa oueHn

CbpAeyHaTa YecToTa, pUTbMa, apTEPUASTHOTO HaNAraHe, LinaHo-
3aTa, paslMPEHUTE OTYNapHK BEHW, OTOLMTE, acumTa 1 nies-
panHute nanusu. OK no C30 e eanH OT Ha-CUHWTE NPeaNKTO-
p¥ 3a NPEeXMBAEMOCT, KaKTo Npy AMarHocTulmMpaHe, Taka u npu
npocnegasaHe,?'%-212 3 pnowasaHeto Ha ®K no C30 e eguH oT
Hal-TPEBOXHMTE MHAMKATOPW 33 NporpecrpaHe Ha 3abonsga-
HeTo, KoeTo TpsAbBa Aa Npean3BrKa AOMbHUTENHU U3CneaBa-
HUA 33 AeHTUMLMpPaHe Ha NPUYMHATA/UTE 3a KIIVHUYHO BIO-
UJaBaHe.210’213’214

6.2.2. O6pa3Hu meTOAN

O6pa3HaTa fMarHocTumka Ha CbpLeTo Urpae CbliecTBEHa pons
npuv npocneaABaHeTo Ha nauneHTn ¢ bAX. MpegnoxeHn ca HA-
Konko exokapguorpadpcku n cMRI napameTpu 3a MOHUTOpUpa-

s

gHgmmanHa nponudepauns, benogpobHa
néposa
/_ /—C'bAOBO pemogenunpaHe aprepnA

Xuneptpodua
Ha MeauATa

Tpombo3a

MnekcndopmHa
Ba3oKoHCTpuKLMs nesna

MepunanHa

Xunepnnasus

EHOOTENHOB MbT )
-

WHTUmanHa  Mnekcudopmenn
nponudepauusa nesum

TeKYI.I.I,I/I TepaneBTUYHN Lenn

NO-sGC-urM® nbt ) MpocTaumnKnHOB MbT
-

N

AECHOKaMepHa HeAoCTaTbYHOCT

CbpoBa

06CTpyKUUA

[lecHokamepHo
pemogenupaHe/
AnchyHKLmA

'A

[po-eHpoTenvH-|

;"EH}J,OTEHVIHOB - EHpoTenuHoB -

—
peuentop A ‘ peuentop B
n \"--__

e (TP

EnpoTennH-| A30TeH okcup, MpocTaunknmH
(Ba3oKoHCTpUKLMA 1 (Bazogunatauus n (Basogmnatauma un
nponudepayms) aHTUnponudepauns) aHTUNponudepaLms)
- IP peyenmop
>

ApaxvmaoHoBa K-Ha

Q®urypa7:

@ESC @ ERS—

MaTodursmonorus v CbBpPeMeHHN TepaneBTUYHY Lienu Npy 6enoapobHa apTepranHa xunepToHus (rpyna 1).

CcAMP, uuknnyeH ageHo3nH moHodpocdaT; (c)GMP, (UnknryeH) ryaHo3uH moHodpocdat; GTP, ryaHo3mH-5"-Tpudocdar; IP, npocTa-
umknuH 12 peuentop; NO, a3oteH okenp; PDE5, dochopnectepasa 5; sGC, pa3TBopuMa ryaHunaT-LuKnasa.
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He Ha dyHKUMATa Ha [K B xopa Ha BAX. Tabsuya S2 npepocTass
CMUCHK C MapaMeTpu oT obpasHuTe n3csiefBaHnA U OTHOCUTEN-
HW rPAHMYHN CTOMHOCTHN, CBBP3aH C MOBULLEH 1 HAMAJNIEH PUCK
OT HeXeflaHn CbouTus.

6.2.2.1. Exokapouoepacgpus

ExokapavorpadusTa e WMpoKo pa3npocTpaHeH obpaseH meTon
1 Ce N3BBPLUBA NECHO A0 NErnoTo Ha nayueHTa. OT pelwasallo
3HaueHue e fja ce Npefnpueme BUCOKOKaYeCTBEHa eXOKapamno-
rpadcka oueHKa oT crneunanucTi no bX, 3a fa ce Hamanu Bapua-
6unHocTTa Npu Habnodatena n mexay Habnogatenute. Tpabsa
[a ce oTbenexu, ye nsuncieHnaT sPAP B MOKOI He € MPOrHOCT-
YeH 1 He e OT 3HaueHVe 3a B3eMaHeTo Ha TepaneBTUYHM pelle-
HYA.212215216 ygenpyaBaHeTo Ha SPAP He OTpassBa HenpemeHHO
nporpecusa Ha 3abonsBaHeTo, a HaManABaHeTo Ha SPAP He e He-
npemeHHo 13pas Ha nogobpeHume.

Bbnpeku croxHaTa reoMeTpus Ha fACHOTO CbpLe, eXoKap-
avorpadcknte cyporat Ha UCTUHCKUTE pa3smepu Ha AACHOTO
CbpLe, KOUTO BKJOYBAT onmMcaHme Ha niowra Ha OK n AN n
nHaekca Ha JIK eKCLueHTPMYHOCT, NpefoCTaBAT Nnosie3Ha Knu-
HUYHA UHGopmaLmsa npu BAX.217218 lecHokamepHaTa AncdyHK-
uMa Moxe fa 6bae oLeHeHa ypes n3mMepBaHe Ha NPoMsAHaTa Ha
¢dpakumnoHHata nnow, TAPSE, TbkaHeH gonnep un 2D npocneps-
BaHe Ha MMOKapAHWA CTPENH U 3annc Ha ABUXKEHNETO Ha CBO-
6opHaTa cTeHa Ha [1K, KonTo npeacTaBnABaT M30BONYMETPUY-
HU MHAEKCU W WHOEKCM Ha MHAyuMpaHaTa OoT HaToBapBaHeTo
nomneHa HefoCTaTbuyHOCT Ha [K BbB $aszata Ha U3TNacKBaHe-
T0.29-224 OcHOBaHVATA 3a JOK/AaABAHUTE U3MEPBAHISA Ca CUITHU,
TbI KaTo NoKasaTenute Ha cuctonHata GyHkumA Ha JK oueHs-
BaT ajantmpaHeTo Ha [K KOHTPaKTUAWUTET KbM MOBULIEHOTO
cnepHaToBapBaHe, a yBeNMyeHnTe pa3mMepyn Ha AACHOTO CcbpLe
W gunataumaTa Ha AonHaTa npasHa BeHa OTpas3fABaT HepoCTa-
THUYHOCT Ha TO3M MeXaHWU3bM, C/leOBaTeIHO ManaganTtauusa.??
OueHKaTa Ha HanMumMeTo Ha NepuKkapaeH M3NMB U CTeneHyBa-
HeTO Ha TpuKycnuganHata peryprutauma (TP) gasat fonbaHM-
TenHa MHPopmaLma 3a obpemeHsiBaHeTo Ha JK u umat npo-
FHOCTMYHO 3HauYeHVe Npu Te3m naumeHTn.?'8226-228 Beyyku tesn
NPOMEHNMBU NoKasaTenu ca Gr3nNoNOrMYHO B3aMMO3aBUCUMU
1 B KOMOVHaLMA Te ocuUrypaABaT JOMbJIHUTENHA NPOrHOCTNYHA
nHbopMaLa, NO-rofAaMa OT e4UHUYHUTE N3MepBaHNA.>?3

ExokapavorpadusaTa faBa Cblyo Bb3MOXHOCT 3a M3MepBa-
He Ha KOMOMHMPaHU NapaMeTpu, KaTo cboTHoweHneTo TAPSE/
SPAP, KoeTo e TACHO cBbp3aHO C KynnupaHeto [K-BA n muma
npeauKTMBHa CTOMHOCT.’®%7 ExokapaunorpadckuTe n3mepBaHms
Ha pa3mepuTe Ha K n [, KoMOUHUPaHU ¢ nHgekca Ha JIK ek-
CLEHTPMYHOCT, Ca OT pellaBallo 3HauyeHe 3a oLeHKa Ha obpa-
THOTO pemofenupaHe Ha [1K kato HOB MapKkep 3a edpuKacHOCTTa
Ha neyeHneto.?2%22° TpumsmepHaTta exokapauorpadua Moxe
Ja ocurypm no-gobpa oueHka oT cTaHAapTHaTa 2D oueHKa, Ho
UMa CcbobLLEHMA 3a NoALIEHsABaHe Ha obemuTe 1 GppakumsaTa Ha
M3TNacKBaHe, a HAKOW TeXHMYeCKnTe npobnemu Bce oLe He ca
paspelueHn.?3°

6.2.2.2. CopOeyeH MAzHUMeH Pe30HAHC

PonaTta Ha cMRI npu oueHkaTta Ha naumneHTn ¢ BAX e nscnegn-
BaHA B HAKOJIKO MpoyuBaHusa, a obemute Ha OK, AKND n YO
Ca OCHOBHV MPOTHOCTUYHM AeTePMUHAHTK npuy BAX.225231-236
Mpun nauyneHtn ¢ BAX nbpBoHavanHuTe n3mepsanua ot cMRI
[06aBAT MPOrHOCTUYHA CTOMHOCT KbM TEKYLIWUTE PUCKOBU
ckopoBe.??"232 B nonb/iHeHMe, OLUeHKaTa Ha pucka creq 1 ro-
[VHa npocnefsiBaHe Ha 6a3aTa Ha cMRI e NoHe ekBMBaneHTHa
Ha OLeHKaTa Ha pucka Ha 6a3aTa Ha [JCK.?¥” MpomeHnnBuTe 3a
oLeHKa Ha pucka npu cMRI Ha 6a3aTa Ha HaNMYHUTE AaHHN B

Ta6bnuua 15:  Knacndukaums Ha CBeTOBHaTa 3g4paBHa oOp-
raHn3auus 3a GyHKLMOHANHOTO CbCTOAHNE

Ha nauuneHTy c 6enoapo6Ha X1nepToHna

Knac Onucauue®

OKnoC301 MayuneHTn c BX, Ho 6e3 orpaHnyeHne Ha pu3nyeckaTa

aKTuBHOCT. O6VKHOBEHaTa pusMyecka akTUBHOCT He
MPUYMHABA NMPEKOMEPHA AUCMHEA UAN YMOPa, FPbAHA
60J1Ka Npu NpecrHKon.

®OKno C301I MaymeHTn c BX, BoaeLla Ao 1eKo orpaHuyeHmne Ha Gprsn-

yeckaTa akTMBHOCT. be3 onnakBaHus B nokoi. O6MKHO-
BeHaTa ¢pu3nyecKa akTUBHOCT NPUYMHABA NPeKoMepHa
AUCMHeA UM ymopa, rpbaHa 605Ka 1 NpecmnHKon.

OKno C301I MaymeHTn c BX, KOATO BOAM [0 N3Pa3eHO OrpaHnYeHmne

Ha d)l/I3VI'-IeCKaTa aKTMBHOCT. be3 onnakeBaHuA B NOKOW.
Mo-manka oT obuyaiHaTa akTUBHOCT npuynHABa npe-
KOMepHa agucnHea uin ymopa, 6onka B rbpanTe nnn
noYTn CMHKOM.

OKnoC301V  MaumeHTn ¢ BX ¢ HeCcnocobHOCT 3a U3BbPLUBaHE Ha
du3nyecka akTMBHOCT 6€3 nosABa Ha cumnTomu. Tesm
nauyneHTn NposABABaT Npu3Haum Ha aacHa CH. incnHen
n/vinun ymopa moxe Aa ca Hanwvue Aopu 1 B nokown. nc-
KOMOPTBHT Ce yBenmyaBa OT BCAKAKBa pr3nyecka ak-
TUBHOCT.

BX, 6enoapo6Ha xuneptoHus; K no C30, pyHKUMOHaneH knac no Cee-
TOBHaTa 3A4paBHa opraHusauus.

@ OyHKuMOHanHa knacudurkauma Ha BX, mognduumpaHa no GpyHKumo-
HanHaTa KnacndumKkauma Ha HioiopKckaTa cbpfeyHa acoymaumna cnopes
CBeTOBHaTa 3ipaBHa opraHusaumsa 1998.147

nuTepatypa ca BK/oUYeHn B Tabsuya 16.117:225231-235237 Mparo-
BMTE CTOMHOCTM Ha MHAEKCA Ha yaapHus obem (SVI) ce ocHo-
BaBaT Ha KOHCEHCYC OT NuTepaTtypara;?*® npomaHa ot 10 mL B
YO (kpaeH guactonuueH o6em Ha JIK - KpaeH cuctoneH obem
Ha JIK) no Bpeme Ha npocnefsaBaHeTo Ce CYMTa 3a KINHUYHO
3Haumma?*® Monsata oT cMRI Npw npocnenABaHeTo Ha nauw-
eHTUTe e JoKa3aHa B HAKOJKO npoyuBaHus, a cMRI no3sonaBsa
MOHUTOPMpPaHe Ha eGEKTUTE OT NIeYEHNETO 1 apanTrpaHe Ha
TepaneBTUYHUTE CTPATErMy CBOEBPEMEHHO, 3a Aa Ce npepo-
TBPATU KIIMHWYEH Heycrnex.240-242

6.2.3. XemopuHamuKka
KapanonynmoHanHata xemoguHammka, oueHeHa upe3 [CK,
oCurypsBa Ba)kHa MPOrHOCTMYHA WHPOPMALKWA, KaKTO Mo
BpEME Ha AMArHOCTUUMPAHETO, Taka W Mpu npocieasBaHe-
T10.129:212,213,216,238,243-248 HanyHyTe B MOMEHTA VHCTPYMEHTM 3a
CTpaTMdUKaLMA HA PUCKA BKIIOYBAT XeMOANHAMUYHIN MPOMEH-
nmBK ¢ nporHoctrnyHa ctormHocT: ANH n 6CC B pnckosuTe moae-
nn REVEAL?2'3:249.250 4 INH, Cl n SvO, B Tabnnuata Ha EK/EP] 3a
cTpatudUKauma Ha prcka.’>2 mPAP Hocy HeflocTaTbyHa Npo-
rHOCTMYHa UHbOPMaLMA, OCBEH NMPU OCTPU PECOHAEPU Npu
Ba3zopeaKkTuBeH TecT.'”> CKOpOLWHO npoyuyBaHe BbB PpaHuus,
KOETO KOMOWHMPA KAVHUYHW 1 XEMOAVMHAMUUHY MapameTpu,
yctaHoBu, ye OK no C30, 6MWD , MH un SVI (Ho He YO n SvO,)
MMaT He3aBUCUMa NPeAVKTUBHA CTOMHOCT.238

3a npeunsupaHe Ha TabnuuaTa 3a cTpaTudUKaLmnA Ha prUcKa
(Tabnuya 16), 6sxa fobaBeHU KpuTepun 3a SVI ¢ NnparoBu cToN-
HocT >38 mL/m? n <31 mL/m?, 3a onpepaensHe CbOTBETHO Ha
HNCKOPVICKOB U BUCOKOPUCKOB cTaTyc.238

ONTManHUAT CPOK 3a NpoBexAaaHe Ha KoHTponHa [ICK He e
onpepeneH. [lokaTo B HAKOU LIEHTPOBE Ce N3BBbPLUBA KOHTPOJI-
Ha MHBa3VIBHA OL|eHKa Npe3 onpejeneH UHTepBan, B 4pyru T ce
M3BbPLUBA Criopes KINVHUYHMTE MOKa3aHWA 1 HAMa JoKa3aTen-
CTBa, Ue HAKOSA OT Te3U CTpaTerun Boau Ao No-gobpu pesynTtatu
(Tabnuua 17).
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Ta6bnuua 16:

[leTepMUHAHTN Ha MpoOrHosara
(M3uncneHa 1-rogvwHa CMBPT-
HoOCT

Hucbk pnck
(<5%)

KnuHuuHo Ha6nioaeHne n mogudunumpyemmn npomeHANBY

Mpu3sHaum Ha gsacHa CH

lporpecua Ha cumnTomMnTE N
KNUHUYHWTE NPOABU

CrHkonwn
®Kno C30
6MWD*

CPET

Buomapkepu: BNP nnu
NT-proBNPY

Exokapauorpadus

cMRI®

XemopmnHammKa

THama T Hava

THe T penkn®

LisnocTHa oLeHKa Ha pucKa npu 6enoapo6Ha apTepunanHa XxunepToHus (TpucnoeH mogen)

YmepeH punck
(5-20%)

Buncok puck
(>20%)

baBHa

1]
165-440 m

Peak VO, 11-15 mL/min/kg
(35-65% npeg.)

VE/VCO, HaknoH 36-44

BNP 50-800 ng/L NT-proBNP
300-1100 ng/L

AN nnow 18-26 cm?
TAPSE/sPAP 0.19-0.32 mm/mmHg
MuviHManeH nepuKapaeH nsnus

JIKN®D 37-54%
SVI 26-40 mL/m?
RVESVI 42-54 mL/m?

[AMH 8-14 mmHg
C12.0-2.4 L/min/m?
SVI31-38 mL/m?
Sv0, 60-65%

6MWD, n3BbpBAHO Pa3CcToAHME B 6-MUHYTHUA TecT € xoaeHe; BNP, mo3bueH HaTpuypeTtnueH nentug; Cl, cbpaeyeH nHaekc; cMRI,
CbpAeYveH MarHnTeH pesoHaHc; CPET, kapanonynmoHaneH TecT ¢ HaToBapBaHe; CH, cbpaeyuHa HegocTtatbyHOCT; NT-proBNP, N-Tep-
MUWHaNeH MO3bYeH HaTpuypeTryeH nponentud; BAX, 6enoapobHa apTepuanHa xunepToHus; npes., npeackassaHe; M, aacHo npen-
cbpave; AMNH, necHonpeacbpaHo HanAraHe; sSPAP, ccTonHo HansAraHe B 6enoppo6bHata aptepus; SvO,, cMeceHa BEHO3Ha KUCI0pOoAa-
Ha caTypaums; RVESVI, nHaeKkc Ha flecHoKamepHuA TeneauactoneH obem; JKN®, necHokamepHa n3tnackeatla dpakums; SVI, uHpekc
Ha ynapHua obem; TAPSE, cicTonHa eKCKyp3uMA Ha paBHUHATA Ha TPUKycnuaanHua npbcteH; VE/VCO,, BEHTUNATOPHU EKBYBANEHTA
Ha BbrnepogHua guokcng; VO,, kucnopoaHa koHcymaums; ®K no C30, pyHKLmMoHaneH Knac no CBeToBHaTa 3apaBHa opraHu3ayus.
a Pelky CMHKOMY MO BpeMme Ha TeXKo Gpr3nYecko HaToBapBaHe UMM PAABK OPTOCTAaTUYEH CUHKONM NPY CTabUNEH NMaLUEHT.

b MoBTapAwWwm ce eNnM30aM Ha CUHKOM JOPW NPV Maska Uin peaoBHa dprsnmyecka akTUBHOCT.

¢ O6bpHeTe BHUMaHMe, Ye 6MWD 3aBMCK OT Bb3pacTTa, BUCOUMHATA U TEXKECTTA Ha CbMbTCTBALLUTE 3a60NABaHNA.

4 C uen xapmoHM3aLUA C YETUPUCIONHNA MOAEN, MoKasaH B Tabsiuya 18, nparoeute ctonHocTy Ha BNP 1 NT-proBNP ca akTyanusu-
paHu cnpsmo Bepcusa 2015 1. Ha 6a3aTa Ha AaHHM OT perncTbpa REVEAL, kaTo TpsibBa Aa ce MMa nNpefBuf, ue eBponencknTe Banuam-
paLm MpoyYBaHNA Ca U3MOJ3BaIv OPUTMHANIHUTE NPAroBy CTOMHOCTK,?74292:293,295,296,302

¢ cMRI napameTpu, aganTupaHu ot Pasdesn 6.2.2.2.

6.2.4. Ousnueckm Kanauyumrer

6-MVHYTHUAT TecT ¢ xofeHe (6MWT) e Haii-lLMPOKO M3Mnon3Ba-
HaTa paboTHa npoba B LueHTposeTe no bX. 6MWT e neceH 3a u3-
MbJIHEHWE, eBTVH 1 NMO3HAT Ha NauMeHTy, 3aPaBHN CneLmanucTi
1 NeKapCTBEHW areHLMn KaTo BaXHa 1 BanuanpaHa npoMeHu-
Ba npu bX. KakTo Bcnukmn nscnepsanua npu bX, pesyntatute ot
6MWT TpA6Ba BMHarM fja ce NHTEPNPeTUpPaT B KINMHUYEH KOH-
TeKcT.6MWD ce Bnvse oT paKTopM KaTo Mo, Bb3pacT, BUCOUMHA,
Terno, CbMbTCTBALLY 3a60NABaHNA, HYXKa OT KACIOPOS, KpuBa
Ha obyueHve 1 MoTVBaLusA. PeynTaTnTe oT TecTa 06MKHOBEHO
ce npepAcTaBAT B abCONOTHO pa3cToAHMe (MeTpu), a He KaTo
NpOoLUeHT OT npeasuaeHnTe cTonHocTu. NMpomaHata B 6MWD e
eflH OT Hal-4yecTo M3MoN3BaHMTe NapameTpy B KIIMHUYHWTE
npoyysaHuA nNpu BAX KaTo MbpBrYHa KpaiHa TOYKa, Ko4YoBa
BTOPMYHA KpaliHa TOYKa WM KOMMOHEHT Ha KIUHUYHOTO BNIO-
wasaHe.””! CKOPOLWHO uM3cnefBaHe Mokasa, ye Han-gobpute
abCoONIOTHM MParoBM CTOMHOCTU 3a T1-rofuiiHa CMbBPTHOCT U
1-roauuIHa NpexmnBaeMocT ca 165 m 1 cboTeeTHo 440 m.>>? Mo-
nobpeHneto Ha 6MWD uma no-manka NPOrHOCTUYHaA CTOMHOCT
OT B/IOLIABAHETO MO OTHOLUEHME Ha KJTIUYOBUTE KIVHUYHU pe-
3yNTaT! (CMBPTHOCT 1 MPeXnBAEMocT).2>0252253 Tezyn pesyntatn
ca B CbOTBETCTBUE C HAbMOAEHMATA OT KIMHUYHY U3NUTBAHNA

n pernctpu;242°> Ho HAMa eauHeH npar, KOUTo Ja ce npunara
NPy BCUYKM MaumeHTn.?>® Hakou npoyuBaHMs couaT Cbluo, ye
nobasaHeTo Ha Sa0,, M3MepeHo upes NyncoBa OKCUMETPUA 1
OTroBOPBT Ha CbpAeyHaTa YecToTa, Morat fa nogobpAT npo-
FHOCTUYHaTa CTOMHOCT.2*0257 XunokcemuaTa HabnogasaHa no
Bpeme Ha 6MWT e cBbp3aHa C No-noLa NPEeXXMBAEMOCT, HO Te3un
[aHHWN BCe Olle He ca NOTBbPAEHU B rofieMy MHOTOLEHTPOBY
npoyuyBaHuA.

TecTbT C xOfeHe C NMOCTENEHHO yBeNiMyaBaHe Ha HaToOBap-
BaHeTo (ISWT) e anTepHaT/BEH MaKCMMaseH TeCT 3a OLieHKa Ha
nayneHtn ¢ BAX. ISWT vma noteHUManHo NpeaMmcTBO Mnpes
6MWT, Tbli KaTo nuncea ,TaBaHeH edeKT”; oCBeH TOBa, TOW
npeAcTaBnABa JIeCeH 3a U3MbJIHEHWE MOMEeBM TeCT 3a pas3fvka
oT CPET. Bbnpekun ToBa, onutsT € ISWT npu BAX KbM MOMeHTa
e orpaHuyen.?>8

KapavonynmoHanHmAT TecT ¢ HaToBapBaHe e HeVMHBA3UBEH
MeTO/ 3a OLeHKa Ha pYHKLMOHaNHNA KanaumTeT n pr3nyeckoto
orpaHuyeHune. O6MKHOBEHO Ce U3BBbPLUIBA KaTO MaKCMareH pa-
60TeH TecT 1 e 6e3onaceH AopU NP NALMEHTM CbC CUITHO Orpa-
HUuYeH puranueckn KanauuTet.?>>2%0 MoseyeTo LeHTpOBe 3a BX
M3Mon3BaT pammn NPOTOKON C MOCTENEHHO yBenyaBaHe Ha Ha-
TOBapBaHETO, BbMNPEKM Ye TO3M TeCT BCe OLLe He e CTaHJapTu3u-
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Ta6bnuua 17:  MpepnoxeHun uscneaBaHuA U CPOKOBE 3a Npoc/ieAsaBaHe Ha NaLMeHTH ¢ 6enoapo6Ha apTepuanHa XunepToHua

3-6 meceua cnep
npomsHa Ha TepanusaTa®

Bceku 3-6 meceua npun
cTabunHm naymeHTn®

B cnyuai Ha KNIMHNYHO

U3xogHo
BJlOlIaBaHe

MepauumHCKa oLeHKa
(BkntoumtenHo ®K no C30)

6MWT

KpbBHU n3cnegBaHna
(BKNOUMTENHO NT—proBNP)b'c
EKI

Exokapauorpadusa unm cMRI
ATA unn nyncosa 0Kcmme'rpmnd

CneunduueH 3a 3abonaBaHeTo
HR-QoL

CPET
ACK
6MWT,n3BbPBAHO pa3CToAHME B 6-MUHYTHUA TeCT € XofeHe; AlA, apTepunaneH KpbBHO-ra3oB aHanus; AJIAT, anaHVH aMUHOTPaHC-
depasa; ACAT, acnapTtat ammHoTpaHcdepasa; BNP, mo3bueH HaTpuypetuueH nentug; cMRI, cbpaeueH marHuteH pesoHaHc; CPET,
KapAvonynmoHaneH TecT ¢ HatoBapsaHe; ECG, enektpokapanorpama; HR-Qol, cebp3aHo cbc 3apaBeTo KayecTBo Ha *uBoT; INR,
MeXAyHapoaHo HopManuaupaHo oTHoweHue; NT-proBNP, N-TepmuHaneH mo3bueH HaTpuypeTuyeH nponenTtug; BAX ,6enogpobHa
apTepuanHa xuneptoHus; CK, aacHa cbpaeyHa Katetepusauus; TCX, Tupeong ctumynmpaly xopmoH; OK no C30, dyHKUMOHaneH

Knac no CeBeToBHaTa 34paBHa opraHn3sayuA.

3efeHo: e MOKasaH; XXb/ITo: TPAOBA Aa Ce MMa NPefBUS; OpPaHKeBo: MOXe Aa ce MMa Npeasua.
2 MinTepBanuTe TpsAbBa Aa ce CbobPa3AT C HY>KAWTE Ha NaLeHTa, eTronoruata Ha BAX, puckoBaTa KaTteropus, gemorpadckuTe faH-

HU W KOMOp6VI,D,HOCTVITE.

b OcHOBHUTE NabopaTopPHM N3CNeABaHNA BKIOYBAT KPbBHA KapTuHa, INR (Mpu naumeHTH, NonyyaBally aHTaroHUCTU Ha BUTaMuH K),
CepyMeH KpeaTuHVH, HaTpuid, kKanuid, ASAT/AJIAT, 6unvpy6uH n BNP/NT-proBNP.
¢ PaswmpeHn nabopatopHu n3cneasanus (Hanp. TCX, TPOMOHMH, MMKOYHA KUCENVIHA, XKeMe3eH CTaTyC 1 Ap.) Cnopea KIAUHUYHUTE

obcTOoATENCTRA.

dATA Tpﬂ6Ba [a Ce N3BBbPLUM NMbPBOHAYaIHO, HO NMPW NpocnefABaHETO NMpn CTabunHm nauneHT MoXe Aa ce 3aMeHU C MyNncoBa OKCUMETPUA.

paH 3a Tasu nonynayua naumeHTV. Hanvue ca AocTaTbyHO AaH-
HW 3a NPOrHOCTUYHATa CTOMHOCT Ha nnkosata VO, n VE/VCO, ot
TPU NpOyYBaHMA, BCUUKM C AOCTaTbYHa CTaTUCTMYECKa Crna 3a
MyfITMBapUaHTeH aHanus.?*'~2%3 Korato ce kombuHmpa cbe SVI,
nukosata VO, npefoctasa nosnesHa MHGopmMaLma 3a AOMbAHN-
TenHa cTpatudrKauua Ha nauneHTy B BAX ¢ mexauHeH prck.2%*
Bbnpekn ToBa, fobaBeHaTa cToMHOCT Ha CPET Ha ¢oHa Ha 13-
NON3BaHNTE YeCTU KAVHUYHU U XeMOLVHAMUYHW NPOMEHVBHN
oCTaBa A0 rofsiMa CTerneH HenscreaBaHa.

6.2.5. BbuoxumunuyHm mapkepwu

BAxa NonoXkeHW 3HauUTENHW yCunuA 3a uaeHTUdrumpaHe Ha
OOMbIHUTENHM Gnomapkepu Ha PVD, HacoYeHU KbM MPOrHo-
3aTa,”%?’2 guarHosata n ANdEpPeHUMpPaHETO Ha MOATUMNOBE
BX,270:273-276 3 b0 1 OTrOBOP®LT NPY NeveHne Ha BAX.2%6 Hogo-
OTKPUTW NpPOTENHN, cBbp3aHn ¢ BAX 1 cbpoBoTO pemopenu-
paHe, BKOYBAT KOCTHU MOPOreHeTUUYHN NpoTenHn 9 n 10 n
TPAHCNALMOHHO KOHTPOIMPAH TYMOPEH npoTenH.?’%277.278 Mpo-
TEOMHUAT cKpuHuHr nNpu MBAX n HPAH poBene go naeHtndu-
KaLua Ha MynTMapKepeH NaHen ¢ NPorHoCTnYHa nHbopmauma
KaTo AoMb/iHEHNE KbM puckoBus ckop REVEAL.?’! [ipyro npo-
yu4BaHe yCTaHOBW, Ye PaHHOTO pa3BUTMe Ha SSc-cBbp3aHa BAX
(PAH-SSc) moxe fa 6be NporHo3rpaHo OT BUCOKM LUPKYnvpa-
¥ HUBa Ha C-X-C MOTUBEH XEMOKWH 4 Npu NaLmeHTn cbc SSc.?7°
Bbnpeku TOBa, HUTO efiMH OT Te31 BUOMapPKepn He e BbBefeH B
KNMHWYHaTa NPaKTMKa.

Taka HaunH BNP n NT-proBNP ocTaBaTt egnHcTBeHUTE 61O-
MapKepy M3MOoN3BaHN PYTUHHO B KIIMHMYHATA MPaKTUKa B LieH-
TpoBeTe 3a bX, Kopenvpalym ¢ MMOKapaHNUA CTPecC 1 OCUrypsBa-
LY MPOrHOCTUYHA HbOPMaLUA.2’? MO3bUYHUAT HAaTPUypeTUYEH
nentug n NT-proBNP He ca cneunduuHm 3a bX, Tbin KaTo moraT
ZJa 6bgaT nosuweHy npu apyru $opmMm Ha CbpheyHn 3abonsa-

BaHMA U NoKa3BaT ronamMa BapuabunHoct. MpeanoxeHnTe no-
paHo nparosu cToliHocTh Ha BNP (<50, 50-300 1 >300 ng/L) n
NT-proBNP (<300, 300-1400 1 >1400 ng/L) 3a HUCBK, yMmepeH 1
CbOTBETHO BMCOK PUCK B MOJesa 3a oLleHKa Ha pucka Ha EK[/
EP/1 n3xopHoO 1 No Bpeme Ha NpocieAsBaHeTo NpefckassaT Abfl-
roCpOYHMA N3XOA U MOraT ia Ce U3MOoN3BaT 3a NPOrHo3npaHe Ha
OTroBOpa KbM JleueHneTo.?%° MpeunsmpaHn nparosu CTOMHO-
ctn 3a BNP (<50, 50-199, 200-800 n >800 ng/L) n cboTBETHO
NT-pro-BNP (<300, 300-649, 650-1100 1 >1100 ng/L ) 3a HUCDBK,
YMepeHO-HUCHK, YMEPEHO-BUCOK 1 BUCOK PUCK, 6Axa BbBeeHN
KaTo YacT OT YeTUPUCNONHMA MOLEN 3a OLieHKa Ha pUCKa (BUXTe
Pazden 6.2.7).28°

6.2.6. [loknapBaHW OT NayMeHTa u3smMmepBaHMnA
Ha pe3ynTaTa

[loknagBaHn OT MaumeHTa M3MepBaHWA Ha pesyntata (PROM
€ TePMUHDBT 3a 34paBHN pe3ynTaTui, KOUTO ca ,CamooTyeTeHn”
OT nauueHTa. Te BKIIOYBAT NPEXMBABAHMATA Ha NaLeHTa BbB
Bpb3Ka ¢ BX n Bb3gencTBrMeTo Ha 3ab0nABaHETO BbPXY HEro
1 NnuaTa, KOUTO Ce rpuKaT 3a Hero, BKOUUTENTHO CYMMTOMA-
TUYHW, WHTENEKTYyasH1, NCMXOCOLMANHN, OYXOBHU U LeneBo-
OPUEHTMPAHN U3MEPEeHNA Ha 3ab60NABAHETO U NIeUEHNETO My.
Bbnpekn HanpeabKa B IeYEHNETO 1 NOJOOPABAHETO Ha NPEXN-
BAEMOCTTa, NauneHTnTe ¢ BAX nmat MHoXecTBO Hecneunduny-
HW, HO UHBaNUAMPALLN CUMNTOMY, KOUTO BAUSIAT HAa CBbP3aHO
CbC 3APABETO KAauecTBo Ha *unBoT (HR-Qol).281:282

[JloknagBaHnWTe OT NauveHTWTe U3MepUTeNV Ha pesynTaTa
OCTaBaT HeJOCTaTbYyHO U3MOM3BaHa MAPKa 3a pe3ynTat. MHCTpy-
MEHTUTE, BanManpaHy npu nauneHtn ¢ bAX, Tpsabea ga ce us-
non3Bsar 3a oueHka Ha HR-QoL?82283 npu KOHKPeTHMA naumneHT.
Pasumnta ce Ha reHepnyHn PROM, KOWTO ca n3cnenBaHu npu na-
umeHTn ¢ BAX, HO MOXe Ja HAMAT JOCTaTbyHa YyBCTBUTETHOCT

=
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MpomeHNNBM, N3NON3BaHN 3a N3YNCIIABAHE Ha ONPOCTEHUA UHCTPYMEHT 3a OLleHKa Ha YeTUPUCIONHNA PUCK

MpPOrHOCTUYHY AeTEPMUNHAHTN HucbK puck YMepeHo-HNCHK pUCK YMepeHo-BMCOK pUcK BuCOK prcK
Hauncnenn Toukn I 2 3 e
OK o €30 © lwwmlla - i v
6MWD, m . 440 320-440 165-319 S s
50-199 200-800
g a
PN ACSLT L - 300-649 650-1100 _

6MWD, n3gbpBAHO pa3cToAHME B 6-MUHYTHUA TecT € xoaeHe; BNP,mo3bueH HaTpuypeTtuueH nentug; NT-proBNP, N-TepmuHaneH mo-
3bueH HaTpuypeTnyeH nponentug; C30-OK, OyHKumoHaneH knac no C30.

PrckbT ce n3umcnnaBga, KaTo cymaTa OT BCUYKM OLIeHKM ce pa3fens Ha 6pos Ha NPOMEHNMBIMTE U Ce 3aKPbIA KbM CNefiBaLLoTOo LAI0 YACIO.
2C30-OK I n Il nonyyaBat 1 TouKa, Thil KaTo 1 ABETE Ca CBbP3aHu € AoOpa AbArocpoyHa NPeXmnBAEMOCT.

3a OTKpUBaHe Ha npomexun B BAX.?84285 ETo 3aulo ca paspabo-
TEHU ¥ BanuaupaHu peavua bX-cneunduuHn nHCTpymeHTH 3a
HR-QoL (Hanp. Cambridge Pulmonary Hypertension Outcome
Review [CAMPHOR],?%¢ emPHasis-10,22287 Living with Pulmonary
Hypertension,?88 n Pulmonary Arterial Hypertension — Symptoms
and Impact [PAH-SYMPACT]).%®° Te3un cneunduuHn 3a 3abons-
BaHeTo PROMs npocnepaBat GyHKLMOHANHNUA CTaTyC, KNNHWY-
HOTO BJfiOLWaBaHe 1 NporHo3ata npu BAX n ca no-4yyBCTBUTENHM
KbM Pas3fIMKUTE B PUCKOBMA CTAaTyC, OTKOJIKOTO reHepuYHuTE
PROMs.2%0291 B nonbnHeHmne, ckoposeTte 3a HR-QoL ocurypsasat
He3aBuC1Ma NPOrHOCTUYHA UHpopMaLmaA. 28’

6.2.7. LlanocTHa NPOrHOCTUYHa oLeHKa,
oLleHKa Ha pucKa U Lienv Ha Ie4YeHneTo

B npenopbkute Ha EKA/EPA ot 2015 r. 3a gnarHocTrKa 1 neve-
Hue Ha bX oLleHKaTa Ha p1cKa ce ocHOBaBa Ha MynTuUnapameTpu-
YeH NoAXof, KaTo ce 13Mosi3Ba TPUCIOeH Mofen 3a Knacnduum-
paHe Ha NauMeHTUTE B IPYNU C HACHK, YMEPEH WM BUCOK PUCK
3a cMbPT. Tesu rpynu ca 6asvipaHy Ha N3UYNCIIEHN CTOMHOCTM Ha
1-roAnwHa CMbPTHOCT, CbOTBETHO <5%, 5-10% 1 >10%.%>2¢ OT-
TOraBa Hacam obaue laHHUTE OT PerncTpu NoKaseart, Ye Habsio-
JaBaHuTe 1-TOAMLLHM HUBA HAa CMBPTHOCT B FPyNuTe C yMEpeH
M BUCOK PUCK MOHAKOra MO-BMUCOKM OT MPOrHO3MpaHuTe (T.e.
0 20% B rpynata CbC cpeieH puck n >20% B rpynaTa ¢ BUCOK
pucK). Te3n CTOMHOCTY CbOTBETHO 6AXa akTyanv3npaHn B pesu-
31IpaHnA TPUCIIOEH MOEN 3a OLeHKa pucka (Tabnuya 16).29272%

HAkonko cbKpaTeHu BapraHTa Ha Moferna 3a prCcKoBa CTpa-
Tudukauma Ha EKA/EP[ ot 2015 r. 6sixa BbBEAEHU U He3aBU-
CUMO BanupmpaHu ¢ nomouyta Ha Swedish Pulmonary Arterial
Hypertension Registry (SPAHR),?2 the Comparative, Prospective
Registry of Newly Initiated therapies for PH (COMPERA)??3 u the
French PH Registry (FPHR).?>> [Jpyrun vHCTpYMeHTM 3a CTpaTu-
duKauma Ha pucka ca paspaboteHun oT amepukaHckmna REVEAL,
BKJTIOUMTEIHO CKOPBT 3a oLeHKa Ha pucka REVEAL 2.0 n cbKpa-
TeHata Bepcus (REVEAL Lite 2).2492% Bbe BCMUKYM T€31 NpoOyyBa-
Hua, ®K no C30, 6MWD, n BNP/NT-proBNP ce ouepTaBat KaTo
NPOMEHANBUTE C Hal-BUCOKa NPeANKTNBHA CTOMHOCT.

OCHOBHOTO OrpaHuYeHne Ha TPUCIOMHUA MOAEN 3a OLleHKa
Ha pucka Ha EK/EPT ot 2015 r. e, ue 60-70% OT naumeHTuTe Ce
KNnacnuumpar Kato ymepeH puck.274293-295.297-303 eyje npepno-
KEH OMUT 3a NoApPa3sAensHe Ha rpynata C MeXAVHEH PUCK Ypes
13non3BaHe Ha moaMduUMpaH CpefeH pesynTaT B ypaBHEHNETO
SPAHR (c HUCBHK-ymepeH 1,5-1,99 1 Bucok-ymepeH 2,0-2,49 KaTto
nparoBm CTOMHOCTY), KbAETO rpynata C BUCOK-yMepeH pUCcK UMma
no-nowa npexmsaemoct.% [pyr onut 3a AOMbJHUTENHO NOAO-
6psABaHe Ha puCcKoBaTa cTpaTudrKauma belle Ypes n3cnenBaHe
Ha JOMbJIHUTESIHATA CTOMHOCT Ha HOBY Gruomapkepu%* nnu upes
M3MepBaHe Ha CTpyKTypaTa v dyHKuUmATa Ha [IK ¢ exokapguorpa-
buis n cMRI.231305306 NInyry cTpaterum npepnarar BKIIOUBaHe Ha

6b6peuHata GyHKLMAY nnn kom6rHmpaHe Ha 6MWD c TAPSE/
sPAP;?6%7 cyku Tesn cTpaterun obaye Tpabsa aa 6baaT 4oMbI-
HUTENTHO BanuampaHu.

[lBe CKOPOLUHU NPOYyYBaHMA BbPXY PerncTpu oueHnxa ye-
TUPUCNOEH MOJEN 3a OLeHKa Ha pucka, 6a3upaly ce Ha npe-
umsmpann rpadmum 3a ®K no C30, 6MWD n NT-proBNP (Ta6-
nuya 18).2803% MaumeHTnTe Ca KaTeropusvpaHy KaTo HUCHK,
yMepeH-HUCHK, YMepeH-B1COK UM BUCOK puUCK. B3eTn 3aegHo
Te3n npoyysaHuA BkA4YBaT >4000 nauymeHtn ¢ BAX 1 nokas-
BaT, Ye YETUPUCITIONHUAT MoAen paboTn NoHe TonkoBa Aobpe,
KONKOTO TPUCNOWHMA MOZEen Npu MPOrHo3upaHe Ha CMbPT-
HOCTTa. YeTUPUCIOMHNAT MOLEeN NpeackasBa NpeKMBAemMocTTa
npu nayueHtn ¢ UBAX, HPAH, DPAH n BAX, cBbp3aHa cbc CTh
(BKNtOUMTENHO Nogrpynara SSc), KakTo 1 npu naymeHTn ¢ PoPH.
HabniopgaBaHaTa 1-roguwHa CMbPTHOCT B YETUPUTE PUCKOBU
rpynu e cbotBeTHO 0-3%, 2-7%, 9-19% n >20%. B cpaBHeHne
C TPUCNOMHMA MOoZeN, YeTUPUCTONHUAT MOZenN e No-4yBCTBUTe-
JleH KbM NMPOMEHUTe B prcKa CNpAMO U3XOLHOTO HMBO MO Bpe-
Me Ha npocnefsaBaHe U Te3n NPOMEHN ca CBbP3aHM C MPOMEHU
B ABJIFOCPOYHUA PUCK OT CMbPT. OCHOBHOTO MPeAMMCTBO Ha
YeTUPUCTIONHUA MOAeN Npef TPUCITONHUA MOAEN e Nno-gobpa
OVCKPUMMHaLMUA BbTpe B YMepeHOo-puckoBaTa rpyna, KoeTto
nomara npuy B3eMaHeTO Ha TepaneBTUYHU pelueHus (BX. Pas-
den 6.3.4). MNopagn Te€31 NPUYMHK YETUPUCTIOMHUAT Mogen e
BKJIOYEH B aKTyaNiM3npaHus anropmuTbm 3a siedeHue (Bx. Quay-
pa 9). TpucnonHUAT mofen obave ce 3amnasea 3a MbpBOHAYasHa-
Ta OL|EHKA, KOATO TpAbBa Aa 6bae nuepnaTenHa 1 Aa BKIOYBA
exokapauorpadckm m XeMoAMHaMUYHWU MPOMEHNVBY, YUUTO
nparoBu CTOMHOCTU 32 YeTUPUCTIONHMA Mofen TpAabBa TenbpBa
fa 6baaT ycTaHOBEHW.

Hsakonko npoyusarua ngeHtudurympaxa OK no C30, 6MWD
1 BNP/NT-proBNP KaTo Han-cunHUTe NPOrHOCTUYHN NPeAnKTO-
pw1.293295296 Cpc cbKpaTeHNTE UHCTPYMEHTY 3@ OLIEHKA Ha PUCKa,
NNNCBaLWMTE CTOMHOCTM CTaBaT Ba)KHO orpaHuyeHue. REVEAL
Lite 2 ocurypsBa TouHa NPOrHo3a, KoraTo JINMCBa efjHa K4voBa
npomeHnuea (PK no C30, 6MWD mnu BNP/NT-proBNP), Ho He 1
KOraTo fIMMCBaT fiBe OT Te3u NPOMeHNNBN.2%>2% OpuruHanHusT
TpucnoeH puckos mogen SPAHR/COMPERA e pa3paboTeH c Hait-
MaJiKo ABE HaNMYHV NPOMEHSINBM, [OKATO YETUPUCTONHUAT MO-
fen e pa3paboTeH 1 BanumpaH Npu naumeHTn, Npu KOUTo ca
Hanuue 1 TpuTe NnpomMeHnusy. Mo Ta3un NprymMHa ce npenopbyBa
M3rosi3BaHe Ha NMoHe Te3un TPU NPOMEHNNBM C Len cTpaTuduka-
LmA Ha pucka. Bce nak, korato npomMeHANBUTE NMNCBAT, MOraT Ja
Ce 13Mon3BaT Ba KOMMOHeHTa, 0cobeHo Korato GyHKLMOHaneH
kputepuit (OK no C30 nnu 6MWD) ce kombuHmpa ¢ BNP nnm NT-
proBNP.2%

B3eTn 3aefHO, HanMUHUTE MpPOyuYBaHWA MOAKPenAT 6asu-
paH Ha pucKa, Len-opueHTWpaH TepaneBTUYEH Noaxon npwu
nayneHTn ¢ bAX, KbaeTo nocTuraHeTo U/MnK NoAAbPXKAHETO
Ha HWCKOPWUCKOB CTaTyC e 6aronpuATHO U NPenopbyYnTENHO
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Ta6nuua 4: MpenopbKn 3a oueHKa Ha TeXecTTa Ha
3abonaBaHeTO N PUCKa OT CMDBPT Npu Nna-
uMeHTN ¢ 6enoppobHa apTepuanHa xu-
nepToHuA

Mpenopbku Knac?® Huso®

MpenopbyuBa ce Aa ce ouUeHM TexecTTa Ha 3a-
6onAaBaHeTo Npu naumeHtTn ¢ BAX upes naHen
OT [laHHW, NONyYeHU 4Ype3 KAMHUYHA OLleHKa,
paboTHN TecToBe, GBUOXMMUYHY MapKepu, exo-

Kapnmorpad)vm n xemoaMHaMMYyHU WN3MepBa-
HMH212’213’216’249’292’293’295’296’302’307

[NocTraHeTo M MOAABPXKAHETO HAa HUCKOPUCKOB
npod)vm npu onTuMnsnpaHa mefnKameHTO3Ha Te-

pannAa ce npenopbyBa KaTo Les Ha JIeYeHNEeTo npun
nauyeHT ¢ 5AX21O,212,213,216,298,300,303,309,310

3a cTpaTudmKaumsa Ha pucka Nno Bpeme Ha Auar-
HOCTMLMPAHETO Ce MPenopbyBa U3Moi3BaHe Ha
TpucnoeH mMopaen (HUCBK, YyMEPEH U BUCOK PHUCK),
KaTo ce B3emaT MpefBuf BCUYKM HANIMYHU AaHHY,
BK/IOUMTENTHO XeMofIHaMuKaTa2 2293295

3a cTpatnduKauma Ha pucka no Bpeme Ha npocse-
IABaHe ce NpenopbyBa N3MNON3BAHETO HA YeTMPU-
cnoeH mopen (HUCHbK, yMepeHO-HUCHK, YMepPeHo-
BUWCOK 1 BUCOK pUCK), 6asnpaH Ha DK no C30, 6MWD
n BNP/NT-proBNP, ¢ gonbnHuTenHn npomeHnnBu,
B3eTW Npeasug npwm HeobxogumocT280,308

Mpu HAKown eTnonornn Ha BAX 1 naumeHTn c Ko-
Mopb6ugHocTH, TpaAbBa Ja ce B3eme nNpeasup
ONTMMYM3VpaHe Ha TepanuATa Ha WHAWBUAYaNHa Illa
OCHOBA, KaTo Ce B3emMe NMpeABuf, Ye He BMHaru e
MOCTVKIM HACKOPUCKOB Npodun223294299,311

6MWD, n3BbpBAHO pasCToAHNE B 6-MUHYTHNA TecT ¢ xoaeHe; BNP, mo-
3byeH HaTpuypeTnyeH nentng; NT-proBNP, N-TepmuHaneH mo3byeH Ha-
TpuypeTudeH nponentug; BAX, 6enogpobHa apTepuanHa XvnepToHus;
®K no C30, pyHKLMoHaneH Knac no CBeToBHaTa 3fjpaBHa opraHusauums.
@ Knac Ha npenopbKuTe.

b HuBo Ha fokasatencTeHoCT.

(kntoyoB onucateneH Bbrnpoc 4, JonmbnHWTENHW AaHHW, Pas-
des 6.1).298:300,303.309310 35 crpaTuduUKaLMA Ha pUCKa NpU NocTa-
BSIHE Ha [ivarHo3ara ce npenopbyBa M3MON3BaHe Ha TPUCIION-
HVA MOAen, KaTo ce B3emaT MpeaBuf Bb3MOXKHO Hali-MHOro
dakTopu (Tabnuya 16) c akLeHT BbpXY BUAa Ha 3abonABaHeTo,
OK no C30, 6MWD, BNP/NT-proBNP 1 xemoaunHamuKa. Mo Bpe-
Me Ha NpoCNefABaHETO YeTUPUCIIONHUAT Mogen (Tabauya 18) ce
npenopbyBa KaTo OCHOBEH MHCTPYMEHT 3a cTpaTtudmKaums Ha
pucKa, Ho, ako e HeobXxoArMO, TpAbBa Aa ce B3emaT NpeABUA JO-
MbAHWUTENHN NPOMEHNIMBM, 0COOEHO 1306pa3sABaHe Ha JACHOTO
Ccbple 1 xeMojuHamuka. Ha Bcekun etan TpabBa fa ce B3emat
npeasua v MHAWBMAYanHUTe GakTopy KaTo Bb3pacT, Nos, BUf,
3abonnaBaHe, KoMopbUAHOCTY 1 6bOpeyHaTa GyHKLMA.

6.3. Tepanusa

CbrnacHo peBM3MpaHaTa xemoaWHamuyHa AeduHuuma, BAX
MOXe fa Obhe AuarHocTMUMpaHa npu nauueHtn ¢ mPAP
>20 mmHg 1 BCC >2 WU. Bbnpeku ToBa, eprkacHOCTTa Ha ne-
KapcTtBaTa, ogobpeHn 3a bAX, e feMOHCTprpaHa camo npwu na-
umeHTn ¢ mPAP =25 mmHg n BCC >3 WU (BuxTte JonbnHuten-
HW JaHHwu, Tabauya S1). HAma HannyHy gaHHKU 3a ePpUKacHOCTTa
Ha nekapcTBaTa, opobpeHn 3a BAX, npu nauymeHtuc mPAP
<25 mmHg un BCC <3 WU. CnepgoBaTtenHo Npu Takmsa NauneHTm
He e ycTaHOBeHa edMKaCHOCTTa Ha NleKapcTBaTa, ofobpeHn 3a

BAX. CbwoTo Baxu 1 3a naumeHTn ¢ bX npn HatoBapBaHe, KOUTO
no fepuHMLMA He OTrOBaAPAT Ha AMArHOCTUYHUTE KpUTEpUK 3a
BAX. MauneHTn ¢ BUCOK pUCK 3a pa3BuTue Ha BAX, Hanpumep
naumeHTn cbC SSC MM YneHoBe OT CeMeNCTBOTO Ha NaLUMeHTH C
HPAH, Tps6Ba fa 6b4aT HacoueHn KbM LieHTbp no bX 3a B3ema-
He Ha MHAVBMAYaNHO peLleHme.

6.3.1. O6wWK mepKn

JleyeHmeTo Ha naumneHTn ¢ BAX n3nMckBa LANOCTHa CTpaTerna 3a
nevyeHne N MynTUANCUMNAVHAPHN TPUXK. B gonbnHeHne KbMm
npunaraHeTo Ha fiekapcTBa 3a bAX, 06LWmMTe MEPKN U TPUXKNTE B
cneundUYHN CUTyauum NpeacTaBnABaT HepasaeHN KOMMOHEH-
TV Ha ONTUMM3MPAHATA FPUXKA 3a NaLMeHTUTE. B TO3M KOHTEKCT,
cucTtemMHUTe nocneguum ot bX u pgecHoctpaHHata CH, Kouto
YeCTo AOMPUHACAT 3a TeXecTTa Ha 3abonaBaHeTo, TpAbGBa Aa
6bAat NekyBaHu No noaxoaawy HaumH.

6.3.1.1.  Qu3udecka akmusHOCM U KOHMPOIUPAHA pexabunumayus
Cnopep npenopbkuTe Ha ESC/ERS ot 2015 r. 3a gruarHoctuka u
neveHune Ha BX nauymeHTnTe ¢ BAX Tpabea ga 6bAaT Hacbpua-
BaHM Aa 6baaT akTVBHU B rpaHMUW, 3aBUCELYM OT CMMMTOMa-
TuKaTa.?>2% OTTOraBa ce HaTpynaxa JaHHu, NoKasgawm 6naro-
NPUATHOTO Bb3AENCTBME Ha TPEHWPOBKUTE BbPXY PaboTHMA
KanaumteT (6MWD) 1 kauecTBoTO Ha *1BoT.3'2316 [onamo paH-
LOMM3MPaHO KoHTponupaHo npoyusaHe (RCT) B 11 ueHTbpa OT
10 eBponencKkm cTpaHu, Bkntousawo 116 naumeHtn c BAX/CTEPH
Ha Tepanusa 3a BAX, nokasa 3HauuTenHo nogobpeHve Ha 6MWD
€ 34,1£8,3 m, KauecTBOoTO Ha *MBoT, ®K no C30 n nukosara VO,
B CPaBHEHMe CbC cTaHaapTHUTE rpuki. ! Thil KaTo NoBeYeTo oT
NpoyyYBaHUATa BK/OYBAT MaLUeHTU, KOUTO ca 6unu cTabunHm
Ha ¢pOoHa Ha MeKaMeHTO3Ha Tepanus, naymeHTrTe ¢ BAX Tps6-
Ba fa 6bAaT NleKyBaHW CbIacHO Hal-BUCOKMTE CTaHAAPTW 1 Aa
6bAaT B CTabOMIHO KJIMHWYHO CbCTOAHME Mpefun Aa 3arnoyHat
nporpama 3a KoOHTponupaHa pexabunutauua. Cb3paBaHeTo Ha
cneymanunsmpaHmn pexabrunmTayMoHHy NPorpamMmm 3a NaumeHTu
BX 61 nopobpuno JOMbAHWUTENHO AOCTbMNA Ha MaumMeHTUTe A0
Tasu nHtepseHuua.3"

6.3.1.2.  AHmukoacynayus
AnTukoarynauma npu bAX cnepsa ga ce ima npeasuAa Nopaan HAa-
KOJKO MPUUYnHK. XUCTOMATONOrMYHUTE Npobu oT 6enute gpobo-
Be Ha nayuneHTn ¢ BAX nokasear in situ Tpom603a Ha 6enoapobHm
cbpose. MauynerTtn ¢ BCb unu aHeBprammn Ha 6enoapobHaTa ap-
Tepua MoraT ia Pa3BUAT TPoM603a Ha LieHTpanHuTe 6e1oapo6HM
aptepun. MNpwu nauneHTn ¢ BAX ca yctaHOoBEHN aHOManuu B Koary-
NauMoHHaTa n GprbpUHONMTMYHATA CUCTEMA, BOAELLM A0 NPOKOa-
ryfaHTHO CbCTosAHNE, 318

Jiunceat pgaHHn ot RCTs 3a aHTMKoarynauma npu bAX, a pa-
HHWTe OT perncTpu ca aanv NpoTMBopeYnBHy pesyntatu. Han-ro-
NIeMUAT TaKbB aHaNM3 Jocera npeanosara noTeHUManHa nonsa
Mo OTHOLLEHME Ha NPEeXMBAEMOCTTa, CBbp3aHa C aHTUKoaryna-
uma npu naunenTn ¢ UBAX,3"° Ho Ta3n KOHCTaTauua He e no-
TBbpAeHa oT apyrv aHanmsm.3? [1ga CKOPOLIHM MeTa-aHanm3a
CbLLO 3aKJTI0YaBaT, Ye U3MON3BaHETO Ha aHTUKOArynaHTV Moxe
na nofobpu MpexueBaemocTTa npu naumeHt ¢ UBAX;3%1322
HWUTO efJHO OT BKJ/IOUYEHWTe NpoyyBaHnNA obaye He e MeTof0NO-
rmyeckn ybenmtenHo. Bbnpeku nuncata Ha fJoKa3aTencTsa, Aa-
HHUTe OT perncTpwu, nonyyveHn mexxkgy 2007 r.n 2016 r., nokassar,
Yye aHTUKoarynauua e vusnonssaHa npu 43% OT mauneHTUTe C
MBAX.?°3 Mpu BAX, cBbp3aHa cbC SSC, JaHHUTE OT PerucTpu u
MeTa-aHanM3uTe efHO3HaYHO MOKa3BaT, Ye aHTMKoarynaymaTa
Moxe aa 6bge BpeaHa.32°322 Hama n RCTs 3a aHTMKoarynayus
npwv BCB. HAma 1 KoHceHcyc 3a ynoTpebaTta Ha aHTMKOArynaHTu



44

Mpenopbku Ha ESC/ERS

npuv NauMeHT C NOCTOAHHM i.v. NbTULWA 3a Tepanua C NpocTa-
LUUKINHOBW aHaNo3u; pelleHneTo ce B3eMa Ha 6a3aTa Ha flokan-
HaTa KNMHUYHA NpaKTUKa.

Mopagn dakTa, Ye aHTMKOarynaumaTa e cBbp3aHa C NOBU-
LEeH PUCK OT KbPBEHE, U NPV OTCbCTBUETO Ha ybeanTeNnHN foKa-
3aTenCcTBa IMNCBAT 06LM NPenopbKy 3a MU NPOTMB yroTpeba-
Ta Ha aHTMKoarynaHTu npv nauymeHTn ¢ bAX. Mo Ta3m npuynHa e
HeobXxoMMO B3eMaHe Ha MHAVBUAYaHN peLleHus.

6.3.1.3.  [Juypemuuyu
[acHata CH e cBbp3aHa CbC CMCTEMHA 3apb)KKa Ha TEYHOCTH,
HamaneH 6bbpeyeH KPbBOTOK 1 aKTMBMPaHE Ha CCTeMAaTa PEeHVH-
AHIVIOTEH3UH-aNA0CTEPOH. YBENMUYEHUTE HanAraHNA Ha MbJHEHe B
[ecHUTe KyX1HU ce NpedaBaT KbM 6bOpeyHuTe BeHW, yBennyaBan-
KN UHTEPCTMLUMANHOTO 1 TYOGYNHOTO XMAPOCTAaTUYHO HansAraHe B
paMKu1Te Ha KancynmpaHua 6bopek, KoeTo HamansaBa HeTHaTa CKo-
POCT Ha rromepynHa GUATPaLysa 1 JOCTaBAHETO Ha Kuciopoa.'?
MN36arsaHeTo Ha 3apbKKaTa Ha TEYHOCTU € efjHa OT K/oYo-
BUTE L& Npu NleyeHneTo Ha naumeHTn ¢ bX. Cnep Kato Te3u
nauueHTn pa3BuAT NpU3HaLK Ha AacHocTpaHHa CH v oTtouw, ce
npernopbyBa OrpaHnyaBaHe Ha Nprema Ha TEYHOCTU 1 yrnoTpe-
6a Ha guypeTuum. TpuTe OCHOBHY Knaca AnypeTuum — 6pumKo-
BU ANYpPeTULU, TMa3nan 1 MUHepPanKopTUKOVAHW peLenTopHY
QHTaroHMCTW — Ce M3MON3BaT KaTo MOHOTepanua UM B KOM-
6UHaLUVMA, B 3aBUCUMOCT OT KIIMHUYHUTE HYXAW Ha NauueHTa un
6b6peyHaTa OyHKUMA. MaymeHTTe, KOUTO Ce HY>KAAAT OT Au-
ypeTuyHa Tepanus, TpAbBa aa 6bAaT NnocbBeTBaHU Aa cnepat
peaoBHO TeNIeCHOTO CU TErfo 1 Aa NOTbPCAT NIeKapcka NomoLly
B CJlyyall Ha MOBULIABaHe Ha TerNnoTo. TACHOTO CbTPYAHUYECT-
BO MeXAy nauueHTuTe, LueHTpoBeTe no bX, ocobeHo meanumk-
CKuTe cecTpu 3a bX, 1 nekapuTe oT 4OO6ONHUYHATA MeAULNHCKA
MoMoLL Mrpae XM3HeHoBaXkHa pons. bbbpeuHata dyHKUMA 1
CepyMHUTe enekTponuTy TpabBa fa ce npocnenasBaT pefoBHO 1
TpabBa fa ce n3b6Area n3yeprBaHe Ha BbTPECHAOBUA 06eM, Tbi
KaTo MO>Ke Aia MPUYNHM No-HaTaTbleH cnag Ha CO 1 cuctemHo-
TO apTepuranHo HanaraHe. Jlekapute TpabBa fa MaT NpeaBua,
Ye 3aApbrKKaTa Ha TEUHOCTM 1 OTOLMTE MOXe [la He e Henpe-
MEHHO CMrHan 3a AeCHOCTPaHHa CbpAeYHa HeOCTaTbUHOCT, a
[la e CTpaHuueH epekT OT TepanuaTa 3a BAX.33

6.3.1.4. Kucnopoo

Bbnpekn ye npunaraHeto Ha Kucnopop Hamanasa bCC n no-
[o6psABa NMOHOCMMOCTTa KbM HaTOBapBaHe Mpu MauueHTuTe C
BAX, HAMa JaHHK, Ye OAbArocpoYHaTa KNCNOpoAHa Tepanua e
CBbp3aHa C TpaliHW Mon3n BbPXY xofa Ha 3abonasaHeTo. Mo-
BeuyeTo naumeHTn ¢ bAX, c nsknioueHune Ha Tesmn ¢ BCb n 6eno-
OPOOHO-CCTEMHU WHHTOBE, MAT JleKa CTeMeH Ha apTepuvan-
Ha XUMOKCeMUA B NMOKOW, OCBEH ako HAMAT OTBOpeH popameH
oBarne. [laHH/Te NoKa3BaT, Ye HOLHaTa KMCJIOPOAHa Tepanua He
NpoOMeHA ecTeCTBEHaTa eBOJIIOLMA Ha HanpeAHanna CUHAPOM
Ha Eisenmenger32* Mpw nunca Ha JOCTATbYHM JaHHW 3a yroTpe-
6aTa Ha Kucnopog npu nauneHtn c BAX, npenopbKmTe ce oCHO-
BaBaT Ha AoKa3saTtencTtea npu naumentun ¢ XOBB;3%° korato PaO,
e <8 kPa (60 mmHg; antepHaTtnBHO, Sa0, <92%) npu NoHe Bce
M3MepBaHuA, NaUMeHTUTe ce CbBETBAT Aa NpMemaT KUCI0poa,
3a Aa nocturHat PaO, >8 kPa. Moxe fia ce B3eme npefBupa am-
6ynaTopHa KMCIOpPOAOTepanus, Korato nma AoKasaTtesnctsa 3a
CMMNTOMAaTUYHa Non3a 1 Kopurnpyema gecatypaumsa npu Hato-
BapBaHe.>?%327 HouHa KuciopoaHa Tepanua TpAbea ga ce uma
npesBuA B C/lyyaii Ha fecaTypauys, CBbp3aHa CbC CbHs.328

6.3.1.5. CepdeyHo-cv008U lekapcmea
HAma gaHHW OT HacoUYEeHW KNMHUYHY U3NMTBaHWSA 3a Non3aTa 1
6e30MacHOCTTa Ha JIEKApCTBa, KOMTO ca epeKTVBHU Mpu Cuc-

TeMHa XVNepToHWA UK neBocTpaHHa CH, KaTo HXMBMTOPU Ha
AHTMIOTEH3NH-KOHBEPTUPALLNA €H3MM, aHTMOTEH3MH-PpeLenTop-
HuTe 6nokepu (APB), aHrMOTEH3UH PELEnTOPHU HeMmpuIn3u-
HOBU nHXxM6UTOopU (APHWU), MHXMOWTOPW Ha HaTPUIA-FOKO3eH
KoTpaHcnopTep-2 (SGLT-2i), 6eTa-610Kepy unu neabpaguH npu
nauuneHTn c BAX. MNMpwu Tasm rpyna naymeHTn Te3n lekapcTaa Mo-
raT Aa gosefat Ao NOTeHLMaNHO ONacHN CnajoBe Ha KPbBHOTO
HanAraHe, CbpAeyHarta Yyectota Unn n asete. [0 CbMA HAYUMH,
edrKaCcHOCTTa Ha AWUIOKCUH/AUTNTOKCKH He € AOKYMeHTMpaHa
npu BAX, Bbnpekn Ye Te3un flekapcTBa Morart fa ce npunaraTt 3a
3abaBAHe Ha KamepHaTa YecToTa Npu nauueHTn c BAX, kouto
pa3BuBaT NPeACbPAHN TaXNMapUTMUN.

6.3.1.6. AHemus u xese3eH cmamyc

Jednunt Ha XenAaso ce cpella YecTo Npu naumeHTn ¢ bAX n
ce peduHnpa upes cepymeH GpeputH <100 pg/L unn cepymeH
depuTuH 100-299 ug/L n TpaHcheprHoBa catypaunsa <20%.32°
Mopnexawmure nNaTonornyHN MeXaHnM3MmM ca KoMmieKkcHn,330-333
Mpwn naunenTn ¢ BAX, AedrLUMTBT Ha XKeNsa30 e CBbP3aH C Ha-
pyweHa MrokapaHa GyHKUMA, BAOLWEHN CUMNTOMW U NMOBULLIEH
pucK 3a cMbpT.333334 Bb3 0cHOBA Ha Te3U JaHHK Ce NpenopbyBa
penoBHO NpocsieAnaBaHe Ha Xene3HuaA CTaTyc (CepyMHO Xens3o,
bepuTrH, HacuwaHe Ha TpaHcdeprH, Pa3TBOPUMN peLenTopu
3a TpaHchepuH) npu naymeHTn ¢ BAX. Mpn NaumneHTn ¢ Texka
xenasogeduuymtHa aHemuna (Hb <7-8 g/dL) ce npenopbusa i.v.
3amecTBaHe. 337337 MMepopanHute Gopmynu Ha ensa3oTo, Cb-
Abprawm xeneseH (Fe2t) cyndar, )eneseH rioKoHaT 1 XKefeseH
dymapar, yecTo ce noHacAT 3ne, a eprKacHOCTTa Ha leKapCTBO-
TO MOXe Aa 6bhe HapyweHa npu nayneHTn ¢ BAX.330331 Xene-
3eH ManTon e HoBa, NepopanHa popma Ha xenaso (Fe3*) n man-
Ton. EfHO mManko mpoyuyBaHe C OTBOPEH MPOTOKON NofCKa3Ba
f06pa NOHOCUMOCT 1 ePUKACHOCT NPU NALMEHTU C TeXKa BX ¢
neK [0 ymepeH feduunT Ha xena3o n aHemua. 8 3a pasnuka ot
TOBa, ABe Manku, 12-cefMUYHKN, paHOOMU3NPAHN, KPbCTOCAHN
NpoyuBaHUsA, nlyyaBaliy 4OOABKNTE Ha »KenAa30 Npu naumeHTn
c BAX 6e3 aHeMuA He yCTaHOBABAT 3HAUMMA K/MHMYHA nonsa. >3
Jlunceat paHAOMU3UPaHY KOHTPONMPaHK NPOYYBaHUA CPaBHA-
BaLLM NepopanHn 1 i.v. [o6aBKM Ha XXena3o npuv nayneHTn c bAX.

6.3.1.7. BakcuHnayusa

KaTo obua mApka ce npenopbyBa naumeHtute ¢ BAX ga 6b-
faT BaKCMHMpPaHW Hal-Manko cpewy rpun, Streptococcus
pneumoniae n SARS-CoV-2.

6.3.1.8. [lcuxocoyuasnHa nodkpena
MocTaBAHeTO Ha AnarHo3a bX — yecto cnep 3HaunTenHo 3abapsaHe
— 1 M3NUTBAHETO Ha GU3NYECKUTEe OrpaHNYEHNA OKa3BaT 3Hauu-
TeJIHO MCUXONOTNYECKO, EMOLIMOHAHO U COLIMAHO Bb3aencTame
BBPXY NauMeHTUTe 1 TexHuTe cemeincTBa. CMMNToMMTE Ha Ae-
npecurs 1 TPEBOXKHOCT, KAaKTO 1 pa3CTpoCTBaTa Ha adanTaumnaTa,
MMaT BMCOKO pa3npocTpaHeHune npu nauneHTn ¢ bAX. benogpo6-
HaTa apTepuanHa XMnepToHMA CbLLO MMa CEPUO3HM Nocieamun
BbPXY paboToCnoCO6HOCTTa 1 foxoguTe,281340-344

EMnatuyHaTa 1 BAbXBallaTa HageXa KOMYHMKaLMA e 13-
KNIOUMTENTHO Ba)KHa 3a NleKapurTe, KOUTO Ce rpuKaT 3a naumeHTn
¢ BAX. NHdopmumpaHoCTTa 1 NO3HaHUATa 3a 6onecTTa N Bb3-
MOXHOCTUTE 3a NeyeHVe [aBaT Bb3MOXHOCT Ha MauueHTuTe
[a yyacTBaT B CrofeNieHO B3eMaHe Ha pelleHus. AfeKBaTHNUTe
ANArHOCTUYHU UHCTPYMEHTU 3@ CKPVMHUHT Ca KITIOYBT KbM UAEH-
TMrLMpPaHeTO Ha NaLMEHTUN, KOUTO Ce HYXKAAAT OT HacouBaHe
3a ncuxonormyecka/ncUxMaTpuyHa nopakpena, BKIYMTENTHO
ncuxodapmakonornyHo nedenne, > nan coumanHo noanoma-
raHe. Mpynute 3a noakpena Ha MauyvMeHTWTe MoraT fJa UrpasT
BaXKHa poniA 1 maumeHTUTe TpA6Ba Aa 6bAaT NOCbBETBaHW Aa
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ce NnpucbheAnHABAT KbM TakuBa rpynu. Mimaliku npeasua orpa-
HUYaBaLIMA NPOAB/IKUTENHOCTTA Ha XMBOTa xapakTep Ha BAX,
MNaHMPaHeTO Ha CMeuuanu3vpaHi rPYKNU C HAacouBaHe KbM
Cny6u 3a NanuaTUBHN rpuxin TpA6Ba fa 6bae NoAKpPeneHo B
TOYHOTO Bpeme.34°

6.3.1.9. [lpudspxaHe Kem ie4ebHUME MePKU
Mprabp)KaHeTo KbM MeIKaMeHTO3HaTa Tepanusa e OT KIYo-
BO 3HauYeHue 3a yCrnelwHoTo fieveHre Ha BAX. QDakTopuTe, KOUTO
BAMAAT KaTO LANO HAa NPUOBPXKAHETO, Ca CBbP3aHM C NauueHTa
(Hanp. gemorpad Ky AaHHW, KOTHUTMBHO yBpexaaHe, nonudap-
MauuA, HeXenaHn peakuun/cTpaHnyHn edbekTu, ncmxonornye-
CKO 3JpaBe, 3JpaBHa rPaMOTHOCT, pa3brpaHe 3a CMUCHNA Ha
NleYeHneTo, KOMOpPOUAHOCTK), C NeKkapa (ekcnepTusa, nHOoOp-
MUPAHOCT 33 NPEenopbKUTE U MYNTUAUCLMMNIIMHAPEH eKUMeH
Nnoaxof) U CbC cUCTeMaTa Ha 3apaBeona3BaHe (paboTHa cpefa,
[IOCTbM [0 fleveHmne u ueHa). 3

CKOpPOLUHY MPOYYBaHUA MOKa3axa, Ye NpUObPKaAHETO KbM
nekapcTBeHaTta Tepanua npu naumeHtn ¢ bAX n3rnexga e cy-
60nTManHo.34834 imaiku npeaBua CNOXHOCTTA Ha NeyeHune-
To Ha BAX, noTeHUManHUTe CTpaHUYHM edEKTU N PUCKOBETE,
CBbP3aHM C MPEKbCBAHUA Ha JIeYEeHMETO, NPULbPXKAHETO TPAL-
Ba NeproanyHO Aa ce MOHUTOPMPA OT YNleH Ha MyNTUANCLWNIIN-
HapHWA TWM, 338 pa3no3HaBaHe Ha HenpuabpXKaHe 1 BCAKAKBY
NMPOMEHN B peXuma Ha nevyeHue, npeansBMKaHU CMOHTaHHO
OT MaUMeHTV WX NeKapu-HecneumanucTv. 3a HacbpuyaBaHe
Ha MpuAbPXKAHETO e BaXHO Ja ce rapaHTupa, Ye naumeHTute
yyacTBaT BbB B3eMaHeTO Ha pelleHuATa U ca NOoAXonALWO UH-
dopmMMpaHn 3a BapuaHTUTE Ha JleuyeHne 1 060CHOBKATa, OYaK-
BaHUATA, CTPAHUYHUTE eDeKTU N NOTeHUMaNHNUTe Nocneanun ot
HenpuabpkaHeTo. MauneHTnTe TpAbBa fa 6bAaT NOCbBETBAHNU,
Ye BCAKA NPOMAHa B neyeHneTo TpAbBa Aa ce NpaBy B CbTPya-
HNYeCTBO C LieHTbpa no bX.

6.3.2. CneuunduyuHu cuTyaumun

6.3.2.1. bpemeHHOCM U KOHMpayenyua

6.3.2.1.1. bpemeHHocm.

Mo ncropuyeckn gaHHM 6pemeHHOCTTa Npu KeHn ¢ BAX n apyru
dopmu Ha Texxka bX e 6una cebp3aHa ¢ MaryMHa CMbPTHOCT [0
56% 1 HeoHaTaHa CMbPTHOCT A0 13%.3°° C nofobpeHoTo neve-
Hue Ha BAX 1 HOBUTEe NoAXOAM 3a leYeHne Ha XeHuTe Mno Bpe-
Me Ha 6peMeHHOCT 1 B nepuoaa cnep pakaaHeTo MaiumMHaTa
CMBPTHOCT € HaManAna, Ho 0CTaBa B1COKa, Bapupalla B nana-
30Ha 11-25%.3°'-3% Mo Te3n npuumHn npeauiHnTe NpenopbKu
Ha EK[/EP[ 3a gmnarHoctuka n neveHve Ha bX npenopbusaxa
nauveHTute ¢ BAX ga n3barsat 6peMeHHOCT.?>?° Bbnpekun ToBa
npw xeHu ¢ BX nma cbobLyeHnsa 3a 6naronpuATeH n3xop ot 6pe-
MEHHOCTTa, Han-Beue npwu »eHun ¢ MUBAX, KonTo ce nosnnasat oT
Tepanusa ¢ KA, Ho He camo.3%33543%6.357 Hezagucumo oT ToBa, 6pe-
MEHHOCTTa OCTaBa CBbp3aHa C HenpeABUAVIMUN PUCKOBE 1 MOXe
[a yckopu nporpecusTa Ha bX.3%8 Xenu ¢ BX morat ga ce Biiowat
no BCAKO Bpeme npe3 unu cnep 6pemenHocTTa. CnegoBatenHo
neKkapuTe HOCAT OTFTOBOPHOCT Aa MHPOpMMpPaT NaumueHTuTe 3a
puckoBeTe OT 6peMeHHOCTTa, Taka Ue KeHUTE 1 TeXHWUTe cemelt-
cTBa Aia MoraT fia B3eMaT UHGOPMUPaH peLleHuns.

»KeHun c nowo KoHTponupaHo 3abonsABaHe, oLeHeHo Ha ba-
3aTa Ha CpefHO- UM BUCOKOPUCKOB Mpodun 1 nprsHaum Ha K
ONCOYHKLMA, Ca M3NOXEHW Ha BUCOK PUCK OT HebnaronpuaTeH
U3XOA; B CJTyYalt Ha 6peMeHHOCT Te TpAbBa fa 6bAaT BHUMaTENHO
KOHCYNnTMpaHu 1 TpAabBa Ja ce npenopbya PaHHO MpeKbCBaHe.
3a naumeHTmn ¢ fobpe KOHTPONMpaHo 3abonAaBaHe, HUCKOPUCKOB
npodun n HopMasHa UM NOYTM HOPMasHa XeMoAMHaMM1Ka B Mo-

KOW, KOUTO cMATaT fia 3abpemeHeAT, ce NpenopbyBa MHAMBUAY-
ANHO KOHCYNTMPaHe M CbBMECTHO B3EMaHE Ha pelleHus. B Takmea
cJlyyan Morart fia ce npoyyaT v anTepHaTVBY KaTo OCMHOBABaHe
1 CyporaTHO MalumHCTBO. [eHETUUHOTO KOHCYNTHPaHe Npeau 3a-
yeBaHeTO CbLLO TPAGBa Aa ce ma npeasua npu HPAH.

YKeHu c BX, KonTo 3abpemeHeAT unu 6baaT AnarHoOCTULMpPa-
HY ¢ BAX no Bpeme Ha 6pemeHHOCT, TpA6Ba Aa 6bAaT NeKkyBaHy,
KOraTo € Bb3MOXHO, B LIEHTPOBE C MyNTUANCLMIIMHAPEH eKun
C OnuT B NleyeHmeTo Ha BX no Bpeme Ha 6pemeHHOCT. AKo bpe-
MEHHOCTTa He ce NMPEKbCHE, MOXE Aa Ce HaNoXMN KopurmpaHe
Ha TepanuATa 3a bAX. lNpenopbyBa ce cnvpaHe Ha eHJoTeNHO-
BUTe peuenTopHu aHTaroHncTy (ERAS), prouuryat n cenekcumnar
nopaau noTeHumaneH Uiy Hem3BecTeH TepaTtoreHeH epekr.??
Bbnpekn orpannyenunte gokasartencrea, KA, PDE5is n nHxana-
TOpHWU (i.v.)/NOAKOMXHN (5.C.) NPOCTaLMKIMHOBK aHaNo3n ce cuu-
TaT 3a 6e30MacHK No Bpeme Ha 6peMeHHOCT.356:360

BpemeHHocTTa npu BX e MHOro yyBCTBUTENHA Tema U 13-
MCKBa emnaTvyHa KoMyHuKauma. Mcuxonornyecka nogkpena
TpsbBa Aa ce NpepaJara BMHaru, Korato € Heo6xo4MMo.

6.3.2.1.2 KoHmpauenyus.

Ha »xeHuTe ¢ BX ¢ feTeponeH noteHuman Tpabea Aa ce npeaoc-
TaBAT ACHW CbBETW 3a KOHTpaLenuus, Kato ce B3emaT npeasug,
WHAUBUAYANTHUTE HY>KAM Ha XKeHaTa, HO 1 GaKTbT, Ye nocneauum-
Te OT Heycrnexa Ha KoHTpauenuuaATa ca 3HauntenHn npu bX. MNpu
npasuiHa ynotpe6a MHoro ¢bopmMm Ha KOHTpaLuenuusa, BKIoYu-
TeJIHO OpaJIHNTE KOHTpaLenTuBY, ca MHOro epekTrBHU. [Mpu na-
LMeHTV, NeKyBaHu ¢ 603eHTaH, TpAbBa Aa ce 06bpHe BHUMaHVe Ha
HamaneHata epUKaCHOCT Ha XOPMOHASIHNTE KOHTpauenTmen.3®
M3non3BaHeTo Ha XOPMOHANTHW UMMAHTU U BBTPEMATOYHN YC-
TPOWCTBA Ca anTepHATUBHY BapUAHTM C HUCKM HMBA Ha Heycnex.
XupypruyeckaTa cTepunmsaumsa Moxe fa ce UMa npeasug, Ho e
CBbp3aHa C nepronepaTnBHM puckose. CreluHaTa NoCTKOUTasHa
XOPMOHaJIHa KOHTpaLenuus e 6esonacHa npu bX.

6.3.2.2. Xupypau4Hu npoyedypu

XupypruuHute npouegypu npu naumeHtn ¢ bX ca cebp3aHu ¢
noBuLeH puck ot aacHa CH n cvbpT. B npocnektnBeH myntu-
HauVoHaneH perncTbp, BKMousaw 114 nauymeHtn ¢ BAX, KonTo
ca npeTbpreny HeCbpAeyHa M HeaKyllepcka XUpyprus, nepu-
onepaTMBHaTa CMBPTHOCT € 6rna 2% npwy NaaHoBU Npoueaypu
1 15% npu cnewHn npoueaypu.3? PUCKBT OT CMbPT € CBbp3aH C
TeXkecTTa Ha BX. PeleHneTo 3a M3BbpLUBaHE Ha onepauus Tpsabsa
Ja 6bJie B3eTO OT MyNTUANCUMIIIVHAPEH TUM, BKJTIOUBALLY CrieLivia-
nuct no BX, n TpsabBa fa ce 0CHOBaBa Ha MHAVBUIYaJHa OLieHKa Ha
CbOTHOLLEHMETO PUCK:MON3a, KaTo Ce B3emaT NnpeaBuf, pasinyHu
baKkTOopK, BKNIOUNTENHO MHAMKALMA, CMELHOCT, TeXeCT Ha bX n
npeanounTaHns Ha naumeHTa. Pa3paboTeHn ca puckoBy CKOpoBe
3a MPOrHo3MpaHe Ha nepuonepaTVBHUA PUCK OT CMbPTHOCT, HO
M3MCKBAT AOMbJHUTENHO BanuampaHe.3® He moraT ga 6baart Ha-
npaBeHn o6y npenopbku. CbLLOTO BaXu 1 3a NpeanoyYnTaHnsA
BUJ aHecTe3usA. Korato e Bb3aMOXKHO, TpsibBa [la ce HamnpaBy OMNunT 3a
npegonepaTyBHa oNTMM3aLma Ha TepanuaTta ¢ BAX (BuKTe cbLio
Mpenopbku Ha ESC 2022 . 3a cbpaeyYHO-CbA0Ba OLIEHKa U leyeHne
Ha MaL1eHTV, MOANOXKEHN Ha HeCbpAeYHa xmpyprus).364

6.3.2.3. [lemysaHe u HAOMOPCKA BUCOYUHA

Xuno6apHaTta XMMOKCKsA MOXKe fa MHAYLMPA apTepuranHa Xumo-
KCemms, AOMbIIHUTENTHA XMMOKCUYHA 6enogpo6Ha Ba3OKOHCTPY-
KUVS 1 NOBULIEHO HaToBapBaHe Ha 1K npu BAX.365366 Hansaranu-
ATa B KabyHaTa Ha caMosieTa ca eKBUBASIEHTHU Ha BUCOUVHIN [0
2438 m,*%” npu konto PaO, HamansABa [O TOBa Ha BAWwBaHata O,
dpakuma ot 15,1% Ha MopckoTo pasHuLe.%> [lokasaTesncTeaTa
obauye couar, ue KpaTkocpoUHarta (Mo-masnko ot 1 geH) Hopmobap-
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Ha XMMOKCKA 06MKHOBEHO ce noHacsA 1obpe Npu KNVHUYHO CTa-
6unHK naumeHTn ¢ BAX.35368-372 MpunaraHeTo Ha Kucnopoa no
BPeMe Ha MoseT ce NpenopbyBa 3a NaLUeHTy, U3MNOM3BaLLY KNAC-
NOPOA Ha MOPCKOTO paBHuLLe 1 3a Te3n ¢ PaO, <8 kPa (60 mmHg)
i Sa0, <92%.2%26:325369372 CkopoCT Ha KUCIOPOAHUSA MOTOK
oT 2 L/min we noBuwwmx HanAraHeTo Ha BAULLBAHNA KUCIOPOA AO
CTOWMHOCTY Ha MOPCKOTO PaBHULLE, a NPV NaLUEHTH, KOUTO Beye
13M0s13BaT KUC/IOPO/] Ha MOPCKOTO PaBHULLE, CKOPOCTTa Ha MOTO-
Ka Tpsi6Ba [a ce yBenmum JOmb/IHUTENHO,2>26:373

Mpenopbku
Ta6bnuua 5: Mpenopbku 3a o6WM MepKU U cneuu-

$uruHM o6cTOATENCTBA
Mpenopbku Knac®  Huso”
06wy mepKun

Mpwn naumeHTn ¢ BAX Ha MegnKaMeHTO3Ha Tepa-
nuAa ce NpenopbYBaT KOHTPONMPAHU GU3NYECKN
TpeHnposku314315:317

Mpu naumeHTn c BAX ce npenopbyBa Ncnxocoum-
anHa nogkpena

Mpy nauventn ¢ BAX ce npenopbuBa MMyHU-
3auma cpeujy SARS-CoV-2, rpun u Streptococcus
pneumoniae

Mpu naumenTn c BAX ¢ npu3Haum Ha K HepgocTa-
TBYHOCT 1 3aApbXKKa Ha TEYHOCTU Ce NpenopbyBa
neyeHue C JuypeTmk

Mpu nauyneHTn ¢ BAX, yneto apTepmanHo KUcno-
pOAHO KPbBHO HanaraHe e 8 kPa (60 mmHg)<, ce
npenopbyBa AbNTOCPOUHA KMCIOPOAHa Tepanusa

Mpun Hanuume Ha xenasofgeduLUTHA aHeMmA Npn
naumeHTn c BAX ce npenopbuBa KOpeKUKA Ha Xe-
Ne3HunA cTaTyc

IMpwu nunca Ha aHemuA 61 Moo fja ce B3eme npep-
BU/ 3aMeCTBaHe C XeJiA30 Npu nauneHTtn ¢ bAX c
xeneseH aeduunT

AHTVKOarynauma Han-obwo He ce mpenopbyBa
npv nauveHTn c BAX, Ho 61 Morna fa ce uMa npeg-
BVA Ha HAMBMAYanHa 6a3a

Ynotpe6ata Ha AKEW, APB, APHW, SGLT-2, 6eTa-
6nokepv nnu nBabpaaviH He ce nNpemnopbyBa Npu
nauneHTn ¢ BAX, ocBeH ako He e Heobxoanma no-
Paan KOMOPOBVAHOCTK (T.€. BUCOKO KPbBHO HanAra-
He, KOpOHapHa apTepuanHa 6bonect, neBocTpaHHa
CH vnun aputmmnm)

CneuynanHn ob6cToATencrea

lMpunaraHeTo Ha KWUCNIOPOA MO Bpeme Ha rnonet
ce MpenopbyBa MpY NaLMEHTH, KOUTO M3MON3BaT
KNCNOPOA WAV YNETO KNCIIOPOJHO HanAraHe B ap-
TepuanHata Kpbs e 8 kPa (60 mmHg) Ha mopckoTo
paBHuLLe

3a UHTepBeHLUMN, U3NCKBALYM aHecTe3uns, TpA6Ba
[a ce B3eme npeABua MyNTUANCLUMIVHAPHA KOH-
cynTauuA B LeHTbp no bX 3a oueHKa Ha pucka u
nonsaTta

o
n

AKEW, MHXMOUTOP Ha aHTMOTEH3UH-KOHBepPTHpaLy eH3um;APB, aHrnoTeH-
3uH peuenTopeH 6nokep; APHW, aHrMOTEH3VH peuenTopHY Henpumn-
3UHOBU MHXM6UTOPW;CH, cbpaeyHa HegocTaTbuHoCT; BAX, 6enoapobHa
apTepuanHa xuneptoHus; bX, 6enogpobHa xvneptoHus; K, AacHa kame-
pa; SARS-CoV-2, TeXXbK OCTbp pecnupaTtopeH CUHAPOM KOPOHABUPYC-2;
SGLT-2i, UHXMBUTOP HA HATPUN-TNIOKO3a KOTPaHCMopTep-2.

@ Knac Ha npenopbKuTe.

b HuBo Ha pokasaTencTaeHoCT.

€ /i3MepeHo B Hall-Manko ABa Cilyyas.

Mpenopbku

Ta6nuua 6: lMpenopbKu npu »eHn ¢ geTepoaeH no-
TeHuman

Mpenopbkn Knac® Huso?

MpenopbyBa ce Ha »XeHw C JeTepofeH NoTeHLMan 1
BAX pa ce ocurypaT ACHM CbBeTM 3a KOHTpaLenums,
KaTo ce B3emaT NpeaBuf UHANBUAYANHUTE HYXAN
Ha KeHaTa, HO CblUo 1 GaKTbT, Ye nocneguumTe oT
HeycrelHa KOHTpaLenuua ca 3HaunTenHu npu bAX

MpenopbuBa ce KeHWTe C AeTepo/ieH NoTeHLan n
BAX fa 6bAaT KOHCYNTUPaHU No Bpeme Ha nocTa-
BAHETO Ha AnarHo3aTa OTHOCHO PUCKOBETE U Hecu-
r'YpPHOCTTa, CBbP3aHM CbC 3abpemMeHABaHETO; TOBA
TpAbBa fAa BK/IOYBA CbBETU NPOTUB 3abpemeHs-
BaHe N HacouBaHe 3a MCMXonornyecka noagkpena,
KoraTo e HeobxoanMmo

MpenopbuBa ce xeHnte ¢ BAX, KouTto cmaTat fa
3abpemeHeAT unn ca 3abpemeHenu, ga nosnyyat
CBOEBPEMEHHA KOHCYNTaLMA B ONUTEH LIEHTbP No
BbX 3a ynecHaBaHe Ha reHeTUYHOTO KOHCyNTUpaHe
1 CbBMECTHOTO B3eMaHe Ha pelleHns 1 3a OCury-
pABaHe Ha NCUXONOrMyecka NoaKpena Ha nalneH-
TUTE 1 TEXHWTE CeMEeCTBa, Korato e HeobxoANmMo

3a xeHu c BAX, npu KouTo 6pemeHHOCTTa ce
npekbCBa, ce npenopbysa TOBa fa ce OCblyecT-
BABA B LieHTpoBe no bX c ocurypasaHe Ha ncnxo-
nornyecka nofgkpena Ha NauuMeHTUTe N TexHUTe
cemeincTea

3axeHu c BAX, KouTo KenaaTt ga umart geLa, Korato
€ Bb3MOXHO, MOXe Aja ce 06MUC/V OCUHOBAIBAHE 1
CYpOraTHO Mal4MHCTBO C FeHEeTUYHO KOHCYNTMpa-
He Npeau 3a4yeBaHeTo

Tbin KaTo e AOKNaABaH TepaToreHeH moTeHuuan B
NPeaKIMHUYHM MOLEN NPV eHAOTENVHOBY peLern-
TOPHV aHTArOHUCTV 1 PUOLMTYaT, Te3u NeKapcTBa
He Ce MPenopbYBaT Mo Bpeme Ha 6pemeHHocT>>%377

N

BAX, 6enofpobHa apTepuranHa xuneptoHus; bX, 6enogpobHa xnnepToHus.

@ Knac Ha npernopbKuTe.
b Hugo Ha nokasatencTeeHocT.

Tl KaTo edeKTUTE OT yMepeHaTa 1 4blrocpoyHaTa (Jacose-
[HW) eKcno3mumsa Ha xmnokcma npu BAX octaBat fo ronsama cte-
neH HemscnensaHn,’* 375 nauneHTtuTe TpAGBa Aa U3bAreaT Hagd-
MOpCKa BrcoumnHa >1500 m 6e3 fonbnaHuTeneH Kucnopog.2>26-36°
Bbnpeku ToBa, NaumeHTn ¢ BAX, KOUTO He ca XUMOKCEMUYHN Ha
MOPCKOTO paBHWULLE, Ca MOHACANN CPAaBHUTENIHO Ao6pe efHo-
LOHEBHU eKCKyp3um go 2500 m.376 MauneHTuTe TpAaGBa Aa mbTyBat
C ncMeHa VHdopMaLVsa 3a CBOeTO 3abonABaHe, BKIOUUTEHO
CNUCHKA C NEKapCTBa, [1a HOCAT AOMbIIHUTENHN [IO3U OT CBOWUTE
nekapcTea 1 fa 6baaT MHGOPMUPAHM 3a MECTHUTE LIEHTPOBEe3a
BX B 6,1M30CT O MECTOHA3HaYeHneTo cn.2>26

6.3.3. Tepanuu 3a 6enoapo6Ha apTepuanHa
XunepToHnsa

6.3.3.1. Kanyuesu aHmazoHucmu

MauneHTn ¢ BAX, KOUTO MMaT NONOXKNTENEH OTFTOBOP Ha TeCTYBaHe
3a 0CTpa BasopeakTmBHoCT (Quaypa 8), moraTt fja Umat nossa oT fie-
yeHwme ¢ KA.'22146 Mo-manko ot 10% oT naumeHTtnTe ¢ MBAX, HPAH
unu DPAH ca pecnoHaepu, [OKAaTO OCTPUAT Ba3OAMIaTaTOPeEH OT-
roBop He NpeackasBa GyaronpuriATeH AbATOCPOYEH OTFOBOP KbM
KA npwv nauventv ¢ gpyrv opmu Ha BAX.122146378 KA 3nonzsaHn
B Hali-ronAma cteneH npu bAX, ca HUbeannuH, gunTrMasem 1 amno-
aunuH.122146 AmnogunuH v GenoannuH Hammpat Bce No-LUMPOKO
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Ta6bnuua 7: lMpenopbkn 3a neyeHne Ha Ba3opeak-
TUBHM NauyneHTW C maunonaTtnyHa, Ha-
cneacTBeHa UM CBbp3aHa C NleKapcTBa
6enoapo6Ha apTepuanHa XunepToHnsa

Mpenopbkn Knac?® Huso®

MpenopbyBaT ce BUCOKMN A03n KA npy naumeHTn ¢
MBAX, HPAH nnn DPAH, Konto oTroBapAT Ha TecTa | C
3a 0CTpa Ba30peaKkTUBHOCT

MpenopbyBa ce BHUMaTENHO MpocC/eAABaHe C
NbfiHA NpeoueHKa cnep 3-4 Mmeceua Tepanus
(BkntoumntenHo ACK) npu naymeHtn ¢ UBAX, HPAH
unu DPAH, nekyBaHu ¢ Bucoku gosn KA

MpenopbuBa ce NpofbKaBaHe Ha BUCOKUTE [03U
KA npwv naumentn ¢ UBAX, HPAH nnu DPAH B | nnn
11 ®K no C30 c noauepTaHO XeMOANHAMUYHO NOJ0-
6peHvie (MPAP < 30 mmHg n BCC < 4 WU)

MNpenopbuBa ce 3anouBaHe Ha TepanuA 3a BAX npu
nayueHTun, kouto octaeat B lll unn IV OK no C30
UK TakrBa 6e3 n3paseHo XeMOANHAMUYHO MOJO0-
6peHuie cnef BUCOKM Ao3n KA

Mpy nauneHTU C MONOXKWUTENeH Ba3opeakTUBEH

TECT, HO HelOCTaTbYeH AbJITOCPOUYEH OTTOBOP KbM

KA, KonTo ce HyXAaAT OT AOMbJIHUTENHA Tepanuna lla C
3a bAX, TpabBa fja ce MMa NpeaBuA NpoAbIIKaBaHe

Ha TepanuaTa ¢ KA

KA He ce npenopbyBaT Npw nauveHTn 6e3 nscnen-
BaHe Ha BAa30PEeaKTUBHOCTTA WM MPU HOHPECMOH-
[lepu, OCBEH KOraTo ca NpeanvcaHin 3a Apyri noka-
3aHuA (Hanp. peHomeH Ha PeliHo)

KA, kanuueB aHTtaroHuct; DPAH, 6enoapobHa apTepuanHa XunepToHus,
cBbp3aHa ¢ nekapctsa; HPAH, HacnepgctBeHa nynmoHanHa apTepuanHa
xuneptonus; VIBAX, nguonatnyHa 6enoapobHa apTepuanHa XunepToHus;
mPAP, cpefiHo HansAraHe B 6enogpo6Hata aptepus; BAX, nynmoHanHabe-
noppobHa aptepranHa xuneptoHus; BCC, 6enoapobHO CbAoBO CbMNPOTH-
BrneHue; [ICK, aAacHa cbppeyHa katetepusauyus; OK no C30, GyHKLMOHaneH
knac no CBeToBHaTa 3apaBHa opraHusauus; WU, eauHmum no Wood.

@ Knac Ha npenopbKuTe.
b Hueo Ha gokasaTencTeHoCT.

NPUIOXKEHNE B KIIMHNYHATa NPaKTKa Nopaan Abarva ci Nomyu-
BOT 1 fobpaTta NOHOCKMMOCT. [IHEBHUTE 103V, KOMTO Ca MoKasanu
edukacHocT npu BAX, ca oTHoCMTeNHO BMCOKM 1 TPAGBa Aa ce fOC-
TuraT noctenexHo (Tabauya 19). Hair-uectute HeXXenaHy peakuum
Ca CUCTEMHA XMMOTOHUA 1 NeprdepPHN OTOLN.

MaureHTNTe, KOUTO OTroBapAT Ha KpuTepumuTe 3a MONO-
XKUTeNeH oCcTbp Ba3oAmnnaTaTopeH OTroBop v ce nekysaT ¢ KA,
TpA6bBa Aa 6bAaT nNpocneaaBaHN CTPUKTHO 3a 6e30nacHOCT 1
edprKacHOCT, C Mb/IHa MOBTOPHA OLeHKa cnepf 3-6 mecela Tepa-
nusa, skntountenHo ACK. NMoBTopeH TecT 3a 0CcTpa Ba3opeakTus-
HocT TpAGBa fa ce Hanpasu Npu NOBTOPHAaTa OLIEHKa, 3a fa ce
OTKpMe nepcucTmpaly, Ba3oamunaTaTopeH oTroBop, NOAKpPenALY,
BBH3MOXHO yBenmnyaBaHe Ha go3aTa Ha KA. MNauneHTn cbe 3ag0-
BOMUTENEH XPOHMYEH OTroBop ce npeactasaTt ¢ OK no C30 I/l
N NofYepTaHO XeMoAMHaMUYHO nofobpeHune (B naeanHus ciy-
yann mPAP <30 mmHg n BCC <4 WU) Ha ¢oHa Ha Tepanus c KA.
Mpw nunca Ha 3agoBonuTeNneH oTroBop TpAGBa Aa ce Ha3Hauu
JonbnHuTenHa Tepanua 3a bAX. B HAKon cnyyan e Heobxoau-
Ma KomburHauma ot KA ¢ ogobpeHmn nekapctea 3a BAX nopaaun
KNMHWYHO BJIOLLIABaHe Mpu onuT 3a cnupaHe Ha KA. MauuneHTy,
npy KOUTO He e NPOBEeAEHO M3C/iefiBaHe 3a Ba3OPeaKTNBHOCT
UM TakrBa C OTpuLaTeNieH TecT, He TpAbGBa fa 3anousaT neye-
Hue ¢ KA nopaaun noTeHUManHo TeXKN CTPaHUYHN edeKTu (T.e.

Ta6bnuua 19: [o3upaHe HaieKapcTBaTa 3a 6enogpo6Ha
apTepuanHa XMNepToHus NpU Bb3PacTHU

HauanHa gosa TapretHa posa
KanuyueBu aHTaroHucTu
AMA0ANAUH 5mgo.d 15-30 mg 0.d.?
AvnTtrasem 60 mg b.i.d. 120-360 mg b.idP
OenoannuH 5mgo.d. 15-30 mg 0.d.?
Hudepunnun 10 mg t.i.d. 20-60 mg b.i.d. nnn t.id.
EHAOTENVH peLlenTopeH aHTaroHUCT (MepopanHo NpunoXeHne)
Amb6puceHTaH 5mgo.d. 10 mg o.d.
BoseHTaH 62.5 mg b.i.d. 125 mg b.i.d.
MauuTteHTaH 10 mg o.d. 10 mg o.d.

NHxun6uTtopm Ha pocdoamectepasa 5 (nepopanHo npunoxKeHue)

Cunpgenadun 20 mg t.i.d. 20 mg t.i.d.

Tapanadun 20 unn 40mg 40 mg o.d.
MpocTaunknuHoBM aHano3u (NepopassHo NpPUNoXKeHue)

BepanpocTt HaTpun 20 pg t.id. MakcumanHa Tonepupa-

Ha fo3a o 40 pg t.id.

BepanpocTt cyabmke- 60 pg t.i.d.
HO 0CBOGOXJaBaHe

MakcmmanHa Tonepupa-
Ha fo3a o 180 ug t.i.d

TpenpocTuHun 0.25 mg b.i.d nnn MakcrmanHa Tonepu-
0.125 mg t.i.d. paHa fo3a

MpocTaunKnuH peLenTopHU aroHUCTY (NepopanHo NpuaoKeHne)

Cenekcunar 200 pg b.i.d. MakcrmanHa Tonepupa-

Ha pgo3a 01600 g b.i.d.
CrumynaTop Ha pasTBOpMMata ryaHunar LyKiasa (nepopanHo npunoxeHue)
2.5mgt.i.d.
MpocTaunknMHOBY aHaN031 (MHXaNaTOPHO NPUNOXKEHMe)

P|/|0LJ,|/|ryaTd 1 mgt.id
Wnonpoct® 2.5pg 6-9 mbTn gHeBHO 5.0 g 6-9 NbTY AHEBHO
Tpenpoctunun® 18 ug 4 NbTM AHEBHO 54-72 ug 4 b1V IHEBHO
MpocTaunknuHoBy aHanosu (i.v. unm s.c. npunoxxeHue)

EnonpocTeHon i.v.

2 ng/kg/min Onpepens ce OT NOHOCK-

MOCTTa 1 epUKaCHOCTTa;
TUMUYHUAT [JO30B Avia-
Na3oH Ha MbpBarta rogy-
Ha e 16-30 ng/kg/min, ¢
LWMPOK  UHAVBUAYaneH
Bapuabunutet

TpenpocTuHun 1.25 ng/kg/min Onpepena ce oT no-

HOoCMMOCTTa ”  edu-
KacHOCTTa; TUMUYHUAT
[030B AMana3oH Ha
nbpBaTta rognHa e 25—
60 ng/kg/min ¢ wW1pok
MHAMBUAYaneH Bapua-
6unutet

b.i.d., ABa NbTM JHEBHO; i.v., UHTPABEHO3HO; 0.d., eAnH MbT
[HEBHO; S.C., MOJKOXHO; t.i.d., Tpy MbTW AHEBHO.
[l031poBKHTE Ca 06MYAHO U3MON3BAHMTE B KNMHNYHATA NMPAKTUKA.
ToBa He M3K/OYBA M3MON3BAHETO Ha aNTePHATVIBHU AO3N.

a [IHeBHWTE 403U aMSIOANMUH 1 GpeloannnH Morart ia ce npu-
narat HaBefiHbX UK fia ce pa3fenaT Ha ABa npuema.

b ChuiecTByBaT pasnnMuHn GopMm Ha 0CBOGOXKAaBaHe Ha An-
TnaseMm, HAKOU OT KoUTo TpsA6Ba Aa ce npunarat o.d. unu t.i.d.
¢ CunpeHadun e ogobpeH B o3a oT 20 Mg TpY MbTU AHEBHO,
HO [O31Te, U3MOJI3BaHW Ha MPAKTMKA, BapUpaT 3HAUYUTENHO 1
MOHSAKOra ca No-BUCOKN.

4 Mpw naumeHTn C PUCK OT CUCTEMHA XMMOTOHUSA MPUEMBT Ha
puouuryat MoXe Aa 3anoyHe ¢ 0,5 mg Tpy MbTU AHEBHO.

¢ MpepcTaBeHnTe fO3M Ce OTHACAT 3a MyNBEPU3aTOPU N MOXKe
[la ce pa3fiMyaBar, KaTo ce U3non3eat gpyru Gopmynu n apy-
r1 yCTPOMCTBA 3a MHXanayms.



48

MNpenopbkn Ha ESC/ERS

.

Q®urypa 8:

@ESC @ ERS—

AHI’OpVIT'bM 3aTecTyBaHe 3a Ba30OPeaKTUBHOCT NpU NaUuMeHTn Cc npefnonaraeMa gnarHo3a nanonatnyHa, Hacnea-

CTBeHa nnv 6enofpobHa apTepuranHa X1nepToHWs CBbp3aHa C 1eKapcTBaa.
BNP, Mo3bueH HaTpuypeTuueH nentug; I/H/D-PAH, ngnonatnyHa, HacneacTBEHa, CBbp3aHa C Nakapctea 6enoapobHa apTepu-
anHa xunepTtoHusa; mMPAP, cpeiHo nynmoHanHo aptepuanHo HanaraHe; N, HE; NT-proBNP, N-TepmumHaneH Mo3byeH HaTpuypeTu-
yeH nponentug; bX, 6enogpo6bHa xuneptoHus; bCC, 6enonpobHo cbhoBo cbnpoTueneHne; OK no C30, dyHKLMOHaNEH Knac no

CBeTOBHaTa 3gpaBHa opraHmsauus; WU, eguHium no Wood.

a I'IpenopquaT Ce NHXaJlaTOPEH a30TEH OKUC N NHXaNaTOPEH NNOMPOCT; NUHTPaBEHO3E€H €NOMNPOCTEHOJT MOXE [la Ce 1U3MO0JI3Ba,
aAKO MHXanaTopeH a30TeH OKNC U NHXaslaTOPEeH IoNPOCT He Ca HaJIMYHN.

b 3a geTaiinu BUXTe TeKcTa.
¢mPAP <30 mmHg 1 BCC <4 WU.

TeXKa XUMNOToHUA, cuHKon 1 [IK HegoCcTaTbYyHOCT), OCBEH aKO He
ca npeanucaHm B CTaHAAPTHY JO3W 33 APYTY NokasaHus.>?

6.3.3.2. EHOOmMesuH peyenmopHU dHMazoHucmu

CBbp3BaHETO Ha eHAoTeNnvH-1 C eHAOTENUHOBU peLenTopu
1N A v B Ha rmagKomycKynHuTe KneTku Ha 6enofpobHuTe ap-
Tepuy Npeamn3BUKBa Ba3OKOHCTpUKLMA 1 nponndepaumna (Ou-
2ypa 7).38 PeuentopuTe 3a eHBOTENVH TUN B ca ekcnpecnpanm
Hall-Beue BbpXy 6enoapobHUTE EHAOTENHN KNETKW, Npeans-
BMKBaMKM Ba3sofunatauma ypes yCKOpeHO NMPOM3BOACTBO Ha
MPOCTALMKINH 1 a30TEH OKCUA 1 KIIMPBHC Ha eHpoTennH-1,380
He3aBucrmo oT TOBa, M30/IMPaHOTO CeNeKTUBHO 6N1OKMpPaHe Ha
€HAOTENVHOBMTE PELLENTOPU TN A UNN HECENEKTUBHOTO 6110-
KupaHe Ha peuenTtopu Tvn A 1 B e nokasano cxofHa edekTuB-

HocT npu BAX.380 AnTaroHncTute Ha eHpoTenHws peuentop
MmaT TepaToreHHn edekTy 1 He TpAGBa fa ce M3Non3Bart no
Bpeme Ha 6pemeHHOCT. 38!

6.3.3.2.1. AMbpuceHmMaH.

Amb6puceHTaH e nepopaneH ERA, konto 6nokupa npepepex-
umanHo eHpoTenHoBmMTe peuenTtopu Tvn A. OfobpeHnTe 031
npv Bb3pacTHU ca 5 mg n 10 mg BegHbX AHEeBHO. MNpn nayun-
eHTn c BAX Tolh e feMoHCTpUpan eprMKacHOCT MO OTHOLIEHME
Ha cMMnTOMUTe, PU3MUeCKMA KanayuTeT, XeMOANHAMUYHUTE
nokasaTtesin 1 BpeMeTo A0 KNVHWYHO BiowasaHe.>®2 Mpu yno-
TpebaTa Ha ambpuceHTaH ce cbobLyaBa 3a MOBMILEHA YECTOTa
Ha nepudepHN oToLM, HO HAMA MOBUMLLEHME Ha YecToTaTa Ha
HapyLueHaTa yepHoApo6HaTa AUCHYHKUKMA.
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HucbK nnm ymeper

; Bucok )
v

HauanHa Tepanusa HavanHa nepopanHa
ERA + PDESi  i.v./s.c. PCA® MoHoTepanua ¢ PDE5i unu ERA
(Knac lla) (Knac lla)

’ !

YMepeHo-HNCHK
WSV BUCOK

v

MpemuHete [obaeerte i.v. unu s.c. PCA
Aobasete PRA PDES5i kbM sGCs 1/MNK HanpaBeTe oLeHKa
(Knac lla) 3a 6enofpobHa TpaHCnnaHTauus

(Knac I1b) Knac Ila)

L @ESC @ ERS

®urypa9: ba3upaH Ha [oKa3aTeNCTBa aifOPUTHM 3a NleyeHre Ha 6enogpobHa apTepranHa XUNEePTOHUA NPY NaLUeHT C
namnonaTnyHa, HacNeACcTBeHa, CBbp3aHa C NleKapcTBa 1 3abonsBaHe Ha CbeAVHMTENHaTa TbKaH 6enoapo6Ha ap-
TepuanHa XMnepToHUs..

DLCO, 6enoppobeH Andy3MoHeH KamauuTeT 3a BbrepofeH MoHokcvp; ERA, eHpoTenuH peuentopeH aHTaroHwcT; I/H/D-
BAX,upnonatunyHa, HacnefncTBeHa UM CBbpP3aHa C NekapcTBa benoapobHa apTepuanHa xuneptoHus; BAX-CTB, 6enoapobHa
apTepurianiHa XUNepPTOHMA, CBbpP3aHa CbC CbeANHUTENHO-TbKaHHa 6onecT; PCA, npocTaumknvHoB aHanor; PDE5i, nHxubutop Ha
docdopuectepasa 5; bX, 6enogpobHa xuneptoHus; PRA, npocTauuknvH peuentopeH aroHncT; ReCo, npenopbKa; S.C., MOLKOX-
HO; sGCs, CTUMynaTop Ha pa3TBOpUMAaTa ryaHunaT-L1Knasa.

@ Kapauno-nysMoHanHuTe KOMOPOUAHOCTY Ca CbCTOAHUSA, CBbP3aHU C NMOBULLEH PUCK OT AMACTONHA ANCOYHKLNA Ha NiABaTa Ka-
Mepa 1 BK/IOYBAT 3aT/TbCTsABAHE, XMMEPTOHUSA, 3axXapeH AnabeT n KopoHapHa apTepuanHa 6onect; 6enoapobHuTe Komopbua-
HOCTV MOraT @ BK/OYBAT MPU3HALIM Ha NIeKO NapeHXMHO 6enogpobHo 3abonsBaHe 1 YecTo ca CBbp3aHm ¢ HUCHK DLCO (<45%
OT NPOrHO3MpaHaTa CTOMHOCT).

b iHTpaBeHO3eH enonpoCTeHON UK i.V./s.C. TPENPOCTEHMA.

6.3.3.2.2. bozeHmMa-H. :  BPEMETO [0 KIMHUYHO BfiolaBaHe npu nauveHty ¢ BAX.38 Opo-
BoseHTaH e nepopaneH, aBoeH ERA, koliTo nogobpsasa ¢usmuye- :  6GpeHaTa TapreTHa fo3a Npuv Bb3pacTHU e 125 mg ABa MbTu AHEBHO.
ckua kKanaumtet, ®K no C30, xeMoguHaMyUyHUTe Mokasatenm U [1030-3aBUCUMV MOBULLEHVA Ha YePHOAPOBHUTE TpaHCaMUHA3N
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MOXe f1a Ce MOoABAT Npu ~10% OT NeKyBaHWTe NaLneHT (0bpatumm
Cnefl HamansBaHe Ha [03aTa WK crvpaHe Ha nedeHneto).*8 Eto
3aL0 TPAGBA eXeMeceuHo U3ceBaHe Ha YepHoapo6HaTa GyHK-
LA NPy NaumeHTw, npuemalum 6o3eHTaH.>®* Mopaan GapmakoKu-
HETUYHWUTE B3aUMOAENCTBUSA, 603EHTaH MOXeE Aa HanpaBy HeHa-
JeXAHN XOPMOHA/HUTE KOHTPALeNTVBY 1 Aa HaManm cepymHuTe
HMBa Ha BapdapviH, cunaeHadbun v Taganagwn,36'385-387

6.3.3.2.2.3. MauyumeHmas.

MauuteHTaHBbT € nepopaneH, ABoeH ERA, 3a KolTo e ycTaHoBe-
HO, e NoBuLIaBa pU3MYECKMA KanaumnTeT U HaMansBa KOMOUHN-
paHaTa KpaiiHa ToUKa 3a KNIMHWYHO BJloWWaBaHe Npu naumeHTy ¢
BAX.'” Makap ue He e fjoKa3aHa YepHOAPO6Ha TOKCUUYHOCT, Ma
HabntogeHua 3a HamanagaHe Ha Hb go <8 g/dL npwu 4,3% oT na-
uMeHTuTe, monydasawm 10 mg mauuTeHTaH.'s’

6.3.3.3. Mocoouecmepasa 5 uHxubUMopuU U CMUMyIamopu Ha
2yaHunam yukaasama
CTvmynaupmaATa Ha pa3TBopuUmaTa ryaHmnart umknasa (sGC) c asoteH
OKUC BOAM [0 NPOV3BOACTBO HA BBTPEKIETBYHNA BTOPY NOCPEen-
HVIK LMKNMYeH ryaHo3nH MoHodocdat (urM®) (Queypa 7). To3un nbt
Ce KOHTPOMpa OT KPbr € oTpuLaTeniHa obpaTtHa Bpb3Ka upes pas-
rpaxaaHe Ha LTM® npes pa3nuuHn pocdoarecTepasm, OT KOUTO
nogtun 5 (PDE5) nma 3Haunma ekcnpecurs B 6enogpobHata Backy-
natypa.® VHxubutopute Ha pochoamectepasa 5 n sGC cTumyna-
TOpuTe He TPAGBa Aa ce KOMOVHMPAT NOMEX[Y CU KakTo 1 C HU-
TpaTu, Thii KaTo TOBA MOXeE Aa JOBee A0 CMCTEMHA XUMOTOHNS. 38

6.3.3.3.1. CundeHagpun.

CunpeHadyn e opanHo akTUBEH, MOLLEH W CENTEKTUBEH NHXMOUTOP
Ha PDE5. Hakonko PKIMT npu naumeHTn ¢ BAX, nekyBaHu cbC cunpeHa-
dun (cbe nnm 6e3 ctaHaapTHa Tepanua), ca NOTBbPAWAM braronpu-
ATHW pe3ynTaTii MO OTHOLLEHNE Ha GU3NYECKNA KamauuTeT, CUMM-
TOMUTE W/UN XeMOAMHAMUYHWUTE nokasatenn.>?0-3°2 OpobpeHara
fo3a cunpeHadun e 20 mg Tpy MbTU AHEBHO. [oBeYeTO HeXXenaHu
peakuum Ha cungeHadun ca NeKku Lo yMEPEHW 1 Ca CBbP3aHM IMaBHO
C Ba3oaunatauma (raeobonve, 3auepBaBaHe 1 enmucTakcuc).

6.3.3.3.2. Taoanacun.

Tapanadun e PDE5i ¢ egHOKpaTHO AHEBHO npunoxeHue. PKI,
BKJtouBaLo 406 naumeHTn ¢ BAX (53% Ha Tepanusa c 603eHTaH),
nekyBaHU ¢ Taganadun B fo3a fo 40 mg BeAHbBX AHEBHO, No-
Ka3Ba 611aronpuAaTHM pe3ynTaTi Mo OTHOLEHWe Ha Gpr3nvecKms
KanauuTeT, CUMMTOMUTE, XeMOAMHAMUYHWTE NoKa3aTenu 1 Bpe-
METO A0 K/IMHWUYHO BriowwasaHe.3*3 MpodunbT Ha CTpaHUYHKTE
edeKTr e noaobeH Ha To3M Ha cungeHadun.

6.3.3.3.3. Puoyueyam.

[LokaTto PDE5 cTumynumpat nbTa azoTeH okuc-ulrM®, kato 3abaBsa
pa3rpaxpaHeto Ha ulrM®, ctumynatopute Ha sGC nosuwasat
npor3BoAcTBOTO Ha LIM® ype3 anpeKTHa CTUMyNaLWA Ha eH3K-
Ma, KaKTO B MPUCBHCTBUETO, Taka 1 B OTCbCTBMETO Ha EHAOreHeH
asoTeH okunc.3%* PKIM skntouBalLo 443 nauneHtn ¢ BAX (44% 1 6%
Ha ¢oHoBa Tepanua ¢ ERAS nnm cboTBETHO NPOCTaLUKINHOBY
aHanoswu), neKyBaHu C puouuryaT o 2,5 mg Tpu NbTy JHEBHO.
nokassat 6/1aronpuATHU Pe3ynTaTh Mo OTHOLWEHWe Ha dpr3nye-
CKUS KanauuTteT, xeMoanHamuyHute nokasatenu, ®K no C30 n
BPEMETO A0 KIMHMYHO BriowasaHe.>®® MpopunbT Ha cTpaHny-
HuTe epekTun e nogobeH Ha To3u Ha PDESi.

6.3.3.4. AHAI03U HG NPOCMAYUK/IUH U peuenmopHU azo0HUCmu
Ha NpoCcMAayukIuH

Mpn naumeHTn c BAX e foKa3aHa HapylleHa perynauua Ha me-

TabonMTHUA NMBT Ha NpocTaumknrHa (Quaypa 7) ¢ no-manka ekc-

npecma Ha NPOCTaUMKANH-CMHTa3a B 6enoapobHuTe apTepum n
HaMasleHy MPOCTALMKAVHOBM MeTabonutu B ypuHata.>®® AHa-
N03KTe Ha NPOCTALVKIVH 1 arOHUCTHTE Ha NPOCTaLVKIMHOBUA
peuenTop MHAYLMpPaT MOLHA Ba3oaunaTaLms, MHXMoumpaT Tpom-
6ouuTHaTa arperauya U KMaT KakTo LMTOMPOTEKTMBHA, Taka n
aHTU-NponudepaTMBHa akTMBHOCT.3Y Hail-uectnte HeXenaHu
peakumu, HabnofaBaHu Npu Te3n CbeAMHEHNA, Ca CBbP3aHM CbC
CMCTeMHa BasofunaTtauva 1 BKUBaT rnaBobonve, 3ayepBaBa-
He, 60sKa B YeNCTUTE 1 ANapUA.

6.3.3.4.1. EnponpocmeHor.

EnonpocTteHonsbT mMa KpaTbK Nony»KuBoT (3—-5 min) n ce Hyx-
[ae OT HEMPEKbCHATO i.V. PUIoXKeHne Ypes HOY3MOHHA MomMna
N MOCTOAHEH TYHeNMpaH KateTbp. HanuyHa e TepmoctabunHa
dopmyna 3a noagbpKaHe Ha ctabunHocT go 48 h.3% Herosara
epuKacHOCT e AeEMOHCTpUpPaHa B Tpy Hesacnenenu PKIM npu na-
umeHt ¢ UBAX (DK no C30 Il u IV)399490 1 cbp3aHa cbe SSc
BAX.*°" EnonpocTteHon e nogobpun cuMntToMuTte, Gprsnyeckms
KanaumuteT, XeMOAVHAMUYHUTE MOKasaTenn U cMbpTHOCTTa.3??
ObnrocpouHa nepcucTmpalya eduKacHOCT € AeMOHCTPUpaHa
1 npu UBAX,212245 KakTo 1 NMpu APYr CbCTOAHMUA, CBbP3aHN C
BAX.02-404 CeprnosHUTe HexenaHn CbOUTUA, CBbP3aHN CbC CUC-
TemaTa 3a NPUIOXKEHWE, BKIOYBAT HEM3MPABHOCT Ha MOMMATa,
nokasnHa nHoeKums, KateTbpHa 06CcTpyKLUMA 1 cencuc. Msrotse-
HW Ca MPenopbKM 3a NPefoTBpaTABaHE HA NHEKLUN HA KPbB-
Ta, CBbP3aHN C LLEHTPanHNA BEHO3EH KaTeTbp. 05406

6.3.3.4.2. inonpocm.

MnonpocTsbT e NpocTaumKIMHOB aHanor, ogobpeH 3a MHxana-
TOPHO MnpunoxeHue. VMHxanaTOpHUAT WAOMPOCT € OLeHeH B
enHo PKIT B KoeTo 6-9 MOBTOPHU MHXanauum Ha WIOMpPOCT ca
CpaBHeHM ¢ nnauebo Npu HenekyBaHW gocera nauyneHTn ¢ BAX
nnn CTEPH.*%7 NMpoyusaHeTo nokasea nogobpsisaHe Ha usnue-
CKMA KanauuTeT U HamanasaHe Ha cumntomuTe, BCC 1 KNnHMY-
HUTe CbOUTKA B rpynaTa Ha UIONPOCT B CpaBHEHMe C rpynaTta
Ha nnauebo.

6.3.3.4.3. TpenpocmuHun.
Mma TpenpocTtuHmn 3a S.C., i.v., UHXanaTopHO W MepopanHo
npunoxeHne. CybKyTaHHUAT TPENPOCTUHUA e AeMOHCTpUpan
nopobpsaBaHe Ha OGU3MYeCKMA KanmauuTeT, XeMoAuHaMuKaTa
1 cumntomuTe npu BAX.*%8 BonkaTta Ha MACTOTO Ha UHPY3KsA e
Hal-yecTUAT HexenaH edeKT, KONTO e JoBeN A0 NpeKpaTABaHe
Ha nevyeHneTo B 8% oT ciyyauTte.**® Ha 6a3aTta Ha XMMUYecKa-
Ta CTaOWMHOCT Ha MeAUKAMEHTa, i.v. TPENPOCTUHNA MOXe Aa
ce npwnara u ypes MMNAAHTUPyeMX MOMMK, KOETO yBeNiMyaBa
YAOOCTBOTO 1 Hali-BEPOATHO HamasiABa NosABaTa Ha CBbpP3aHu C
MbTA HPeKLnn, 409410

NHxanaTopHUAT TpenpocTuHWUI e [oKa3an nopobpsABaHe
Ha nokasaTtenute 6MWD, NT-proBNP 1 kauecTBO Ha X1BOT Npu
nauveHT ¢ BAX Ha doHa Ha Tepanua ¢ 603eHTaH UK cungeHa-
dvn. A" IHXanaTopHUAT TpenpoCTuHKA He e ofobpeH B EBpona.

MNepopanHmAT TpenpocTnuHun e oueHeH B aBe PKI1 npwu
naumneHTn c BAX Ha doHa Ha Tepanusa c 603eHTaH u/vnn cun-
feHadwun. U B fBeTe M3NMTBaHUA NbpPBUYHATA KpalHa TouKa
6MWD He gocTura ctatucTnuyecka saHaunmmoct. #2413 NonbnHu-
TenHo PKI npu HenekyBaHW goToraea nauneHtn ¢ bAX e no-
Kasasno nogobpeHvie Ha 6MWD.** lonbnHutenHo RCT, koeTo
BKJItoUBa 690 naumeHTn ¢ BAX, AeMoHCTpKrpa, Ye nepopanHUAT
TPENPOCTUHWUI HamManABa YecToTaTa Ha KIMHUYHO BNIOLIABaHe
npu nayMeHTn, KOUTO ca NosilyyaBanu nepopanHa MoHoTepa-
nua ¢ ERA nnn PDE5is.*”® MepopanHuAT TPenpoCTUHUA He e
opo6peH B EBpona.
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6.3.3.4.4. bepanpocm.

BepanpocT e xnmunyeckn ctabuneH 1 NnepopasHoO akTUBEH aHa-
nor Ha npocTtaunkianH. [ise PKIT nokassat ymepeHo, KpaTKo-
CpPOYHO nofobpeHmne Ha PU3NYecKma KanaumuTeT NPU NaLmneHTn
¢ BAX;*1%47 Ho 6e3 xemoAMHaMUYHO NofobpeHre U abaro-
cpouHu non3u. bepanpoct He e ofobpeH B EBpona.

6.3.3.4.5. Cenekcunaz

Cenekcunar e nepopasnHo HasmyeH, cefieKTYBEH NPOCTaLMKIn-
HOB peLenTopeH aroHUCT, KOWTO e XMMWUYeCK/ pasfinyeH oT
NPOCTAUMKIVH 1 NMa pa3nnyHa ¢apmakonorma. B nunoTtHo PKIM
npv nauneHtn ¢ BAX (nonyvasawm ctabunHa tepanua c ERA n/
nnu PDES5i), cenekcunar Hamanasa bCC cnep 17 cegmuun. '8 PKI
¢asza 3, ynpaensasaHo ot cb6uTKsA, BKoUBaLwo 1156 nauneHtn*'?
MoKasBa, Ye cefleKcunar, CaMmoCTOATENHO WX B AOMbJIHEHWE
KbM MOHO 1nu gBoiHa Tepanuata ¢ ERA n/unn PDESI, Hamansa-
Ba penaTMBHUA PUCK 3a KOMOMHMpPaHUA NoKasaTen 3abonesa-
emMoCT/CMbPTHOCT ¢ 40%. Han-yectute HexenaHu peakuun ca
rnaBobonue, onapus, rageHe n 6osKa B YeNOCTUTE.

6.3.4. TepaneBTUYHM CTpaTernu Npu NayneHTn
cupanonaTnyHa, HacneacTBeHa, CBbp3aHa
c NeKapcTBa Win CbeANHNTENHO-TbKaHHO
3abonaBaHe 6enoapo6Ha apTepuanHa
XMNepTOHMNA
BenogpobHaTta apTepuanHa XvnepToHnA e PAAKO 1 XKMBOTO3a-
cTpalaBallo 3abonsaBaHe 1 TpAbBa Aa ce NeKyBa, Korato € Bb3-
MOXHO, B LieHTpoBe 3a bX, B TACHO CcbTpyaHMYeCTBO C NiekyBa-
WMTe NeKkapu Ha nauueHTa.

To3u paspen onucea NeKapCcTBEHOTO JleyeHre 1 e poKycu-
paH BbpXy HeBa3opeaKTuBHW naumeHTn ¢ MBAX/HPAH/DPAH
1 BbpXy naumeHTn ¢ BAX, cBbp3aHa cbc 3abonaBaHe Ha cbefu-
HuTenHaTa TbKaH (BAX-CTB). MUHpopmaLmsaTa 3a fO3MpaHeTo Ha
nekapctea 3a bAX e 0606wweHa B Tabnuya 19. Mpwn gpyru dopmu
Ha BAX cTpaTterunTe 3a neueHuve Tpabea fa 6baat mogudrmpa-
HW (BYXKTe Pazden 7). MoaxoabT KbM Ba30peakTUBHY NaLMeHTU C
NBAX/HPAH/DPAH e onucaH B Pazdes 6.3.3.1.

B ponbriHeHVe KbM TapreTHOTO NeKapCTBEHO fleyeHne, Ls-
JIOCTHOTO JleueHMe Ha nauuneHTn ¢ BAX BKnouBa o6 MepKuy,
KOWTO MOXe Aa BK/YBAT KUCIOPOA, ANYPEeTALM 33 ONTUMU-
3MpaHe Ha 06eMHUA CTaTyc, NCUxocouranHa noaKkpena u cTaH-
JapTu3vpaHn Gr3nueckn TPeHnpoBku (Paszden 6.3.1).31 Mpean
B3eMaHeTO Ha peLleHUA, Kacaely fleYyeHneTo, naumneHTiTe u
TexHWTe 6nM3KM TpA6Ba Aa NonyyaT MOAXOAALLA U HAaBPEMEHHa
nHbopmMaLma 3a PUCKOBETE 1 NOM3UTE OT PasfiMyHKTE BapuaH-
TUTe, Taka Ye Aa MoraT fja B3emMaT OKOHYaTeNnHoO MHGOPMUPaHO
pelleHne 3a eYeHNeTO CbBMECTHO C MeAVNLUHCKNA eKun. Pe-
WeHMATa, Kacaewwy neyeHveTto, npu nauymeHtn ¢ UBAX/HPAH/
DPAH nnu BAX-CTB Tps6Ba fa 6baat cTpatuduumpaHu cnopes
HanMuMeTo WM OTCHCTBMETO Ha KapAMOMySIMOHANHU KOMOP-
6unHocTy (Pasden 6.3.4.3) n cnopep TexecTTa Ha 3abonsABaHeTo,
oLeHeHa upes cTpaTndmKalus Ha prcka (Pasoen 6.2.7).

6.3.4.1. [TepsoHa4yasaHo peweHue 3a ie4eHue npu nayueHmu 6e3
CcvNB MCMBawu KapouonysIMOHAIHU KOMOp6UOHoCMU
[MbpBOHAYaNHOTO NleyeHne Ha nauymeHTn ¢ BAX Tpabsa pa ce
OCHOBABa Ha LANIOCTHA, OLlEHKa Ha pUCKa, 6asnpaHa Ha MHOXe-
CTBO MapameTpu, KaTo ce B3emMaT nNpeasBu BUAA U TexecTTa Ha
3a6onaBaHeTO, KOMOPOUAHOCTUTE, JOCTBMA A0 Tepanuu, NKo-
HOMMYECKUTE acMeKTu 1 NpeanoYynTaHnATa Ha naLmeHTa.
OnuvcaHnTe No-aony cbobpakeHMa ce OTHACAT MPefUMHO
3a nauyuneHTn ¢ UBAX/HPAH/DPAH nnun BAX-CTB 6e3 cbpaeuHo-
6enoapo6HN KOMOPOUZHOCTK, THIA KaTO NaLMEHTUTE C KOMOP-

Mpenopbku

Ta6nuua 8: Mpenopbku 3a neueHne Ha He-Basope-
aKTUBHU NauMeHTN ¢ ngnonaTnuvHa, HacneacTBeHa unn
CcBbp3aHa c iekapcTBa 6enogpo6Ha apTepuanHa xunep-
TOHUSA, KOUTO Ce NpeAcTaBAT 6e3 CbNbTCTBaLLM KapANo-
nynmoHanHu 3a6onAasaHna®

Mpenopbkn Tabnuua 8A

Mpenopbkn KnacP? Huso®
MpenopbKn 3a HayanHa Tepanua

MNpw naunexTn c UBAX/HPAH/DPAH, konTo ca n3no-
»KEeHU Ha BUCOK PYCK 3a CMbPT, TpA6Ba Aa ce obmuc-
NN MbpBOHayYanHa KoMOMHMpaHa Tepanus ¢ PDESi,
ERA ni.v./s.c.aHano3u Ha npOCTaLl,I/IKﬂI/IHd

Ila C

MpenopbKn 3a B3eMaHe Ha pelleHNA 3a Jie4yeHue No Bpeme Ha npo-
caieasBaHeTo

MNpu nauneHtTn ¢ MUBAX/HPAH/DPAH, kouto ca us-
JIOXKEHV Ha YMEPEH-HNCBHK PUCK 3a CMBPT Ha $oHa
Ha Tepanua ¢ ERA/PDES5i, Tpabsa fa ce obmucnu
nobassAHe Ha cenekcmnar

MNpw naunerTn c UBAX/HPAH/DPAH, konTo ca n3no-

»KEHU Ha yMepeH-BUCOK MW BUCOK PUCK 38 CMBPT

Ha doHa Ha Tepanua ¢ ERA/PDES5I, Tpabsa pa ce Ila C
obmucny pobaBaHe Ha iv./s.C. aHao3U Ha NpocTa-

LMKINH N HacOYBaHe 3a oLleHKa Ha LTx

MNpw naunexTn c UBAX/HPAH/DPAH, kouTo ca n3no-
»KEHU Ha yMepeHO-HUCBK PUCK OT CMbPT Ha GoHa Ha
Tepanua ¢ ERA/PDESi, moxe fia ce B3eMe npeasus
npemwnHasaHe oT PDE5i kbm prouuryat

b B

b B

Mpenopbku Tabnuua 8B
GRADE
Mpenopbku KauectBO Mpenopb-  knacb HugoS
Ha floKa3a- unTenHa
TencTeata cuna
MpenopbKM 3a HaYaNHa Tepanus
Mpy nauveHTn c
MBAX/ HPAH/DPAH,
KOWTO Ca C HWCBK
VIV YMEPEH pick 3 Huckn YcnosHu | B

CMBPT, Ce NPenopby-
Ba MbpBOHaYaNHa
KOMOUHUpaHa Tepa-
nus ¢ PDESi 1 ERA'®®

Cl, cbppeueH nHpekc; DLCO, 6enofpobeH Andy3noHeH KanauyuteT 3a
BbrnepogeH moHokcug; DPAH, 6enogpobHa apTepuanHa XunepToHus,
CcBbp3aHa c nekapctBa; ERA, eHgoTenvH peuentopeH aHtaroHucT; HFpEF,
CbphevHa HefJOCTaTbYHOCT CbC 3amnas3eHa n3tnackeawa eppaxums; HPAH,
HacneacTBeHa 6enogpobHa apTepuanHa xuneptonus; NBAX, nanona-
TU4yHa 6enoapobHa apTepuranta XnnepToHNs; i.v., UHTPaBeHO3Ho; LTx, 6e-
noppo6bHa TpaHcnnaHTaums; BAX, 6enoapobHa apTepuanHa XMnepToHus;
PDES5i, nixnéutop Ha dpocdopmectepasa 5; bCC, 6enoapobHo cbaoBo
cbnpotusneHwve; AMH, AecHonpeacbpAHO HanAraHe; s.c., MOAKOXKHO; SVI,
MNHAEKC Ha yaapHua obem; WU, egnuHium no Wood.

@ KapgauonynmMoHanHy KOMOp6MAHOCTY ce cpewaT NpearMHO npu na-
LMeHTU B HanpefHana Bb3pacT 1 BKOYBAT puckoBm GpakTopu 3a HFpEF
KaTo 3aTNbCTABaHe, AnabeT, KOpoHapHa 60ecT Ha CbpLETO, aHaMHe3a
3a XUnepToHNa n/mnn Hucbk DLCO.

b Knac Ha npenopbkuTe.

€ HuBo Ha fjOKa3aTeNCcTBEHOCT.

¢ [bpBOHayYanHa TPoHa KOMBMHVPaHa Tepanus, BKOYBAaLLa i.v./s.C. IpOC-
TaUVKNVHOBM aHaNo3w CbLo MOraT CbLLO Aa Ce B3emMaT NpefBUA Npy nawy-
EHTVN C YMEPEH PUCK, HO TEXKU HAapyLIEHUA B XeMOAVHaMuKaTa (Hanp. AMNH
220 mmHg, Cl <2.0 L/min/m2, SVI <31 mL/m2 n/vunn BCC =12 WU).

6UOHOCTM ca HeOCTaTbUYHO MpefCTaBeHN B KIVHUYHUTE NPO-
yuBaHUsA, TECTBALLM CTPATErnMTe 3a nevyeHre 1 KOMOHUpaHaTa
Tepanua npu nauneHTn ¢ bBAX. CbobpaxkeHusiTa 3a ieyeHre Ha
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nauuneHT ¢ BAX 1 KapgmonynmMoHanH1n KOMop6braHOCTM ca 06-
obuieHu B Pazoesn 6.3.4.3.

3a NayneHTU C HACHK WSIM YMePEeH PUCK Ce NpenopbyBa Mbp-
BOHayasiHa KoMbrHMpaHa Tepanua ¢ ERA n PDE5i. To3n nopgxon
e oueHeH B npoyysaHeto AMBITION, KoeTo cpaBHABa MbpPBOHA-
YanHaTta KOMOVHMpaHa Tepanua C 13nos3BaHe Ha aMbpuceHTaH
B TapreTHa fo3a 10 mg BefHbK AHEBHO 1 Taganadun B TapreTHa
f03a 40 mg BeAHBXK AHEBHO CMPAMO MbpPBOHaYasHa MOHOTepa-
nu1A C eaHO OT AABeTe niekapcTaa.'®® B AMBITION ca BKtoueHu npe-
anmHo nauyuveHtn ¢ UBAX/HPAH/DPAH nnun BAX-CTB. MbpBuu-
HaTa KpaliHa Touka e BpeMeTO A0 MbpPBO CbOUTME Ha KIIMHUYEH
Heycnex (KOMOUHaLMA OT CMbPT, XOCNKTanM3auma nopagu Bo-
weHa BAX, nporpecua Ha 3abonABaHeTO UV He3afoBONUTENEH
ObBArOCPOYEH KNMHMYEH oTroBop). PuckoeoTto oTHoweHune (HR)
3a MbpBUYHaTa KpalHa To4Ka B rpynarta ¢ KoMbrHupaHa Tepanua
cnpaAmo obepvHeHaTa rpyna ¢ moHoTtepanua e 0,50 (95% pose-
puteneH nHtepsan [Cl], 0,35-0,72; P<0,001) n nma 3HaunTeNHM
nopo6perHna B 6MWD u NT -proBNP B rpynaTa Ha mbpBoHauanHa
KoMbuHupaHa TepanuA. B kpaa Ha npoyuBaHeTo 10% OT nauu-
eHTNTe Ha MbpPBOHAYANHA KOMOVHUPaHa Tepanusa ca NnoyvHamm
B CpaBHeHVe C 14% OT nauneHTUTe, IeKyBaHW C MbpBOHAYanHa
moHoTepanus (HR 0,67; 95% Cl, 0,42-1,08).420

B npoyusaHeTo TRITON HenekysaHu O TO3/ MOMEHT Ma-
uneHT ¢ BAX ca paHpomusMpaHu Ha NbpBOHaYasHa ABONHA
KOMOMHMpPaHA Tepanus C MauuTeHTaH U Taganadpun uam Ha
NMbpBOHAYasiHa TPOHa KOMOVHUpPaHa Tepanusa C MauuTeHTaH
10 mg BeAHBX AHEBHO, Tajanadumn B TapreTHa fosa ot 40 mg
BeHbX JHEBHO U cenekcvnar ao 1600 ug o.d.*?' B TRITON ca
BKtoUeHn npegnmHo nauyneHtn ¢ MUBAX/HPAH/DPAH vnun BAX-
CTB. Ha 26 -ta ceamunua BCC e peayumpaHo ¢ 52% 1 CbOTBETHO
54% Ha $oHa Ha ABOIHa UK TPOIiHa KOMOUHMPaHa Tepanus, a
6MWD ce e ysennumn ¢ 55 m 1 cboTBeTHO 56 m. [eomeTpnuHUTE
CpefHuN CTOMHOCTU Ha cboTHoweHneTo NT-proBNP ot m3xop-
HOTO HKBO A0 ceamMuLa 26 ca bunu cboTBeTHO 0,25 1 0,26. Cne-
posatenHo TRITON He noka3Ba nonsa oT nepopasiHata TPONHa
CNpAMO nepopasnHaTta ABoViHa KOMOMHMPaHa Tepanwus, HO Mo-
TBbPXKAABA, Ye C MbpBOHaYanHaTa KOMOWHMpaHa Tepanus C
ERA/PDE5i morat fja 6bfjaT nofnyyeHn CblyecTBEHN NofobpeHmns
B XeMoAuMHaMuKaTa 1 ¢pusnuyeckns KanaymTet. Heobxoaumu ca
JOMbJIHUTENHN MPOYYBaHWA, 3a ja Ce OnpeAeny Aanv nepopan-
HaTa TpolHa KOMOVHMpaHa Tepanua BAMAe BbpXy AbAroCpoy-
HUTe pe3ynTaTu.

Bb3 ocHOBa Ha fOKa3aTencTBaTa, reHeprpaHn oT Tesun 1 Apy-
rv npoyysaHus,393422-424 nppgoHavanHara BoHa KOMGUHUPaHa
Tepanua ¢ ERA n PDES5i ce npenopbusa npy HOBOANArHOCTALIN-
paHN NauMeHTH, KOUTO Ca C HACHK UMK YMEpPEeH pUcK. MNbpaoHa-
yasiHaTa nepopasHa TpoiHa KOMOVHVIPaHa Tepanusa He ce Nperno-
pbuBa, NPeABUA CeraliHaTta ivnca Ha jokasaTesicTBa B NoAKpena
Ha Ta3u cTpaterus. Mpv NaLneHTn C BUCOK PUCK TPA6Ba Aa ce UMa
npeasua MbpBOHaYasHa TPOMHA KOMOUHMPaHa Tepanus, BKOY-
Balla i.v./s.C. aHaNor Ha MPOCTaUMKANH.*%47 Bbnpeku npusHa-
HVeTO, Ye [oKasaTesicTBaTa 3a TO3U NMOAXOA Ca OrpaHUYeHn Ao
cepuw OT Cllyyan, MMa KOHCEHCYC, Ye Tasn cTpaTerna nma Han-ro-
NAMa BEPOATHOCT 3a ycnex, ocobeHo npeasug aaHHute ot Opex-
CKMA PerncTbp, NoKasgally, Ye MbpBOHaYaHaTa TPOHa KOMOW-
HVpaHa Tepanus, BK/OYBaLLa i.v./s.C. aHaNorbT Ha MPOCTaLMKIIVH
ce CBbP3Ba C N0-A06pa AbNTOCPOYHA MPEXKUBAEMOCT, OTKONIKOTO
MOHOTEpanuATa UM TepanuaTa ¢ ABoNHa KoM6uHaLwmA.*?8 Mbp-
BOHayasiHaTa Tepanuis C TPoHa KOMOUHALMA, BKIIOUBALLA i.V./s.C.
aHanor Ha NPoCTaUuKVH, TpAGBa Ja ce MMa NpeasuAa v Npu na-
LUMEHTU C YMePEeH PUCK, NPefCTaBALM Ce C TEXKKN HapyLleHnA B
xemoauMHamukata (Hanp. AMNH =20 mmHg, Cl <2,0 L/min/m?, SVI
<31 mL/m?2 n/unn BCC =12 WU).238426

Mpenopbku

Ta6bnuua 9: Mpenopbkn 3a nbpBOHavanHa nepo-
panHa nekapcTBeHa KOMOMHUpaHa TepanuAa 3a nauywu-
eHTU C maMonaTuyHa, HacneaCcTBeHa WAN CBbp3aHa C
nekapcrBa 6enoapo6Ha aptepuanHa XxunepTtoHus 6es
CbMbTCTBALLY KapAuonyimMoHanHu 3abonaBaHua

Mpenopbkn Knac® Huso?

MpenopbyBa ce MbpBoOHaYaaHa KOMOUHVPaHa Te-

B
panus c aMbpUCeHTaH 1 Ta,qana¢mn166'420'423

MpenopbuBa ce MbpBOHayanHa KOMGUHMPaHa Te-
panua ¢ MaLuTeHTaH u Taganadun®?!430

TpabBa ga ce B3eme npeABuj HavanHa KOMOUHM- lla B
paHa Tepanua c apyrn ERAs n PDES5is303

He ce npenopbyBa HayanHa KOMGUHMPaHa Tepa-

421

B
nnuAa C MauyuUTeHTaH, Ta,qanadwln n cenekcmnar

ERA, eHpoTenuH peuenTtopeH aHTaroHncT; PDESI, nHxnbuTop Ha pocdo-
Anectepasa 5.

@ Knac Ha npernopbKuTe.
b Hueo Ha gokasaTencTeeHoCT.

[penopbkuTe 3a NbpBOHaYanHa nepopasnHa ABOVHA KOM-
6uHVpaHa Tepanusa ce ocHoBaBgaT Ha PICO Bbnpoc | (JonbnHu-
TeNIHW JaHHW, Pa3den 6.2). BbnpeKky ue KauecTBOTO Ha JoKasa-
TesICTBATa € HUCKO, MbpBOHavasHaTa nepopanHa KOMOUHMpPaHa
Tepanus ¢ ERA n PDE5i noctura BaxHu Lenu 3a nogobpssaHe
Ha cumnTomuTe (QYHKLMOHANEH KNnac), pranueckns Kanayurert,
CbpAeyHUTE GUOMapPKepU 1 HamassBaHe Ha XocnuTanmsauumTe.

6.3.4.2. PeweHus 3a1e4yeHuUe no 8peMe Ha NPocsiedAas8aHe npu na-

yueHmu 6e3 kapouonysIMOHAIHU KOMOpbudHocmu
Maunentnte ¢ BAX ce HyXJaAaT OT pedOBHO MpocfefsBaHe,
BKJ/IIOYBALLO [OKONKO TepanuATa e MOAXOoAAla 3a nauueHTa.
MauneHTNTE, KOUTO NOCTUraT HUCKOPUCKOB CTaTyC, UMAT MHOIO
no-pobpa AbArocpoUHa NPeXKMBAEMOCT B CPAaBHEHME C MaLeH-
TUTE C YMEePEHO- WM BUCOKOPUCKOB CTaTyC.292295:2% E1o 3aw0
NOCTUraHETO U NOAABPKAHETO HA HUCKOPUCKOB NPOduI e Kito-
YyoBa Lien Npu nevyeHneTo Ha naymeHTn ¢ bBAX.

HAKoNKO KNUHMYHM NpoyyYBaHMA oueHABaT 6e3onacHoOCTTa
1 edMKACHOCTTA Ha NocnefoBaTesiHaTa KOMOMHMPaHa Tepanua
npuv nauneHTn ¢ BAX. SERAPHIN BKkntouBa 742 naumeHTu c BAX,
npeaumHo ¢ MBAX/HPAH/DPAH n BAX-CTB, 63,7% oT KouTo ca
nonyyaBanum apyro nekapcteo 3a bBAX no Bpeme Ha HabrpaHeTo
UM, Haii-Bede cungeHadun.'®”’ B nogrpynarta nauueHTu, nonyu-
Balm TepanuA 3a bAX, oHeBHa fo3a oT 10 mg MauuTeHTaH Ha-
MansBa PUCKa 3a KIMHWYHO BfIOLIABaHE B CpaBHEeHNe ¢ nnalebo
(HR 0,62; 95% Cl, 0,43-0,89).'¢”

B npoyusaHe GRIPHON ce oueHaBa 6e3onacHocTTa 1 epurikac-
HOCTTa Ha cenekcunar.*'® Toga npoyusaHe BK/to4Ba 1156 naumeHTy
c BAX, noeeueTo ot kouto cblo ¢ MIBAX/HPAH/DPAH vnn ¢ BAX-
CTB, KouTO He ca 6KnM nekyBaHW UMW ca NoJlyYaBany CTaHAAPTHa
Tepanus ¢ ERA, PDE5i nnn kombrHaumsa ot aeete. Cenekcvnar B
fo3a o 1600 ug ABa MbTY AHEBHO € 61N CBBP3aH C HaMasleH PUCK
3a K/IMHNYHO B/OLLIABaHe, HE3aBMCMO OT NPUAPY»KaBaLLOTO Jieye-
Huie. Mpy nauueHT, nonyunnm KombuHnpaHa Tepanua ¢ ERA/PDESI
(n=376), pUCKBT 3a KIMHMYHO BJIOLLABaHe e 61 NO-HUCHK Npu ce-
neKcunar oTKoskoTo npu nnaue6o (HR 0,63; 95% Cl, 0,44-0,90).4

EdekTuTe Ha KOMOMHMpPaHaTa Tepanva BbPXY AbAroCpoYHaTa
npexmnsaemocT npu naymeHtn ¢ BAX octasat HeAcHU. MeTa-aHanu3
ot 2016 I. NoKasa, Ye KOMOVHVpaHaTa Tepanua (MbpBOHAYanHa u
nocnepfoBaTtesiHa) € 6una cBbp3aHa CbC 3HAYUTENHO HaMansABaHe Ha
pUCKa 3a KNMHWYHO BnowwaBaHe (penatneeH puck [RR] 0,65; 95% Cl,
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0,58-0,72; P<0,0001);**2 0611aTa cMbpTHOCT 06aye He e Hamanana (RR
0,86; 95% Cl, 0,72-1,03; P=0,09), a 3HauMTeNHa YacT OT NALUeHTUTE ca
MIManv enN130oam Ha KIIMHUYHO BNIOLIABAHE Ui Ca MOYUHaNN, Bbhpe-
K ye ca nosyyasanyi KombrHMpaHa Tepanus. OCBeH ToBa JaHHN OT
perncTpm nokasear, ue yrnotpebata Ha KOMOUHVPaHa Tepanuis ce e
ysenuuuna ot 2015 r. Hacam, HO HAMa ABHO NofobpeHye Ha obuata
npexxmBsAemocT.*28433434 Tezy naHHM ce NOAKPENST 1 OT AHO NPOYY-
BaHe, KOETO MOKa3Ba, Ye No-Masiko OT MOJSIOBMHATa OT NMaLUMEHTUTE,
noJslyyaBaLLy MbpBOHaYanHa KoMOUHVpaHa Tepanusa ¢ ERA n a PDESi,
Ca MOCTUIHANV 11 Ca OCTaHANM C HUCKOPUCKOB Mpoduin.+22

MpeskntouBaHeto oT PDES5is KbM puoumryat e nscnegsaHo
KaTo cTpaTervs 3a eckanaums Ha nedeHuerto.*?® 435 REPLACE e
PaHAOMM3MPAHO, KOHTPONIMPAHO, MPOYYBaHe C OTBOPEH MPOTO-
KOJ, KOeTO BKJII0UYBA NaLUMEeHTN Ha Tepanus, 6a3vpaHa Ha PDE5I,
kouto ca 6unmn BbB ®K no C30 Il u ca imanu 6MWD ot 165-
440 m.*° [poyyBaHETO BK/OYBA NPEAVUMHO nauneHTy ¢ IBAX/
HPAH/DPAH wnun BAX-CTB, paHgomm3vpaHu Ja npoabiikat
npuema Ha PDE5i nnun ga npemuHat ot PDE5i KbM puouuryar B
[03a o 2,5 mg Tpy mbTy AHEBHO. [IpoyyBaHeTo NocTura cBosATa
MbpBMYHA KpaliHa TOYKa, HapeyeHa ,KNMMHUYHO nopobpeHne”,
KOeTo e KOMOVHauua OoT npeABapUTENIHO OnpefeneHn nogo-
6peHna B8 6MWD, O®K no C30 u NT-proBNP Ha 24-ta cegmuua.
KnuHuyHo nopobpeHune Ha 24-Ta cegMuua € AEMOHCTPUPaAHO
npu 41% oT naumeHTUTe NpemMrnHann Ha puounryat n npu 20%
OT NaUNeHTUTe, KOUTO ca ocTaHanm Ha PDES5i (waHcos koedunym-
eHT [OR] 2,78; 95% Cl, 1,53-5,06; P=0,0007). B nonbnHeHwne, no-
Manko nauueHTV B rpynata Ha pvounryaTt ca MManu KInHUYHO
BnowasaHe (OR 0,10; 95% Cl, 0,01-0,73; P=0,0047).

Bb3 0CcHOBa Ha loKka3aTencTBaTta, 0606LieHn No-rope, morart
[la ce HanpaBAT C/iefHNTE NPENopPbKM 3a PELLEHNA 3a JleyeHne
no Bpeme Ha Npoc/ieAABaHeTo:

1. Tlpwv naumeHTn, KOUTO NOCTUrAT HUCKOPUCKOB CTaTyC C Mbp-
BOHauanHaTta cu Tepanua 3a bAX, ce npenopbyBa NpPoAbI-
>KaBaHe Ha eyeHmeTo.

2. [lpu naymeHTn, KOUTO Ca CbC YMEePEHO-HNCBK PUCK, BbNpe-
Ku ye nonyuasat Tepanua ¢ ERA/PDES5i, Tpsabsa fa ce nma
npeasua gobaBsaHe Ha ceneKkcumnar, 3a Aa ce Hamanu pUCKbT
OT KJIMHUYHO BriowasaHe. Npu Te3n naumeHTn moxe CbLyo
Za ce obmucnu npemuHasaHe ot PDES5i kbM prioyuryar.

3. [pwv naymeHTn, KOUTO Ca N3NOXKEHN HAa YMEePEHO-BNCOK N
BUCOK PUCK Ha $OHa Ha nepopasnHu Tepanun, Tpabea aa ce
B3eMe npeasug AobaBsiHe Ha i.v. eNonpoCTEHON UK iV./s.C.
TPENPOCTUHWA 1 HAacOUYBaHe 3a oLeHKa 3a LTx.309436 Ako no-

Mpenopbku

Ta6nuuya 10: MpenopbKku 3a KOMGMHMpPaHa nochne-
AoBaTe/iHa leKapCcTBeHa Tepanusa npmn nayneHTn c nau-
onaTu4Ha, HacnefACcTBeHa UM CBbp3aHa c NekapcTBa be-
noppo6Ha apTepunanHa XunepToHns

Mpenopbku Knac® Huso®

06I.I.|III npenopbKK 3a nocsiefqoBaTesiHa KOMGHHHpaHa Tepanusa

MpenopbyBa ce eckanaumaTa Ha NeyeHeTo Aa ce
6a3vpa Ha PUCKOBA OL|EHKA 1 Ha 06w cTpaTerum C
3a neueHue (BX. Ouaypa 9)

J[loKkasaTencTBa OT Npoy4YBaHUA ¢ KOMOGMHMPaHa KpaliHa To4YKa 3a-
60neBaeMoCT/CMbPTHOCT KaTo MbpPBUYHA MAPKa 3a pesynTar

[lo6aBAHeTo Ha MauuTeHTaH Kbm PDESis unm nepo-
panHU/MHXanaToOPHN aHano3n Ha MPOCTALUKIINH
ce MpenopbyBa 3a HamassABaHe Ha pycKa OT 3a6o-
ﬂeBaeMOCT/CM'prHOCT167’168’437

Mpodwvnxasa

lMpodwvnxeHue
[lobaBaAHeTOo Ha cenekcunar Kbm ERAsc w/wnn
PDES5is ce npenopbuBa 3a HamanABaHe Ha p1cka oT
3a6onesaemoct/cmbpTHOCTH 8419

[lo6aBAHETO Ha MepopaneH TPenpoCTUHWI KbM
moHoTepanua c ERA nnn PDE5i/puouuryart ce npe-
nopbyBa 3a HamassaBaHe Ha pucka oT 3abonesae-
MOCT/cMbpTHOCTH 2413415

He ce npenopbuBa go6aBAHe Ha 603eHTaH KbM
cungeHadun 3a HamanABaHe Ha prcKa oT 3abone-
BaemocT/cMbpTHOCTH?

JlokasaTencrsBa oT Npoy4yBaHuA cnpomaHa B 6MWD KaTto nbpBuYHa
MsApKa 3a pesynrar

[o6aBaHeTo Ha cungeHadun Kbm enonpocTeHos
Ce npenopbyBa 3a NofobpsBaHe Ha puanyeckns
Kanauurer>°%

[06aBAHETO Ha MHXANIATOPEH TPEMPOCTUHUI KbM
MOHOTepanua cbC cungeHadun unm 6o3eHTaH
TpabBa ga ce B3emMe npensuy C Len nogobpsasaHe
Ha duU3nyeckunsa Kanayurtet”

[lo6aBAHETO Ha puoLuryaT Kbm 603eHTaH TpAb6Ba
[la ce B3eMe NpefBuUA  Len nofobpssaHe Ha Gprsn- lla
yeckna kanayuTer>2>440

[o6aBaHeTo Ha Taganadun kbm 603eHTaH 61 Mor-
10 fia ce B3eme NpeAByA 3a NogobpsaBaHe Ha ¢pr3n-
yeckua Kanayuter>>3

[06aBAHETO Ha VMHXANaTOPEH WAOMPOCT KbM 60-
3eHTaH 61 MOrJ/IO fa ce B3eme npeaBufg 3a nogo-
6paBaHe Ha pusnueckna Kanauuret+4!”

[lo6aBaAHeTo Ha ambpuUceHTaH KbM cungeHadun 6u
MOF/IO Aa Cce B3eMe MpeABvA 3a Nogo6psABaHe Ha
duznueckmsa kanauurer*3
[lo6aBaAHeTO Ha 603eHTaH Kbm cunpeHadun 6u
MOTJIO Aa ce B3eme npeABuf 3a nopobpsisaHe Ha
dr3nyeckns KanauuTeT" '

[lo6aBaAHeTOo Ha cunpeHapun Kbm 603eHTaH 6u
MOIJ1I0 Aa ce B3eme MnpenBua 3a nogobpsasaHe Ha
Prznueckus kanayuter*44-446

Brixa mornu aa ce B3emat npefBu ApYyrv Mocineso-
BaTeSHV ABONHY UV TPOVHN KOMOMHUPAHWN Tepa-
nuv 3a nogobpsBaHe Ha u3nyeckna KanayuteT n/
nnm obnekyaBaHe Ha cumnTomuTe Ha BX

i i i i . i .-.

JokasaTencrBa oT npoy4yBaHmsa C 6e30MacHOCT Ha KomﬁuuupaHaTa
Tepanuna KaTo OCHOBHa MApPKa 3a pe3ynrtaTt

He ce npenopbyBa KOMOMHMPAHE Ha puouuryat n
PDE5i38°

6MWD, n3BbpBAHO pa3CcTOAHME B 6-UMYTHUA TecT ¢ xoaeHe; ERA, eHpo-
TEeNIMH peLenTopeH aHTaroHncT; PDESi, nHxmbuTop Ha pocdopmnectepa-
3a 5; BX, 6enoapo6Ha XMnepToHus.

@ Knac Ha npenopbKuTe.

b Hugo Ha pokasatencTeeHocT.

€ERAs n3nonssaHu B npoyusare GRIPHON ca 603eHTaH 1 ambpriceHTaH.
d MpoyusaHeTo PATENT plus n3cnesnsa kombuHauuata ot cungeHadun n
puoumryat; KOM6MHUPaHeTo obaye Ha puouuryat ¢ KoiTo v fa e PDESi
€ NPOTMBOMNOKa3aHo.

6aBAHETO Ha i.v./s.C. aHano3n Ha NPOCTALNKINH € HEeN3Mbi-
HMMO, MOXe [la ce B3eMe npeaBua fobaBaHe Ha cenekcmnar
unu npemmHaBsaHe oT PDE5i Kbm puouuryar.

6.3.4.3. benodpobHa apmepuanHa xunepmoHus ¢ Kapouonys-
MOHAJIHU KOMOp6UOHOCMU

Mpe3 nocnepgHoTo Aecetwnetve pemorpaduATa u xapakTe-

puctukmTe Ha nayueHTute ¢ MBAX ca ce npomeHmnn, ocobeHo
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B VMHAYCTpranu3npaHuTe ctpaHn.**’ B HAKONKO CbBpPEMEeHHM
perncTbpa cpefHaTa Bb3pacT Ha MauMeHTUTe, ANArHOCTULM-
paHu ¢ UBAX, e ~60 unu noseue roauHu.'1:295299.447448 Myoro
Bb3PaCTHU MaLMEHTV UMaT KapAvOnyIMOHaNHN CbNbTCTBALLN
3abonABaHMA, KOETO NpeBpbLUa B NPeAN3BUKATENCTBO pasrpa-
HMuyaBaHeTo mMexay rpyna 2 v rpyna 3 bX. Cpea naunenTute B
HanpefHana Bb3pacT, AnarHoctuumpann ¢ UbAX, ce noasuxa
[iBa OCHOBHU deHoTUNa Ha 3abonsaBaHeTo. EQANHUAT deHoTmn
(HapyyaH TyK GeHOTUM Ha IABOTO CbpLie) Ce CbCTOM OT NauneH-
TV B HanpefHana Bb3pacT, MPefNMHO XeHW, C PUCKOBY dpakTopu
3a HFpEF (Hanp. xunepToHua, 3aTnbCcTABaHe, AnabeT nnm Kopo-
HapHa 6onecT Ha CbpLETO), HO MpefKanuIApPHa, a He MocTKa-
nunapHa bX;#4%40 ~30 % oT Te3mn naumeHTV MMaT aHaMHe3a 3a
npescbpaHo MbxaeHe.'®! Npyruar ¢eHotun (HapeyeH Kapaw-
onynMoHaneH ¢eHoTuUM) ce CbCToM OT NaLUMEHTN B HanpeaHana
Bb3pacT, NpeaAnMHO MbXe, KoUTo nmat H1Ucbk DLCO (<45% ot
NpOorHo3rpaHaTa CTOMHOCT), YeCTO Ca XMMOKCEMUYHY, UMaAT AbA-
roroguwHa aHamHe3a 3a TIOTIOHOMYLIEeHe 1 MaT PUCKOBU dak-
Topu 3a LHD.77 78161451 B kbcTepeH aHanu3 Ha 841 Hosoauar-
HocTuumpann nauyneHtn ¢ UBAX B pernctbpa COMPERA, 12,6%
ca manu Knacmyecku GeHoTMN Ha Mnaau, NauneHTn, NpeanMHO
XeHu, 6e3 KapAnonynMoHanHu KomopbugHocTy, 35,8% ca ¢ naB
cbpaeueH deHoTun, a 51,6% ¢ KapavonynmoHaneH deHotun.'®!

HAama ocHoBaHW Ha foKasaTencTBa Npasua 3a onpepensaHe
Ha ¢peHoTuna Ha naymenTa. MNpoyusaHeTto AMBITION n3non3ea
HafIMYMeTO Ha NoBeYe OT TpY puckosu pakTopa 3a LHD 3aegHo ¢
onpepaeneHy XeMoaNHaMUUYHM KPUTEPUN 3a U3KJTIOYBaHE Ha na-
LMEHTM OT MbPBUYHUA aHanu3.'% CnomeHaTusT no-rope aHanms
ot COMPERA o6aue ycTaHOBWU, Ye HaNM4mMeTo Ha eAUHNYEH PUC-
KOB pakTop MOXe Aa npomerun dpeHotuna.'®! [lokato ce ouaksar
OOMbJIHUTENHN AaHHW, 3a onpefesniAHe Ha GeHoTMNa Ha NnauneH-
Ta TpA6Ba Aa ce M3MoN3Ba LANOCTHUAT My Npodun.

B cpaBHeHMe C nauyeHTHTe 6€3 KapAronyIMOHaNHN KOMOpP-
6UAHOCTY, NALUNEHTUTE C KAPANOMYNIMOHANTHN KOMOPOUAHOCTM
oTroBapaT no-cnabo Ha nekapcTteata 3a bAX, no-BepoATHo e
[a cnpat TepanuATa nopaan HeeprkKacHOCT UK NoLa NOHOCK-
MOCT, MO-Masnko BEPOATHO € Aa JOCTUIHAT HNCKOPUCKOB CTaTyC
M MMaT MO-BMCOKa CMbPTHOCT. [JoKaTo Bb3pacToBO ajantmpa-
HaTa CMbBPTHOCT MpPUW NauMeHTN C NAB CbpAeyeH GeHoTMN m3-
rnexnaa nofo6Ha Ha Ta3u Npwu NaumneHTn ¢ Knacmyecka bAX, na-
LUMeHTUTe C KapAanonynmoHaneH peHotun n HUCbK DLCO nmat
0CcOBEHO BMCOKA CMbPTHOCT.”778/161:450:451

Tbll KaTo NauueHTUTe C KapAUOnyIMOHaHN KOMOPOUAHO-
CTW He ca NpefCTaBeHN AOCTaTbYHO UMK Ca N3KJIOYEHW OT Npo-
yuBaHusTa 3a BAX, He moraT ia 6bAaT HanpaBeHN NPENopPbKY 3a
neyeHrie, OCHOBAaBALLM Ce Ha floKa3aTescTBa 3a Ta3un nonynauma
nauveHTW. [laHHN OT PerncTpu nokaseart, Ye NMoBeyeTo neKkapu
nsnonseat PDE5is KaTo ocHOBHa Tepanua nNpu Te3mn naunueHTn.
MoHAKora ce M3non3BaT eHAOTeNIMH-PeLenTOPHN aHTaroOHNUCTY
unn komburHaumm PDE5I/ERA, HO yecToTaTa Ha NpeKbCcBaHe Ha
NneyeHNeTo e No-BMCOKa, OTKOJSIKOTO NPU MauMeHTH C Knacuye-
cka BAX.447450 Cy6aHanus ot npoyusaHeto AMBITION, Konto
oueHABa OTroBopa KbMm TepanuATa 3a BAX npu 105 nauyuneHTwy,
KOWTO ca 61nm M3KNIoYEeHN OT MbPBUYHUA aHanu3 nopaau nAas
cbpAeyeH GeHOTMN, YCTaHOBU, Ye Te3n MauMeHTW, CPaBHEHU
C NauMeHTUTe B MbPBUYHMA aHaNM3, ca MManu no-cnabo Knu-
HWYHO NofobpeHmne 1 Mo-BUCOKA BEPOATHOCT 3a MpeKbCBaHe
Ha neyeHneTo nopaay 6e30MacHOCT U NMOHOCMMOCT KaKTO Mpu
MOHOTEpanus, Taka 1 NMpu MbpBOHaYasHa KOMOVHMpPaHa Tepa-
nna.449 [laHHuTte ot pernctbpa ASPIRE nokasaxa, ye naumneHTu-
Te ¢ MBAX 1 KapgnonynmoHaneH GpeHoTHn ca MMann No-mManko
nofobpeHne BbB Ppusmyeckma kanauntet u PROMs B cpaBHeHMe
C naumeHTuTe ¢ Knacmyecka MBAX. 41

Mpw nauneHTn c NAB cbppaeyeH GeHoTun TepanuaTta c ERA e
CBbp3aHa C MOBMULIEH PUCK OT 3afpbxKa Ha TeuHocTn.** OcseH
TOBa, NPV NALMEHTN C KapAnonynMoHaneH GeHoTMN TepanuATa
3a BAX moxe Aa npuunHK cnap Ha nepudepHaTa KMCIOPOAHa
catypauma.*? ima masnko ny6nvKyBaHU AaHHU OTHOCHO YymMo-
TpebaTa Ha NPOCTaLMKIIMHOBU aHaN03m UM NPOCTALUKINHOBY
PeLenTOPHY aroHNCTY NMPU Tasy Nonynauyus nayneHTn.*>3

JluncaTta Ha conupHu JoKasaTencTBa 3a JieyeHMeTo Ha na-
LUMeHTN B HanpefHana Bb3pacT ¢ BAX n KapanonynmoHanHu
KOMOPOUAHOCTU MpaBu TPYAHO AaBaHETO Ha MPeropbku 3a
neyeHne n nauneHTuTe Tpabea fa 6bAaT CbOTBETHO KOHCYNTU-
paHwu. Mpwn nunca Ha AoKa3aTencTBa, Kacaelwm TepaneBTUYHM-
Te CTpaTervv npu Te3un naumeHTun, cTpatudrkaumaTa Ha pucka
MMa orpaHuMyeHa nonsa 3a rnogromMaraHe Ha TepaneBTUYHUTE
peweHunA. MNpu noBeyeTo OT Te3M MaUMEHTU ce NpenopbyBa
MbpBOHayasHa MoHoTepanua (BMXKTe [OMbAHWUTENHU AaHHW,
Tabnuya S3), kato PDE5i ca Hal-luMPOKO M3MON3BaHW MO JaHHK
oT pernctpw.'®! Mo-HaTaTblHKTE pelleHns, Kacaewm Tepanus-
Ta, TpAGBa fja ce B3eMaT Ha VHAVBUAYaNHa OCHOBA B CbTPYAHW-
4ecTBO C LleHTbpa no bX 1 nekysalyute nekapwu.

JleyebHMAT anropnTbM NpK NaumeHTy ¢ BAX e nokasaH BbB
Queypa 9 v NnpuppyxaBawmna pasgen, onucealy anropnTbma 3a
neyeHwe.

MpenopbKu

Ta6nuua 11: MpenopbKn 3a neyeHne Ha HeBasope-
AKTMBHU NauVeHTU C MANOMNATNYHA, HacNeACTBeHa unu
CBbp3aHa C iekapcTBa 6enogpo6Ha apTepuanHa xunep-
TOHMA, KOUTO MMaT KapAuoNny/iMOHANIHM NpUApYy»KaBa-
wu 3abonsaBaHuA?

MpenopbKu Knac® Huneo®
Mpenopbku 3a HauanHa Tepanns

Mpwn nauneHt c UBAX/HPAH/DPAH n kapguonyn-
MOHaNHN KOMOpOUAHOCTN TPAGBa fa ce obmucnn Ila C
nbpBOHavyanHa moHoTepanua ¢ PDE5Si nnu ERA

HpenopbKu 3a pelieHnA 3a neYyeHne No BpemMme Ha npocneansBaHe

Mpwn nayneHtn ¢ UIBAX/HPAH/DPAH c kapanonyn-

MOHaNHN KOMOPOUAHOCTU C YMEPeH WAn BUCOK

PUCK 3a CMBPT Ha GpoHa Ha MoHoTepanusa ¢ PDESI b C
nnun ERA, moxe fa ce B3eme npeaBug AOMbAHUTEN-

Ho neyeHme 3a BAX Ha UHAMBKAYanHa OCHOBA

DPAH, 6enoapo6Ha apTepuanHa XunepToHus, CBbp3aHa C JIeKapCTBa;
ERA, eHpoTenuH peuentopeH aHtaronuct; HPAH, HacneacTBeHa 6eno-
npobHa apTtepuianHa xuneptonus; UBAX, nanonatnyHa 6enopgpobHa
apTepuanHa xuneptoHus; BAX, 6enogpobHa apTepuranHa XunepToHus;
PDES5i, uHxnbutop Ha pocpoavectepasa 5.

@ CbppaeuHo-6enonpo6HM KOMOP6MAHOCTY Ce cpewaT NPeaMMHO npu
nauMeHTV B HampejHana Bb3pacT 1 BKIOYBAT PUCKOBU pakTopy 3a
HFpEF kaTto 3atnbcTaABaHe, fuabeT, KOpoHapHa 6onecT Ha CbpueTo,
aHaMHe3a 3a X1nepToHuA n/vnu HUCcbk DLCO.

b Knac Ha npenopbKuTe.

€ HuBO Ha jOKa3aTeNCTBEHOCT.

6.3.5. JlekapcTBeHU B3auMOgeNCcTBUA

Cpen nekapctBaTa 3a BAX KAMHMYHO 3HAUMMKU dapMaKoKM-
HeTMYHW B3aMMOAeNCTBMA ce HabnofaBaT Mmexay 603eHTaH n
cungeHadpun (HamaneHa niasmMeHa KOHLUEHTPaUMUA Ha cungeHa-
éunn3®), 603eHTaH 1 XOPMOHaNHN KOHTPALEenTVBY (HamaneHa
edUKaACHOCT Ha KoHTpauenuuaTa®®') n 603eHTaH 1 aHTaroHUCTA
Ha ButamuH K (VKAs) (noTeHumanHa HeobXxoamMMocCT OT Kope-
KuuA Ha ao3ata Ha VKA386), lonbnHutenHn GapmakoKMHETUYHY
B3aMMOAENCTBUA C MOTEHLUMNANHO KIWHWUYHO 3HAYeHune ca us-
6poeHn B [lonbAHUTENHN AaHHW, Tabiuya S4.
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6.3.6. lHTepBeHUMOHanHa Tepanusa

6.3.6.1. banoHHa hpedcvpOHa cenmocmomus u Potts weHmM
BanoHHaTta npeacbpaHa centoctomus, 4455 ypes cb3paBaHe Ha
MEXAYNPeaCcbpPAeH WbHT, 1 Potts wbHT,*6-4° ypes cebp3BaHe
Ha nsBaTa 6enoapobHa apTepurs 1 HU3XOAsLATA aopTa, MMAT
33 LUesi AEKOMMPECUs Ha ASICHOTO CbPLE 1 YBEIMYABAHE Ha CUC-
TEMHUS KDBBOTOK, KaTo MO TO31 HAYMH NOJo6PSBaAT CUCTEMHNS
KUC/IOPOAEH TPAHCMOPT BbMPEKN apTepuasiHata KUciaopogHa
pecatypauus. Tbil KaTo Te3n NpoLesypy ca CJIOKHU 1 CBbP3aHu
C BUICOK PUCK, BKJIIOUMTENTHO 3HAUUTEIHA CMBbPTHOCT, CBbpP3aHa
c npoueayparta, Te pAAKo ce N3BbpLUBaT Npu nauneHTn ¢ BAX n
MorarT a ce OGMUCIIAT CamMo B LIEHTPOBE C OMUT B T€3Y TEXHUKM.

6.3.6.2. benodpobHa apmepuanHa deHepsayus

MoTmBuTe 3a M3BbpLIBaHe Ha AeHepBauuA Ha H6enogpobHaTa
aptepusa (PADN) ce ocHOBaBaT Ha NOBULLIEHNA CUMMATUKOB TO-
HyC, xapaKkTepusmpaly bAX, KONTO e cBbp3aH C nowa NporHo-
3a.460461 Bpnpeku ye MPMHOCHT Ha TO3M MEXaHK3bM 3a pas3suTue
Ha BAX He e HaMb/IHO M3yYeH, TOWN Ce CBbP3Ba C Ba3OKOHCTPU-
KuMA 1 CbAOBO pemofenvpaHe upes bapopednekc, megunpaH
OT peLenTopm 3a pa3TaraHe, pa3nonioxeHun B brdypkaumaTa Ha
6enoapobHuTe apTepun.*62493 MpunaraHeTo Ha paMoYecToTHa
eHeprua Bbpxy TAX nogobpasa HenocpefCcTBEHO U XPOHUYHO
XemoAMHaMUYHNUTE MpOoMeHNMBI.*%* Bbnpekn ToBa, Bce oule
MMa HeAoCTaTbUHO AOKa3aTencTBa OT MHoroueHTposu PKII,
nemoHcTpupaly nonsat ot PADN npu nayneHTn, KouTo Beue
nonyyaBaT npenopbyaHaTa MeAnKaMeHTO3Ha TepanudA. Man-
KO MHOrOLIeHTPOBO MpOyYBaHe M3cneABa NPUIOKUMOCTTa Ha
PADN c nmomolyta Ha UHTpaBacKynapeH ynTpa3ByKOB KaTeTbp
npv NauueHTn, noslyyasalyyn [BOVHA WUAM TPOVHa Tepanua 3a
BAX;*% npouepypaTa e 6e30nacHa 1 cBbp3aHa C HamanABaHe Ha
BbCC n yBennyaBaHe Ha 6MWD 1 exegHeBHaTa akTUBHOCT. Bb-
npeKkun Yye e noTeHumnanHo obelyasaly, Ha To3u etan PADN TpAa6-
Ba [la Ce cUMTa 3a eKCriepuUMeHTasneH.

6.3.7. HanpepHana gecHoKkamepHa HefOCTaTb4YHOCT

6.3.7.1.  JleyeHue 8 UHMeEH3UBHO omadenieHue
MaymeHTUTe C BX MOXe Aa MMaT HyX[a OT MHTEH3UBHO JieyeHre
3a pgAacHa CH, komopbupgHocTy (BKNIOUMTENHO ronAMa Xmpyp-
rma) unu v geete. PUCKBT OT CMbPTHOCT NpW TakmBa NauueHTn
e BICoK*®54%7 11, KoraTto e Bb3MOXKHO, B JleueHneTo TpsbBea fa ce
BK/OYBAT Creuvanv3vpaHn LeHTpoBe. B fonbiHeHe KbM OC-
HOBHUTE CTaHAAPTV 3a UHTeH3MBHO oTtreneHmne (MO), npu Tesn
nauneHTn TpAbea Aa 6bAe BHMMATENHO MOHUTOPUPaHa QyHK-
umATta Ha [K . HecneunduuHnTe KNMHUYHM NpU3HaLUM Ha AACHA
CH c HACBK CbpfeyeH febuT BKtouBaT bnefa Koxa ¢ nepudepHa
LMaHo3a, XUMOTOHWA, TaXMKapANA, HAManeHo oTAenAHe Ha ypu-
Ha 1 HapacTBalyM HBa Ha nakTaTa. HeMHBa3VBHUAT MOHUTOPUHT
TpA6sa fa BKtouBa 6rmomapkeput (NT-proBNP 1 TponoHWH) 1 exo-
Kapguorpadua. MUHUMaNHUAT MHBa3VMBEH MOHUTOPUHF Ce CbC-
TOW OT LieHTpasneH BEHO3eH KaTeTbp B roOpHaTa YacT Ha TANOTO 3a
M3MepBaHe Ha LieHTPaIHOTO BEHO3HO HanAraHe v LeHTpasnHata
BEHO3Ha caTypauusa Ha KUCSIOPOAa, KaTo MnocsiefjHaTa oTpas3ABa
CO. lacHaTa cbpaeyHa KaTeTepusauma unv agpyru Gopmm Ha xe-
MOAVHaMUNYHa OLleHKa TpA6Ba fa ce MMaT NpeAByA NPy nauueH-
TV C HanpegHana asicHa CH uny B KOMMIEKCHU cnTyaummn. 468
JNleyeHuneto npu gacHa CH Tpsab6ea fa ce dokycrpa BbPXY
obpaTmu Tpurepun Kato UHGEKUMA, apUTMNA, aHeMUA 1 JPYrI
KoMop6ugHocT. banaHCbT Ha TEYHOCTUTE € OT U3KMYUTENHA
BaXXHOCT MPU Te31 NauneHTH, MOBeYeTO OT KOUTO Ce HYXAAAT OT
oTpuuaTeneH 6anaHc Ha TeUHOCTU 3a HamanABaHe Ha 1K npepaHa-
ToBapBaHe, NOA06PABaKYM MO TO3U HAUVH reoMeTpurATa U QyHK-

uusaTa Ha [K.%%8 NauneHTnTe ¢ HUCHK CO MOXKe Aa MMaT nonsa ot
NleYeHNeTo C MHoTponw; AOOYTaMUH U MUPUHOH Ca Hall-4ecTo
M3Non3BaHNTe CbefiHeHUA B Te3n cuTyauuu. MoagbpkaHeTo
Ha CpefHO CMCTEMHO apTepuanHo HanAaraHe >60 mmHg e Knto-
yoBa Len npwu fieyeHune Ha gsacHa CH, a naumneHTnTE C NepcncTu-
palla XMNOTOHMA MOXe Aa MMAaT HyXJa OT Ba3onpecopu KaTto
HopenuHedpuH unu BazonpecrH. MHTybaumnaTa n MHBa3MBHaTa
MeXaHW4YHa BeHTunaumaA TpAabea aa ce n3bAreaT Npu NauneHTn
C HanpepHana [K HefoCTaTbYyHOCT BUHArN KOraTo € Bb3MOXHO
nopaau BUCOK PUCK OT NMO-HaTaTbLUHO XeMOANHAMUYHO BJiOLWa-
BaHe 1 CMbpT. JlekapcTBaTa 3a 6enogpobHa apTepuranHa xunep-
TOHUA TpAGBa Aa ce B3emaT NPUABUL UHAMBUAYASHO, KaTo ce
OTuYMTa OCHOBHOTO 3a60/15iBaHe, CbMbTCTBALLUTE 3a60N1ABAHNA U
npuemaHunTe nekapctaa. lMpu nauneHTy C HoBoaMarHoCTULMpa-
Ha BAX c HucbK CO TpabBa fa ce B3eme NpeaBua KOMOUHUPaHa
Tepanuis, BKNOYBALLA i.V./s.C. NPOCTALMKIIMHOBU aHano3un.*26

6.3.7.2. MexaHuyHa yupKynamopHa nookpena

B cneumanun3upaHnTe LEHTPOBE Ca HaJIMYHU Pa3nnMyHn dopmu
Ha MexaHM4Ha LuMpKynaTopHa NoagKkpena 3a neyveHve Ha [K He-
[JOCTAaTbYHOCT, KaTo BEHO-apTepuanHaTa eKcTpakoprnopasnHa
MembpaHHa okcureHauma (EKMO) e Han-lIMpPoKo N3non3BaHNAaT
noaxofd. MexaHnyHaTa LUMpKynaTopHa nofKpena ce e NpeBbp-
Hana B YTBbPAEH MOCT KbM TPaHCMAaHTaUMA Npu nauneHTn
C HeobpaTtma gacHa CH, Ho MoHAKora ce 13nos3Ba Kato MOCT
KbM Bb3CTaHOBABaHe NpU NauveHT! C NeYriMn NPUYNHA 1 Mo-
TeHumanHo obpatuma K HegocTaTbuHOCT.*® He morat ga ce
HanpaBAT 06LM NPENOPbBKU WO ce OTHACcA A0 MHAMKaUMWTe 3a
MexaHUYHa LMpKynaTopHa noakpena, KoAto Tpabsa aa 6bae
WHAVBUAYaNM3npaHa, Kato ce B3emaT npefsua Gpakropute oT
CTpaHa Ha NayueHTa u mectHuTe pecypcn.62470 NbnrocpouHara
MexaHUYHa NoAAPBbXKKa, aHaNorMyHa Ha yCTpocTBaTa 3a NeBo-
KamepHo acuctupaHe (LVADs), Bce olle He e HannyHa 3a nauuneH-
" ¢ BX 1 TepmuHanHa gacHa CH.

MpenopbKku
Ta6bnuuya 12: MpenopbKu 3a MHTEH3MBHO JleYeHNe Ha
6enogpo6Ha apTepuanHa XunepToHua

Mpenopbkn Knac? Hueo®

lpn neyeHne Ha MNaUMEHTV NaUMEHTW C AACHA
CH B /O ce npenopbyBa Aa ce BKOYaT iekapu
C ONUT, Aa ce NeKyBaT NPUUYNHHUTE daKkTopu 1 Aa
ce M3MNon3BaT NoAAbPXKALN MEPKM, BKIIOYNTENHO
MHOTPONY 1 Ba3onpecopw, 6anaHc Ha TeYHOCTUTE
M NOAXOAALM NekapcTBa 3a BAX

MexaHnuyHaTa LUMpKynaTopHa nogkpena Moxe fa

6bae onuua 3a n3bpaHy NaLNeHTN KaTo MOCT KbM

TpaHCnIaHTaumua UM Bb3CTaHOBABaHe U TpA6GBa lla C
[la ce B3eme npeasug MexaybonHuueH TpaHcdep,

aKO TaKMBa Pecypcy He ca HalMyHY Ha MACTO

CH, cbppeyHa HegocTaTbyHOCT; MO, UHTeH3uBHO oTaeneHue; BAX, be-
noapo6bHa apTepurasiHa XUnepToHus.

@ Knac Ha npernopbKuTe.
b Hueo Ha gokasatencTeeHoCT.

6.3.8. TpaHcnnaHTauusa Ha 6an apo6 n cbpue-6an
Apob6

Benoppo6HaTta TpaHCMNaHTaLMA ocTaBa BaXHa TepaneBTnYHa

Bb3MOXKHOCT 3a nauneHTn ¢ BAX, pedpaktepHy Ha oNTUMK3 K-

paHa mefgnkameHTo3Ha Tepanus. [Mpn nauneHTn ¢ BAX Hacou-

BaHETO KbM LeHTbp 3a LTx TpabBa ga ce obmucna ceoespe-

MeHHo (Tabnuya 20):
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Ta6nuua 20: Kputepun 3a 6enogpobHa TpaHCnNaH-
Taums 1 BKAIOYBaHe B ICTaTa Ha YaKalyuTe Npy NauyueHTn ¢
6enoapo6Ha apTepuasiHa XUNepToHNA

HacouBaHe

MoTeHUManHo NoAXoAALM NaLMeHTH, 3a kouTo LTx 61 morna fa 6bae Ba-
pYaHT B C/lyyYall Ha HeyCrex Ha JIeYeHNeTo

EK[/EP[] ymepeHO-BNCOK N BUCOK PUCK, UK puckos ckop REVEAL >7
BbNPeKN afleKBaTHOTO fleyeHune 3a BAX

Mporpecupalyo 3abonsBaHe MAM CKOPOLIHA XOCNWUTanM3auua nopaau
BrowaBaHe Ha BAX

Heo6XxoanMoCT OT i.v. Unu s.c. Tepanus C NPOCTaUUKIVH
M3BecTHW unm npegnonaraemm BUCOKOPUCKOBK BapuaHTK, kato PVOD

unn PCH, cncteMHa ckieposa uivi rofiemm 1 Nporpecmpaliy aHeBpusmm
Ha 6enoppobHata aptepus

Mpr3Haun Ha BTOpUYHa YepHOAPOOHa Mnn 6bOpeyHa ANCHYHKLMS,
AbnKawa ce Ha BAX wunu gpyrn noTeHUManHo XnBOTO-3acTpallasalyn
YCNOXXHEHVA KaTo NoBTapsLLa ce XeMonTun3sa

BknioyaHe B nucrata
MauneHTHT e HaNbJIHO OLleHEH U NOATrOTBEH 3a TpaHcnNnaHTaunAa

Bucok puck no EKZI/EPA unn REVEAL puckos ckop >10 npu noaxoAaaLLo eve-
Hre Ha BAX, 06MKHOBEHO BK/HOUBALLO i.V. MK S.C. NPOCTALMKIVHOBY aHano3n

MporpecuBHa xmnokcemus, ocobeHo npu nauneHtn ¢ PVYOD unm PCH
Mporpecupalya, HO He TepMUHANHa YepHOAPOOHa Uy 6bbpeyHa anc-
byHKumMA, nopagun BAX; u1BoTo3acTpallaBalla XeMonTusa

EP/1, EBponeticko pecnvpatopHo apyxectso; EK/], EBponelicko KapanonornyHo
DPY>KECTBO; i.v., NHTPaBeHO3HO; LTx, 6enogpobHa TpaHcnnaHTaums; BAX, 6eno-
ApobHa apTepuanHa xuneptonuns; PCH, 6enogpobHa KanunapHa xemaHrnoma-
T033; PVOD, 6enoapo6bHa BeHO-0KITy3MBHa 60NECT; S.C., NOAKOXKHO.

(1) npy HeapgeKkBaTeH OTFOBOP KbM JIeYUEHNETO BBMPEKM ONTU-
MU3MpaHaTa KOMOUHVpaHa Tepanus; (2) Npu ymepeH-BUCOK 1N
BMCOK PUCK 3a CMBbPT (T.e. 1-rogmwHa cMbpTHOCT >10%, Korato
ce oueHsABa C YTBbPAEHU UHCTPYMEHTM 3a cTpaTudmKauma Ha
pucka)*! (8. Pazdesn 6.2.7), KOMTO HafIBMLLIABA CeraliHaTa CMbpT-
HocT cnep LTx;#72 (3) koraTo naumeHTbT MaT BapuaHT Ha 3abons-
BaHeTO, KOWTO ce NoB/MABa c/labo OT MeJMKaMeHTO3Ha Tepanus,
kato PVOD vnu PCH.

Mpy BAX ca n3BbpLIBaHM KAaKTO TPaHCMIAaHTaLMKN CbpLe-6an
P06, Taka 1 ABoWHa LTx. MoHacToALem NoBeveTo naunmeHT no-
nyyaBaT ABOMHA LTx, pokaTo KOMOMHMpaHaTa TpaHCniaHTaums
cbpue-6an 4pob e 3anaseHa 3a NauMeHT!, KOMTO UMAT AOMbIHU-
TEJHUN HEKOPUrMpyeMu CbpaeuHm 3abonsasanuns.*’3 C sbBexaaHe-
TO Ha CKOp 3a anokauus Ha 6enua gpob (LAS), cMbpTHOCTTa B CNn-
CbKa Ha YaKaluTe e Hamansna, a WaHCoBeTe 3a MoJlyyaBaHe Ha
LOHOPCKYM OpraH ca ce yBennumnn.4’# B HAKoM CTpaHy naumeHTm

Mpenopbku
Ta6nuua 13: TMpenopbku 3a 6enoapobHa TpaHCNNaHTaLuA

Mpenopbkn Knac®  Hueo”

MpenopbuBa ce NOTeHUMANHO NOAXOAALMN KaHAN-
AaTn Aa 6bAaT HacoueHu 3a oLeHKa 3a LTx, korato
MMaT HeajeKkBaTeH OTroBOP KbM MepopasHaTta I C
KOMOMHMPaHa Tepanus, OLEHEHO Ype3 YMepeHo-
BMCOK /N BUCOK PUCK M puckos ckop REVEAL >7

MpenopbuBa ce fa 6bAaT BKNOYEHM B IMCTaTa 3a

LTx naumeHTH, KOUTO Ca C BUCOK PUCK 3a CMbPT 1NN

¢ puckoB ckop REVEAL =10, Bbnpeku onTuMmum3mpa- | C
Ha MefMKameHTO3Ha Tepanua, BKoYBaLla s.C. Unn

i.v. IpoCTaUMKNNHOBM aHano3un

i.v., BEHO3HO; LTX, 6enogpobHa TpaHCnnaHTaums; s.c., MOAKOXHO.

@ Knac Ha npenopbKuTe.
b HuBo Ha fokasatencTaeHoCT.

c Texkka bX moxe ga nonyuvat ,m3knounteneH LAS” . Hakon apyru
CTpaHu, KoUTO He mn3non3sat LAS, ca BbBeNM ycnewHo nporpamm
C BMCOK MPYIOPUTET 3a Te3un naumeHT.*’> MNMaymneHTsT 1 HerosuTe
6nu3KM TpAGBa Aa 6bAAT U3LUANO aHTaXKMPAHU B NPOoLeca Ha OLeH-
Ka 3a TpaHCMaHTauua 1 fa 6baaT MHPOPMUPAHK 3a PUCKOBETE
1 MoN3nUTe, a OKOHYATENHOTO pelleHve TpabBa fa 6bae B3eTo
CbBMECTHO OT NaLuneHTa 1 MeaULMHCKNA eknn (BX. Pasodes 6.3.1.8).
3a naumeHTn ¢ BAX, KOUTO NPEXMBEAT PaHHUA MNOCTTPaHCMIaH-
TaLMOHEH Nepurof, AbArocpoyHnTE pesynTtati ca fobpu. Mpoyu-
BaHe YCTaHOBW, Ye 3a NauMeHTN C MbPBUYHA TPaHCMIaHTauua no
nosop MIABX, konto ca ouenenun Jo Kpaa Ha MbpBaTta roanHa, ou-
aKBaHaTa cpefiHa npexmsaemocT e 6una 10,0 roauHn. 46

6.3.9. Anroputbm Ha neyeHune, 6asnpaH Ha
AOKa3aTesicTBa

Anropntbm 3a neyeHne Ha nauyneHtn ¢ MIBAX/HPAH/DPAH nnn
BAX-CTB e npepctaBeH Ha Queypa 9. [lokasaTtenctsaTa B nog-
Kperna Ha TO31 afiropuTbM ca NOoJlyYeHN OCHOBHO NpW NayueH-
™ ¢ UIBAX/HPAH/DPAH nnn BAX-CTB 6e3 KapanonynmoHanHu
Komopb6ugHoctu. Maumentn ¢ BAX, cBbp3aHa ¢ HIV-uHpekums,
PoPH n BAX, cBbp3aHa ¢ BpoAeHO CbpheyHo 3abonaBaHe, He ca
BKJIOUYEHU NN Ca HEJOCTAaTbYHO NPeLCTaBEHN B MOBEYETO NPO-
yuBaHMA 3a nledeHne Ha bAX. Npenopbkute 3a neyeHne Ha Te3n
nauneHTn ca nageHn B Pasoen 7.

6.3.10. [lnarHocTyKa N ie4yeHune Ha ycoXKHeHnA
Ha 6enofgpo6Ha apTepnanHa XunepToHnA

6.3.10.1. Apummuu

Han-yecTtnte BUOOBe aputMun, HabnogasaHu npv bAX, ca Hagka-
MEPHMW, IMaBHO NPeACHPAHO MbXKAEHE 1 NPeACbPAHO TPenTeHe,
[OKaTO YyecToTaTa Ha KaMepHUTe aputMumn 1 bpaguaputMmmmTe
€ 3HauUNTeNTHO No-HUCKa.*7~%° Tpabea fa ce OTOenexu, e Bb3-
pacTTa e He3aBNCUM PUCKOB GaKTOpP 3a NPefCbPAHM apuTMun. B
NPOCMNEeKTUBHM NPOYyYBaHUA YecToTaTa Ha NPeACbPAHUTE apuT-
MUK e 6una 3-25% 3a nepuog Ha HabnaeHWe oT 5 roAnHU B Ko-
XOPTK, BKIIOYBALLY NPEAVMHO NauyeHTy ¢ UBAX.479-481

Mpun nunca Ha cneunduyHn pokasatenctea 3a bAX, neue-
HMeTO C aHTUKoarynaHTu npu nauveHTn ¢ BAX n npegcbpaHa
apuTMuA TpA6Ba Aa cnefBa NPENopPbKUTE 3a NaLEeHTU C ApYrU
CcbpaeyHm 3abonssaHua.*’’

MaumeHTuTe ¢ BAX ca 0co6eHo YyBCTBUTENTHN Ha XeMOLMHa-
MUWYHUA CTPEC MO BpemMe Ha NPeacbpLHN apuTMnK, ObiKaly ce
Ha TaxunKkapauATa v 3arybata Ha CUHXPOH MeXAy NPeAacbpana n
Kamepw. Mogabp»KaHETO Ha CMHYCOB PUTHM € Ba)KHa Lien Ha ne-
YeHVeTo Npu Te3un nayneHT. HoBonosBmuAUTe ce apUTMUN Yec-
TO BOAAT A0 K/VHMYHO BOLIABAHE N Ca CBBbP3aHM C NMoBULLEHA
cMbpTHOCT.*8! OBCepBaLMOHHM MPOYYBaHKA MOKasBaT, ye ca
BbH3MOXHW Pa3fIMyHM CTPATErMM 3a KOHTPOM Ha PUTBMA, BKIIHO-
ynTenHo GapMaKoNornyHa KapanoBepcua C aHTUAPUTMUYHN Ne-
KapCTBa, enekTpryecka KapAanoBepCua U MHBa3MBHW NpoLeaypu
3a KaTeTbpHa abnaumsa. C uen nocTuraHe Unm 3agbprKaHe Ha CTa-
6uneH crHycoB puUTbM TpAGBa Aa ce obMUCIN NpodUnaKTmKa C
AHTVAPUTMUYHY NTeKapcTBa 6e3 oTpuuaTeneH MHOTPOMNEH edekT,
KaTo nepopasieH aMrModapoH, BbMPEKN Ye MNCcBaT cneunduyHm
ZaHHN OTHOCHO TAXHaTa edurKacHOCT. Hucka fosa 6eTta-6nokep
W/VInn GUroKCMH MoraT fia ce 13Mon3BaT Npu n3bpaHn NaumeHTn.

KaTeTbpHaTa abnauus e npeanoynTaHuAT NOAXOA 3a leYeHne
Ha NpeACcbPAHO TPENTeHe U HAKOW APYr1 NpeACbPAHN TaxuKap-
AUn, BbMpeKX Ye npu nauneHtn ¢ BAX 14 yecTo e no-TpyaHa ot
TeXHMYeCcKa rnefHa ToUYKa, OTKOIKOTO MpW NMaLuMeHTN CbC CTPYK-
TYPHO HOpPMasiHa fAACHa CbphedHa Kamepa.*®? BesonacHocTTa
N edpMKaCHOCTTa Ha TEXHUKUTE 3a abrnaumsa npu nNpeacbpaHO
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MbXKIEeHe, KOHKPETHO B monysaumsaTa ¢ BAX, ca HecurypHu u e
Bb3MOXKHO MOPaan PEMOAENMPAHETO HA ASCHOTO Mpeacbpaue
TpUrepw, KOMTO He Ce CBbP3aHu ¢ 6enoapPOGHNTE BEHW, A UTPAsT
No-BakHa POsIsi, OTKOJIKOTO NMpw NauyeHTy 6e3 BAX.483

6.3.10.2. Xemonmusa

XemMonTr3a, Bapupalla OT fieka [0 XKMBOTO3acTpallaBalla, MoXe
[a ce nosABu npu BcnUku ¢opmm Ha bX, Ho e 0cobeHo YecTa npu
HPAH 1 BAX, cBbp3aHu ¢ BCb. benogpobHaTta xemoparus yecto
Mpou3XoXaa OT AvNaTUpPaHu BGpoHXxmanHu aptepun;*84-486 eto
3aLl0 AMArHOCTMYHATA OLeHKa npu naumeHtn ¢ BAX n xemonTtu-
3a TpsAbBa Aa BKIoYBa KOHTpacTHa KT ¢ apTepuranHa ¢asza. Jopu
aKO M3TOYHVKBT Ha KbpBeHe He MoXe fa 6bae NoKanusmpaH, ce
npenopbyBa eMO0IM3aLMA HA Pa3LWNPEHN BPOHXMANHN apTeEPUN
Npwv NauMeHTn C yMepeHa [0 TeXKa XeMOMNTM3a WUy NoBTapALu
ce enu3oam Ha neka xemonTtu3a. benogpobHa TpaHcnnaHTauua
TpAb6Ba Aa ce MMa NpefBuA NPY NauneHTn ¢ peuranBmupalLa u
TEXXKa XeMOMNTK3a BbMPeKM ONTUMM3VPAHOTO JleueHue.

6.3.10.3. MexaHu4yHU yc/10xKHeHuUs
MexaHUyHUTe YCNOXHEeHUA npu nauueHTn ¢ BAX 06UKHOBEHO
Bb3HMKBAT OT Nporpecmpallata gunatayua Ha 6enogpobHata ap-
Tepusa 1 BK/IOYBAT aHEBPM3MM, Pa3KbCBaHe U AuceKauus Ha be-
noppo6HaTa apTepuisi, KaKTo 1 KOMNPECUsA Ha CbCeiHW CTPYKTYpU
KaTo CTBOJIA Ha NiABaTa KOPOHapHa apTepws, 6enofpobHuTe BeHY,
IMABHUTE GPOHXM 1 PEKYPEHTHUTE JTAPUHIEasTHN HepBI, 487~ 492

Hannuneto Ha aHeBpu3maTta Ha GenoppobHaTta apTepus
e 6una He3aBNCKM NPEAMKTOP 3a MOBULIEH PUCK OT BHe3amnHa
CbpAEYHa CMBbPT B €4HO npoyuBaHe.**? CumntomuTe 1 npusHa-
umMTe ca HecneunprYUHY; B MOBEYETO Clyyau NaumneHTuTe ca 6es-
CUMNTOMHU 1 T3 YCIIOXKHEHWA Ce [UAarHOCTMLMPAT CIlyyYaiHo.
AHeBpur3MuTE Ha GenoppobHaTta apTepua OO6MKHOBEHO ce OT-
KpVBaT No Bpeme Ha exokapguorpadus v ce BU3yanusmnpar Hal-
no6pe upes KT unu AMP ¢ KOHTpacTHO ycunBaHe. Bb3aMoxXHOCT-
UTe 3a NleYeHne Ha aCUMMNTOMHA aHeBpr3Ma WU LUCEKLMSA Ha
6enogpobHaTa apTepua He ca fobpe fedurHUpaHu. LTx Tpabsa
[la ce pasrnexpa B usbpanu cnyvany. 420493

Mpy NaLMEHTH C KOMMPEeCBEH CMHAPOM Ha CTBOJA Ha sBa-
Ta KOpOHapHa apTepus, NePKYTaHHOTO KOPOHAPHO CTEHTMPAHE e
edeKTBHO 1 6e30mnacHo neveHre.5? Mpy nayyeHTn C acUMMNToMHa
KoMMpecus Ha CTBOMA Ha JisiBaTa KOPOHapHa apTepus WM HeTeX-
KO KOMMPOMETUPaHe Ha HelHaTa aHaTOMWS, OLEHKaTa C UHTpa-
BacKynapeH ynTpasByK Win U3MepBaHe Ha KOPOHApHO HanAraHe
MO>Xe [1a MOMOTHE 3a N36sArBaHe Ha HeHYXHU MHTepBeHLN. *%4

6.3.11. TpmKu B Kpas Ha XKMBOTa U eTUYHU Npo6nemn
KnnHnyHmnAaTt xog Ha BAX moxe fa 6bae xapakTepuampaH ¢ npo-
rPeCcVBHO BfIOLIABAHe N OTAENHN eNU30AMN Ha OCTPa AEeKOMMEeH-
cayma. OyakBaHaTa NPOABIIKUTENHOCT Ha XMBOTa € TPyAHa 3a
NPOrHo3MpaHe, Thbil KaTo NaLUMeHTUTe MoraT unu aa ympat 6as-
HO B pe3ynTaT Ha nporpecupatia gacHa CH nan ga 3aruHat ot
BHe3arnHa cbpfAeyHa CMbpT.

[pvKaTa, opueHTMpaHa KbM MNauueHTa, e OT CbLieCTBEHO
3HayeHue npu neveHmeTo Ha BAX. IHdopmauma 3a TexecTTa Ha
3abonABaHeTo 1 Bb3MOXHaTa NporHo3a TpabBa fa ce npefocTa-
BV NP MbpBOHAavanHaTta AnarHo3a, Ho emnaTuyHaTta u u3nbiaHe-
Ha C HafeXaa KOMyHUKaLmMA, KakTo 1 JaBaHeTo Ha HafeXaa, e oT
CblLEeCTBEHO 3HauYeHune, B CboTBeTCTBUE ¢ Pazden 6.3.1.8. B noa-
XOAALMA MOMEHT OTKpUTaTa Y UCKPeHa KOMYHMKauWA Le fage
[aBa Bb3MOXXHOCT 3a M/aHMpaHe 1 o6CcbxhaHe Ha CTpaxoBeTe,
NPUTECHEHNATA U XeNaHMATa Ha NaumneHTa 1 B KpariHa cMeTKa
JonpuHacA 3a B3eMaHe Ha OKOHYaTenHo, Aobpe nHdopmupaHo
N CbBMECTHO peLleHe 3a NeYeHmne ¢ MeAULIMHCKNA eKun.

MauveHTUTe, HAbNMXKABaLLM Kpas Ha KUBOTA CU, Ce HY>KAAAT
OT YecTa OLEeHKa Ha TEXHUTE HYXAN OT MyNTUAUCLMMNINHAPEH
ekun. B HanpeaHanuTe cTagmu, Makn npeasua, Ye Kapamo-
nysMOHanHaTa pecycuymTauma npu Texka bAX nma now mnsxog,
MOXe [ia Ce B3eMe peLleHe NaureHTbT Aa He 6bae pecycumTu-
paH. ToBa Mo>Ke Aa My Aaie Bb3MOXKHOCT la OCTaHe Ha npeano-
YMTAHOTO OT HEFrO MACTO 3a FPVXKNM B Kpas Ha »KnBoTa cu. Tpabea
[la ce 06bpHE BHMMaHMe Ha KOHTPOJIa Ha TPEBOXKHOCTTA U Npea-
NMNUCBaHETO Ha NOAXOAALLMN SIeKaPCTBa, KaTo CbLUEBPEMEHHO Ce
MpPeyCcTaHOBAT JIEKAPCTBA, KOUTO Beye He ca He0OXOAVMU, KOETO
MOXe Aia BKJlouBa NekapcTBa 3a bAX. lobpe nHdopmupaHata
NCUXONOrnMyecka, coumanHtHa u yxoBHa NoAgKpena Cblyo € »Kun3-
HeHoBa)kHa. TpsAbBa fa ce NOTbPCAT Cneunanu3npaHn naama-
TUBHM FPUXKI 3@ MALMEHTM, YAMTO HYXKAW Ca U3BBH eKcnepTu3a-
Ta Ha ekuna no bX.346

6.3.12. HoBu nekapcTBa B HanpeaHana ¢asa Ha
paspa6oTtka (pasa 3 npoyuBaHus)

BenopgpobHaTta apTepuanHa XuMnNepToOHUA OCTaBa HeNeynmmo
3abonABaHe C BNCOKa CMbPTHOCT, BbNpeku ynotpebaTa Ha ne-
KapcTBa 3a BAX, KOMTO ca HacoyeHW rmaBHO KbM pucbanaHca
Ha Ba30oaKTMBHUTe dpakTopun. HoBM cpencTBa, KOUTO B MOMEHTA
ca BbB da3a 3 Ha pa3paboTBaHe, ca panvHenar u cotatepLenT.
PanuHenar e nepopasiHo HanMyeH NPOCTaLUKIVHOB peLenTo-
peH aroHUCT, KoTo BbB $asa 2 PKI1, Bkntousawo 61 naymeHT ¢
BAX, e nogo6pun bCC B cpaBHeHe ¢ nnauebo cneg 22 cegMmmum
nevexue.* Cotatepuent — Gpy3rOHEH MPOTEVH, BKIIOUBALL, 13-
BBHKNETbYHUA JOMEH Ha peLienTopa Ha YOBELLKNA aKTUBUH TUM
IIA, cBbp3aH c Fc fomeHa Ha YyoBewkKna nMyHornobynuH G1 -
[elcTBa KaTo NUraHAeH KarnaH 3a YfeHoBe Ha CynepcemMeiicTBo-
TO Ha TpaHchopmMupawma pactexeH dpaktop (TGF)-B, kato no
TO3M HauMH Bb3CTaHOBABA OanaHca Mexay CTUMynMpaLLm 1 NH-
Xnbupalm pacTtexa nbtuia.**® Bbe dasa 2 PKI, KoeTo BK/oYBa
106 nauuneHTn c BAX, nekyBaHu B NpoabKeHne Ha 24 ceamnun,
s.c. coTatepuent e Hamanun BCC npu nauneHTn, NekyBaHU CbC
CTaHAapTHa Tepanua 3a BAX;*% HabnogasaHu ca u nogobpeHns
Ha 6MWD n NT-proBNP.4%¢

7. CneumdunyHmn nogrpynm
6enopgpo6bHa apTepuanHa
XNnepToHnA

7.1. benopgpo6Ha apTepunanHa xunep-
TOHUSA, CBbpP3aHa C JieKapCcTBa
N TOKCUHN

Hskonko nekapcTBa M TOKCUHM Ca CBbP3aHM C Pa3BUTUETO Ha
BAX unn PVOD/PCH. B uctoprueckn nnaH HAKOW MOTUCKALLM
aneTuTa CpeCTBa U TOKCMYHOTO parnmyHo Macsio ca Hal-n3BecT-
HUTE NPYMepV, AOKATO B HALUM JHU MO-YECTO CPeLLaHN Npuym-
HU ca MeTaMpeTaMUHUTE, UHTEPDEPOHUTE U HAKOU TUPO3UH
KMHa3HU uHxunbutopu (Tabnuya 7). benogpobHaTta apTepranya
XVUNEPTOHUSA € PAAKO YCIIOXKHEHVE NPY MALNEHTH, U3JIOXKEHM Ha
Te3u fiekapCTBa, a MHOTO OT Te31 JleKapCTBa ca CBbP3aHy Cblo C
Apyru 6enofpobHN YCIIOXKHEHUS KaTO NapeHXMHU 6enogpo6-
HY 3abonABaHUA 1Y NNeBpanHn n3nusu. Tesn 6enogpobHM yc-
JIO)KHEHMA MOTaT ia Bb3HUKHAT e4HOBPEMEHHO.

BAX, cBbp3aHa c meTampeTamuH, ce cbobLiaBa rMaBHO B
CALL, KbpeTo B HAKOW LEHTPOBE e YCTaHOBeHO, yYe 20-29%
OT MHaye nanonaTnyHuTe cnyyvyam Ha BAX ca cBbp3aHu ¢ yno-
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TpebaTa Ha meTampeTamuH.*” 4%8 B cpagHeHMe ¢ nauneHTuTe
c UBAX, Te3n c BAX, cBbp3aHa c MeTampeTaMnH, ca MManm
MO-TEXKO HapylleHa XeMOoAMHaMWKa W MO-BUCOKA CMbPT-
HOCT.498 Anda n 6eTa-uHTEpPepoHMTE CHLLO Ce CBbP3BAT C
pa3BuTneTo Ha BAX.*° ChbL0TO BaXKM 1 33 HAKOU UHXMBUTOPY
Ha TUPO3MH-KMHA3aTa, 0CO6EHO Aa3aTUHNG, HO CbLlo 1 6ocy-
TUHWG 1 NOHATUHMG.40>00

MNHayumpaHaTa OT nekapctBa uam TokcuHM BAX BuHarum
TpAbBa fa ce uma NpeaBuA Npv NauneHTn ¢ HeobACHMMA ANC-
MHeA Npu ycunue Uan 4pyru npeaynpeanTenHmn npusHauym. un-
arHOCTMYHMAT noaxon TpA6Ba Aa 6bAe CbLMAT KaTo Npu Apy-
rm ¢opmu Ha bX, a AnarHo3aTa 06MKHOBEHO Ce MOCTaBA upes
N3KnouBaHe Ha apyrn ¢popmun Ha BX npu naumeHTn, KOMTo Cca
61NN N3NOXKEHN Ha NTeKApPCTBA, CBbP3aHu ¢ pa3BuTre Ha bAX.

JleyeHnneto Ha DPAH cnepBa cblmnTe OCHOBHU MPUHLMNN
KaTo neyeHumeTo Ha Apyrn popmm Ha BAX. BaxHo e, ye yvac-
TUYHO MW MbIAHO obpaTHO pa3suTre Ha BAX e goknapgBaHo
cnep cnvpaHe Ha NPUYMHABALLMA areHT, MOoHe WO ce OTHacA
[0 vHTepdepoHnUTe 1 faszaTnHmb.*°->% Cregosartento myntu-
ONCUMMNIMHAPHOTO NleYeHre Ha nauneHTa TpsabBa Aa BKOYBa
CrvpaHe Ha npepnofiaraemuTe NPUYNHUTENW, CNel AnarHo-
cTuympaHe Ha BAX (BuxTe cbuo Mpenopbku Ha EK[ 2022 1. no
KapaunooHkonorua).”®! Mpu nauneHTy ¢ neka bX n Huckopuc-
KOB Mpodu MOXKe la € LOCTAaTbUYHO CaMO CNINPAHETO Ha Tpure-
pa, KaTo ce NpenopbyBa Te3n nayneHTn ga 6baaT Habnogaea-
HWN B NPOAbBIIKEHME Ha 3-4 mecela, Npeamn Aa ce uma npeasug,
BKJIIOUBaHe Ha Tepanus 3a BAX. TepanusaTa 3a 6enoapobHa ap-
TepuasiHa X1NepToHUs TpAbBa Aa ce 3anoyHe Npu NauueHTy,
KOMTO He HOpManu3mpaT CBOATa XeMOAMHAMMKa cfief cnupa-
HeTO WA NPU NauneHTn ¢ No-HanpegHana bAX B MomeHTa Ha
AnarHoctuumpaHe. 3a pasnuka ot apyru popmm Ha BAX, yecto
e Bb3MOXHa Aeeckanauma Ha TepanuaTta ¢ BAX B xoga Ha 3a-
6onasaHeTo.”% Jlekapute TpA6Ba Aa umart npeasus, ye DPAH
MOXe fila UMa xapakTepuctukn Ha PVOD/PCH, ocobeHo npu
naumeHTw, IeKyBaHW C ankuampatiy areHT KaTo MUTOMULINH
C vnn uymknodpochammp. VHPopmmpaHocTTa Ha 3apaBHUTE
crneumnanucTi e oT CbleCcTBEHO 3HayeHne 3a naeHTndrKauma
Ha cnyyaun Ha DPAH 1 foknagBaHe Ha HexxenaHuTe epeKkTn Ha
dapmaLeBTUYHN NPOAYKTN.

MpenopbKu
Ta6nuua 14: MMpenopbku 3a 6enogpobHa apTepuanHa Xu-
NepToHNs, CBbp3aHa C IeKapCcTBa Ui TOKCUHU

Mpenopbkn Knac? Hugo®

lpenopbuBa ce ga ce noctaBm AguarHosa BAX,
CBbp3aHa C IeKapCTBa WUIN TOKCUHM, MPY NaLneH-
T, KOUTO Ca MMan CbOTBETHa eKCNOo3nNLMA 1 Npu
KOWUTO Ca N3KJIIYeHW ApYrn NpUYmnHm 3a bX

Mpy NauneHTn CbC CbMHeHVe 3a CBbp3aHa C ne-
KapcTBa unu TokcmHm BAX ce npenopbuBa, ako e
BbH3MO>KHO, He3abaBHO CNMpaHe Ha NPUYNHUTENS

He3ab6aBHa Tepanua 3a BAX Tpsab6Ba fga ce B3eme
npeasuA NPy NayMeHTn, KOUTo NPU NOCTaBAHe Ha
AvarHosarta umat BAX ¢ ymepeH/BMCOK pnck

lla C

MauneHTnTe € HUCKOpUckoBa BAX TpsabBa ga 6b-
faT npeoueHeHn 3-4 meceua cfief cnvpaHe Ha
npeanonaraemMoTo IEKAPCTBO WAV TOKCUH 1 MOXKe
fla ce uma npeaBuAa Tepanua Ha BAX, korato xemo-
AVHaMMKaTa He ce e HopMmasm3vparna

1Ib C

BAX, 6enofpobHa apTepuanHa xuneptoHus; bX, 6enoapobHa xvnepToHus.

@ Knac Ha npenopbKuTe.
b HuBo Ha fokasatencTaeHoCT.

7.2. benogpo6Ha apTepunanHa xunep-
TOHUNA, CBbP3aHa CbC 3abonaBaHe
Ha CbeANHUTEJTHaTa TbKaH

benogpobHata apTepuanHa XMNepToHUs e Jobpe K3BEeCTHO
6enoapo6bHO CbAOBO YCNIOXKHEHME Ha SSc,'73°02-504 cpctemeH
nynyc eputemarosyc (CJIE),>%-3%7 cmeceHna CTB,°%® u, psako,
aepmatommnosnt®®® n cuHgpom Ha Sjogren.’%® Bpb3ka mexay
peBmaTougHus aptput n BAX obaue He e yctaHoseHa.”'® Cnepg
MBAX, BAX-CTB e BTOpMAT Hal-pa3npocTpaHeH Tun BAX B 3a-
nagHuTe ctpaHu.”"

CncTeMHaTa CKneposa, 0CO6EHO B HENHUS OrpaHNYeH Bapu-
aHT, NpefcTaBnsaBa OCHOBHATa npuynHa 3a BAX-CTH B EBpona n
CALL (CJE e no-uecTo cpewlaHa B A3us).'73502506 PaznpocTpaHe-
HVETO Ha npeKkanunsipHa bX B ronemm KOXopTy OT NALMEHTUN CbC
SSc e 5-19 %.1735%2 Mpun Te3mn nauneHT bX Moxe aa Bb3HUKHE
BbB Bpb3Ka ¢ /IB6504,512 nnn B pe3yntat Ha BAX,!73:502-504,506
MOHAKOra C XapakKTEPUCTUKM HAa BEHO3HO/KANWSAIPHO 3acsra-
He.>94313 OcBeH ToBa, rpyna 2 bX-LHD cblo e yecTo cpelyaHa,
nopagw 3acaraHe Ha Mmokapaa ot SSc.>%4° Tpabea na ce ot6e-
nexu, ye nauneHtuTe cbc CJIE moraT moraT Aa ce NpeacTaBAT U
¢ BAX, LHD, VBB n CTEPH (Hair-Beue B ycnoBuATa Ha aHTUdocdo-
nunuaeH cuHapom). ETo 3auio e MHOro BaXkKHO BHUMATENHO Aa
Ce onpeaeny Kol MEXaHN3bM e BofeL Npwv AaAeH NauueHT, Tbid
KaTo TOBA Lle AUKTYBA JIEYEHNETO B KOHTEKCTA Ha eJHO MHOTO-
NIMKO 3abonnABaHe.

KnbcTepeH aHanms, n3BbpLlUeH Npu naumeHTn cbe SSc, no-
Ka3Ba, Ye npekanunapHaTta bX moxe ga ce xapakTepusumpa B
OTAESIHY TPYMK, KOMTO Ce pas3fiMyasar rno nporHosa.”% EgHara,
XapakTepu3upalla ce ¢ Hanmuve Ha obwwmpHa BB, n gpyra cbc
CUHO HapyLIeHa XeMOMHaMMKa, HOCAT NoLwa NMPOorHo3a, AoKa-
TO ApyruTte ABe nokassaT wnu nvnca Ha WBb, nnn Hannume Ha
orpaHunyeHa Vbb, c neko o ymepeHopunckosa BAX n otTHocuTen-
HO 6naronpuaTHa NPOrHo3a Karto uano.”%

7.2.1. Enupemuionorusa v guarHocTmka

Hanuue e cunHo npeobnafaBaHe Ha )eHcKus non npu BAX-
CTb (cvoTHOLWeHMe XeHn/Mbxe 4:1), a cpefiHaTa Bb3pacT npu
nocTaBAHE Ha AvarHosata obMkHoBeHO e >50 roanHu, ocobe-
HO npw SSc.173502-511513.515,516 My Hanmune Ha CTB nayuveHTuTe
MoraT Aa umat CbnbTCTBaLWm 3abonasaHusa Kato VBB 1 ga nvat
Mo-KpaTKa NPEeX1BAEMOCT B CPaBHeHMe C naumeHTn ¢ UBAX.%
Hekopurnpanuar puck 3a cmbpT npu BAX-SSc B cpaBHeHue ¢
MBAX e 2,9, a npenKTopuTe Ca B 06U NMHNM NOAOOHM Ha Te3n
npu UBAX.>'6517 CuMmnToMUTE M KNMHWYHATA NPE3EHTaLMA CbLLO
ca nopo6Hu Ha Te3n npu UBAX, a HAKOW NauneHTH, 3a KOUTO ce
e cmATano, Yye nmat MBAX, morat fa 6b4aT AUarHOCTULMPAHU
cbc cBbp3aHa CTb upes BHMMaTeneH KMHNYEH npernes n umy-
HOMOTNYHW CKPUHVHIOBU TECTOBE. 3a OL|eHKa Ha HalnuneTo Ha
cebp3aHa VBB nnn PVOD/PCH ce npenopbuBa KT Ha rpbaHua
Koww.>04513515 3onimpano Hamanexme Ha DLCO e yecTo cpeaHo
npu 5AX-CT5.173'502_504

ExokapanorpaduaTa B NoKow, KOMOVHMpaHa C 4pyru TecTo-
BE, C€ NPenopbyBa KaTo CKPVHWMHIOB TECT NpU 6€3CMMMITOMHI
naumneHTn cbe SS¢, NnocnefBaH OT exerogHu oueHKU. CKPUHUH-
rbT/pPaHHOTO OTKpMBaHe ce 06cbxaa B Pasden 5.3.1. Mpwu gpyru
CTb He ce npenopbyBa CKPUHUHT 3a BX mpw nunca Ha Hacou-
BalLM CMMMTOMU, HO MPU HanMyre Ha cuMNToMK TpAbBa fa ce
Hanpasu exokapavorpadus. Kakto n npu gpyru popmu Ha BAX,
OCK ce npenopbyBa Npu BCUYKK Clyyanm Ha CbMHeHMe 3a BAX-
CTb 3a noTBbpxKAaBaHe Ha AnarHo3ara, onpeaenaHe Ha TexecT-
Ta v U3KnouBaHe Ha LHD.>%4
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7.2.2. Tepanusa

JlekapcTBaTa 3a BAX Tpabea ga ce npeanucsat npu BAX-CTb
CbrNacHo CbLUUA aNropUTHM 3a neveHune, kakto npu BAX (Qu-
eypa 9). Naunentnte ¢ BAX-CTB ca BKNoUYeHN B MoBeyeTo OT
ocHoBHUTe PKI 3a perynatopHo ogobpeHune Ha TepanuATa 3a
BAX.>'® Hakown acnekTun Ha neyeHmneto Ha BAX-CTB ce pasnuua-
BaT B 3aBMCMMOCT OT cBbp3aHata CTB.>% MmyHocynpecneHaTa
Tepanua, KomOuHMpalla FMIOKOKOPTUKOCTEPOUAU U LMKIIO-
dochamug, moxe fa goBefe A0 KNMHMYHO NofobpeHve npu
nauneHTu cbe CJIE- unu cmeceHa CTB-cBbp3aHa BAX,*% Ho He
ce npenopbuBa npu BAX-SSc.>'® MaumeHTtnTe cbe SSc n apyru
CTb morat ga nmat Ubb n/unn HFpEF, koeTo TpabBea aa ce B3e-
Me npeasua Npu 3anoysaHe Ha Tepanua Ha BAX.2%4515 Mpu SSc
OBNrOCPOYHOTO CbOTHOLIEHUE pUCK/Mon3a OT mepopanHaTta
aHTUKoarynauus e HebnaronpuATHO Nopaav NOBULLIEH PUCK OT
KbpBeHe, gokaTo VKA ce npenopbusaT npu bAX-CTB ¢ Tpom-
60dunua (Hanp. aHTudochonunuaeH cuHgpom).'?

Moarpynos aHanu3 Ha naumeHTn ¢ BAX-SSc, BknoyeHn B
PKM, npoBepeHn ¢ MoHOTepanua M KOMOUHMPaHa Tepanusa
c ERA, PDES5i, sGC ctumynaTopu, NpoCTauuKAMHOBU peLenTop-
HW aroHWCTU, enOonNpPOCTEHON N MPOCTALMKIMHOBMK aHanosu,
noKa3sBaT NonoXuTenHun epekTn cnpaMo nnaue6o,301:401.519,520
B HAKOM OT Te3n nMpoyyBaHMA, OTFTOBOPDBT KbM TepanuATa B
nogrpynata ¢ BAX-CTB e 6un no-cnabo n3paseH, OTKONKOTO B
nogrpynara c MIBAX.>'%52° HenpekbcHarara i.v. Tepanus c eno-
npocteHon e nopgobprna pusnyeckna KanaynTeT, CUMATOMUTE
1 xeMoanHamKaTa B 3-meceuHo PKIM npu BAX-SSc.49" EquH pe-
TpOCneKTMBeH aHanun3 obaye nokasea Nno-4ob6bP epeKkT oT i.v.
ernonpocTeHON BbPXY NpexneaemocTTa npu BAX B cpaBHeHue
¢ BAX-55¢.>?' Mpu n3bopa Ha Tepanua 3a BAX B KOHTEKCTa Ha
SSC 1 HelHUTe CUCTEMHM MPOABM MOraT Aa ce umat npeaBua
APYI1 CbAOBY YBPEXAAHNA KAaTO AUMMTANTHN A3B1.522

3abonABaHeTo Ha cbefuHMTEeNHaTa TbKaH He TpAbGBa Aa
ce pasrnexja KaTo a priori npoTusonokasaHue 3a LTx.>?3 Tosa
e 06CTONHO NpoyyeHo Npu SSc, KbAeTo ce NpenopbyBa Mys-
TUANCUMMANHAPEH NOAXOL, OMNTUMU3MPALL JIeYeHNeTO Ha
SSc npepw, No Bpeme n cnep onepauuaATa.”?® MokasaHuATa u
NMPOTMBOMOKa3aHMATa 3a TpaHcnnaHTauma Tpabea ga 6baaT
ajantupaHu kbm cneunduknte Ha CTB, cbe cneunaneH pokyc
BbBPXY 3acAraHeTo Ha XpaHoCMunaTeNnHaTta cuctema (racTpo-
e3odareanHa pepnykcHa 6onect 1 UpeBHO 3abonABaHe), Cbp-
Leto, 6b6peLuTe 1 Koxara.”??

Mpenopbku

Ta6nuuya 15: Mpenopbkn 3a 6enoppobHa apTepuanHa
XNNepTOoHUA, CBbp3aHa Cbc 3abonABaHe Ha
CbefuHUTENHaTa TbKaH

Mpenopbkn Knac®  Hueo”

Mpwu naumenTn c BAX, cBbp3aHa cbe CTh, ce npeno-
pbyBa SleyeHne Ha OCHOBHOTO 3abonABaHe cbrnac-
HO HacToAMTe npernopbku'66167419,524

Mpwu nauneHtn ¢ BAX, cebp3aHa c CTB, ce npeno-
pbuBa CbWMAT neyebeH anroputbm 2022, KakTo
npuv naumeHTn c UBAX

BAX-CTB, 6enofpobHa apTeprianHa XMNepToHVA CBbp3aHa CbC CbefUHN-
TeNHO-TbKaHHa 6onect; MBAX, ngvonatruHa GenogpobHa apTepurianHa
XUMEPTOHMA.

@ Knac Ha npenopbKuTe.

b HuBo Ha fokasatencTaeHoCT.

7.3. benogpo6Ha apTepunanHa xunep-
TOHMNA CBbp3aHa ¢ UHPpeKLunA ¢
YyoBelKna umyHoaebULNTEH BUPYC

M3non3BaHeTo Ha BUCOKOAKTMBHa aHTUPETPOBMPYCHA Tepanuna
(HAART) n HanpegbKbT B /leYEHMETO Ha OMOPTIOHUCTUYHUTE
UHbEeKUMM JonprHecoxa 3a yBeNMyaBaHe Ha MpOoAbIKMTEN-
HOCTTa Ha KMBOTa Npu naymeHTy ¢ HIV.>2>>26 B pesynTar oT TOBa
CNEeKTbPbT OT YCNOXKHEHMA Ce U3MECTU KbM APYr XPOHUYHU
CbCTOAHMA, BKNoUNTENHO BAX. KNMHMYHUTE N XucTonaTosno-
rMYHM Haxopakm npu BAX, cebp3aHa ¢ HIV-nHdekumsa (BAX-HIV),
nmaT MHoro npunuku ¢ MIBAX.*?” C HannumeTo Ha HAART, npu-
JIOXEH B KOMOUHauua ¢ Tepanun 3a BAX, nporHo3ata Ha BAX-
HIV ce nopobpu 3HaunTeNnHo npes nociegHUTe roguHun.>26:°28
OcBeH TOBa, YecTtoTaTta Ha BAX-HIV e Hamanana ycnopepgHo ¢
HapacTBauaTa HanuuyHocT Ha HAART.>?® Bsetu 3aegHo, Tesu
edeKTV BbpXy NpexmBAemMOCTTa U YyecToTaTa JoBefoxa npes
nocnenHnTe geceTuneTus Lo ctabunHa yectota Ha bBAX npu na-
uneHTn ¢ HIV. ®peHcko nonynauMoHHO NpoyyYBaHe NokasBa, ye
pa3snpocTpaHeHmneTo Ha BAX npu nuua ¢ HIV unpekumsa e 0,46%,
KOeTO e MHOro 6/113K0 10 pa3npocTpaHeHMeTo Npeay epaTta Ha
HAART."””

[MaToreHe3aTa Ha BAX-HIV ocTtaBa HeAcHa. Hama gokasarten-
CTBa 3a npsaka pona Ha HIV B natoreHe3aTa Ha BAX u, Bbnpekn
Ye MPUCHCTBA BbB Bb3MANUTENHU KNETKU B 6ennTte apobose,
BMPYCBHT HMKOTa He e 6us1 foKasaH B 6enoapobHu cbaoBU nesum
Ha naumeHTn ¢ BAX-HIV.°?° ToBa npennonara, 4ye UHANPEKTHO
[EeNCTBUETO Ha BMpYCHaTa MHQeKLUAa BbPXY Bb3MajneHUeTo u
pacTexHuTe GaKTopy MOXe Aa AeNCTBA KaTo OTK/ouBaLy dpak-
TOP NPV NpeapasnonoXKeHu NauneHTu.

7.3.1. [AwnarHosa

BenopgpobHaTa apTepranHa xunepToHus, cebp3aHa ¢ HIV, nma
eflHaKBa KNnHNYHa npeseHTauna c UbAX. Mpean HannumeTo Ha
HAART KbmM MOHeHTa Ha AMarHOCTULMpPAHEeTO NoBeyeTo nauu-
eHTn ca 6unu B lll nnm IV OK no C30. B Hawm gHN nauneHTuTe
ce AuarHoCTMUMpaT Npu MHOTO MO-fIekN CUMATOMU 1 XeMOAN-
HaMWUYHW HapyLlweHua. MNayreHTnTe morat fa umaT gpyru pucko-
Bu dakTopu 3a BAX KaTo uepHOapPO6HO 3ab60onsBaHe (XPOHMYEH
BupyceH xenatnt B nnn C) mnu usnaraHe Ha nekapctea wnm
ToKcuHW. MauneHtute ¢ BAX-HIV ca no-yecto mbxe u iv. Hap-
KomaHW.403°26 Hama Bpb3ka Mexay TexkecTTa Ha BAX v ctagus
Ha HIV uHdekuuATa nnm cteneHTa Ha UMyHeH aeduymt.403>30
Mopaan HuMckaTa 1 yectoTa 6€3CUMNTOMHUTE NauuneHTn ¢ HIV
He TpA6Ba Ja 6bAaT NoanaraHy Ha CKpUHUHE 32 BAX. Bbnpekn
TOBa, exokapanorpadus TpabdBa fa ce N3BbPLLM NPV NALUEHTU C
HeobsACHMMa JucrHes, 3a Aa 6bAaT OTKPUTU CbPAEUYHO-CbAOBU
YyCNOXHeHus, cBbp3anHn ¢ HIV, KaTo MmokapauT, Kapgrnommona-
Tma unn BAX. JacHaTa cbpheyHa KateTepursauuna e 3aabiKuTen-
Ha 3a NOTBbpPXKAaBaHe Ha AgnarHo3aTa bAX-HIV n 3a n3kniousaHe
Ha LHD.>?

BenopgpobHaTa apTepuanHa XUNepToHNsA € He3aBUCUM PUC-
KoB paKTop 3a cMbpT Npwu naumeHTu ¢ HIV. Mpe3 1990-Te rogu-
HK, npean Hannuneto Ha HAART, naunenTtute ¢ BAX-HIV nmaxa
NOLa NPOrHO3a C 3-roAuLIHa NPEXMUBAEMOCT <50%.403 ObwaTa
NPeXnBAEMOCT cera ce e nogobpuna un naymeHTute ¢ BAX-HIV
umar rno-gobpa nporHosa oT NOBEYETO NauneHTH ¢ apyru Gop-
Mu Ha BAX.>%6

7.3.2. Tepanus
HactoAawuTe npenopbku 3a neyeHne Ha BAX-HIV go ronama cre-
feH ce OCHOBaBaT Ha AaHHu oT MIBAX.2526
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JNeueHuneto Ha BAX-HIV ¢ HAART e nopo6puno ¢yHKLMO-
HaIHMA CTaTYC U MPEXMBAEMOCTTa B HAKOW PETPOCMEKTUBHU
npoyusanua.>2>526>31 Eto 3awo ynotpebara Ha HAART npu BAX-
HIV ce npenopbyBa, HE3aBMCUMO OT BMPYCHMA ToBap 1 6pos Ha
CD4+ kneTkuTte.

AHTUKOarynaumaTa He ce MpenopbyBa MOPaAu MOBULLEH
PYCK OT KbpBEHE 1 NleKapcTBeHn B3aumoaenctana.>'%°? Mauu-
eHTuTe ¢ BAX-HIV 06KHOBEHO He OTrOBapAT Ha TecTa 3a 0CTpa
Ba30PEaKTVBHOCT ¥ ClefoBaTeNIHO He TpAbBa fAa nonyvasaTt
Kanumesu aHTaroHncTn.>’8

MpocnekTMBHOTO MpoyyBaHe C OTBOPEH MPOTOKOJ
BREATHE-4 nokasa, 4e 603eHTaH nogobpsasa 3HaunTenHo OK
no C30, dn3myeckns KanaymTeT, KAUECTBOTO Ha XKMBOT N XEMO-
AuHamuKata cnep 16 cegmuum npuv nauvenTn ¢ BAX-HIV.>32 B
Ob/ITOCPOYHN PETPOCMEKTUBHN Cepumn TepanuaTa ¢ 603eHTaH
e 6una cBbp3aHa C HOpManM3MpaHe Ha XeMogMHamukaTta npu
10 oT 59 nauneHTn.>33 boseHTaH NOTEeHLManHoO B3auMogencTea
C aHTUPETPOBMPYCHU NTEKaPCTBA 1 € HEOOXOAMMO BHUMATENTHO
HabniogeHve, korato ce KombuHmpa ¢ HAART. MHoro masnko
nauneHTn ¢ BAX-HIV ca BkntoueHn B PKI c ambpuceHTaH v ma-
LMTEHTaH 1 OT Te3n NPOoYyYBaHNA He MOXe fia Ce HanpaBu KaTe-
rOPMYHO 3aKJloYeHNe.

MonoxutenHute epekTn Ha cungeHadun n Taganadun npu
BAX-HIV ca noknaasaHu B oTaenHmM cnyyam.>4°3 Cbobulasa ce
3a B3anmogencTaua mexay PDE5i n npoteasHuTe MHXNOUTO-
pw, Bogewy A0 3HAUYMTENHO MOBMLIABAHE Ha KOHLEHTpauumnTe
Ha PDES5 - Te3u nekapcTBa TpaAbBa Aa ce 3arnoyBaT B HUCKK [031
C BHMMATeNIHO MOHUTOPUpPAHE 3a MOTEHLUMANHW CTPaHUYHU
edeKTm, BKIIUNTEHO XMNOTOHUA.*3%>37 Hama gaHHn 3a yno-
TpebaTa Ha sGC-ctumynatopa puouuryat npu BAX-HIV.

JleyeHre C iv. enonpocTeHON e AOBEeNO O 3HAYUTENTHO
nogobpexne Ha OK no C30, pusnyeckna KanayuteT, xemoau-
HaMVKaTa U NPEeXnBAeMoCTTa Npu 1M3bpaHn nauneHTn ¢ bAX-
HIV.403:538 |/ma MHOro Manko AlaHHW 3a ynoTpebaTta Ha i.v. unm s.c.
TPENPOCTVHUI UV VHXANIAaTOPEH UNonpocT npu BAX-HIV.539540

HAamMa JaHHM OT KAMHWYHU NPOYYBaHUA, Kacaelm yno-
TpebaTta Ha KombuHupaHa Tepanua 3a BAX-HIV. Mpeasug
NncaTta Ha noAKpenAwmn AoKa3aTencTsa U NOTeHLanHuTe
onaceHuAa 3a 6e3onacHoOCTTa, Korato nekapctea 3a bAX ce
npunarat eAHOBPEMEHHO C aHTUPETPOBUPYCHU NIeKAapCTBa,
ce npenopbyBa NbpPBOHAYasHa MOHOTEpanNuA C nekapcTea
3a bAX, nocnepgBaHa OT MHAMBMAYANN3NPAHO M3MOM3BaHe
Ha KOMOUWHMpPaHa Tepanus Npu NauneHTr, KOUTO He NoCTU-
rat HUCKOPMCKOB npodu.

Mpenopbku

Ta6bnuua 16: Mpenopbku 3a 6enoapobHa apTepuanHa xm-
NepToHusA, CBbp3aHa ¢ MHEKUUA C YoBell-
Kus umyHogepuumnTeH BUpYC

b

Mpenopbkn Knac?® Hueo

Mpwv naunenTn ¢ BAX, cBbp3aHa ¢ HIV nHdekuuns,
ce npenopbyBa aHTMPETPOBUPYCHO JIeYEHNE B Cb-
OTBETCTBME C HACTOALMTE Npenopbku4! 242

Mpwn nauventn ¢ BAX, cBbp3aHa ¢ HIV nHdekuums,
TpA6Ba fa ce 06OMUCIN MbPBOHAYanHa MOHOTEpPa-
nua, nocnefBaHa OT CEKBEHLManHa KOMOMHauma,
aKo e HeobX0AMMO, KaTo Ce B3eMaT NpefiBug KOMop-
6VAHOCTUTE N NeKapCTBEHWTE B3aUMOAENCTBUA

HIV, yoBeLwkn umyHogeduumteH Brpyc; BAX, 6enogpobHa aptepuanHa xu-
nepToHNA.

@ Knac Ha npenopbKuTe.

b HuBo Ha fokasatencTaeHoCT.

7.4. benogpo6Ha apTepnanHa XMnNnepToHuns,
CBbp3aHa C NOpPTaJiHa XUNepTOHUA

BenogpobHa apTepuanHa XMnepToHUsA, CBbp3aHa C MopTasHa Xu-
nepToHUs, 06UKHOBEHO HapuyaHa PoPH, ce pa3suBa npu 2-6% ot
nauneHTrTe C NopTasiHa XMNEPTOHWSA, CbC Unn 6e3 yepHoapPO6HO
3abonsaBaHe. B peructpute Ha BAX PoPH o6xBalia 5-15% ot na-
umeHTUTe >4 Panko naumeHtn ¢ PoPH umat nopTo-cuctemHu
LWBHTOBE MPU NIMMCa Ha MNOpTanHa XMUNepPTOHNA (BPOAEHN eKCTpa-
XeraTasiHy KaBo-MopTasHu WbHTOBE).>*® PoPH obaue ce pasnnuasa
OT XenaTonynmMoHanHua crHapom (HPS), KoliTo ce xapakTepusupa ¢
WHTPanysIMOHaNHN CbA0BY Annataumum 1 xunokcemms. BaxkHo e aa
ce ot6enexu, ye HPS n PoPH moraT fja ce ycTaHOBAT nociefoBaTen-
HO VN €IHOBPEMEHHO MPW NALMEHTMN C MOPTajiHa XUNepPToHMA.>Y

7.4.1. [unarHosa

InarHo3ata Ha PoPH ce ocHoBaBa Ha HanMuMeTO Ha UHaye Heo-
6sCHMMA npeKkanunapHa bX npu naymeHT ¢ NopTanHa xunep-
TOHVA WM NOPTO-CUCTEMEH WHHT. JMarHOCTUUYHMAT NOAXOA €
KaKTo Npu ApYrv NaumMeHTn CbC CycnekTHa Uy HOBOOTKpuTa bX.
TpaHcTopakanHaTa exokapguorpadus obMKHOBEHO € MbpBaTa
HeMHBa3MBHa OLiEHKa NPK NauneHT CbC CbMHeHNe 3a bX, a exo-
KapauorpadusaTa ce nNpenopbyBa 1 KaTo MHCTPYMEHT 3a CKpu-
HWHF NPW NALMEHTN, OLEHABaHN 3a YepHOAPOOHA TpaHcniaHTa-
uma. Tbil KaTo NaumMeHTUTe C YepHOAPOOHO 3abonABaHe YecTo
mmat nosuuweH CO, TRV nokasBa TeHAEHUNA KbM HaALeHABaHe
Ha PAP npwu te3n naumeHnTn. ETo 3awo [ICK c uanoctHa xemoanHa-
MMWYHa OLlEHKa e OT CbLLECTBEHO 3HAUYEHME 3a MOTBbPKAABAHE HA
amarHo3ara bX v 3a pasrpaHunyasaHe Ha BAX (c nosumweHo bCC) ot
Heknacnurympana bX (c HopmanHo BCC).

7.4.2. Tepanua

MauveHTn c HeknacuduumpaHa bX (r.e. mPAP >20 mmHg, nosu-
weH CO n bCC <2,0 WU) Tpsbea fa ce npocnenasaTt pefoBHO, HO
He TpabBa Aa ce NeKyBaT C leKapcTBa, ofobpeHn 3a BAX.

Mpun naumeHTn C yctaHoBeHa AmarHo3a PoPH neueHuneTto
TpAb6Ba Ja cfefBa CbliMTe 06U NPUHLMINN KaKTO MpW Apyru
nauneHTn ¢ bAX, KaTo ce B3emat npeaBug TexecTTa Ha nogne-
XKaloTo YepHoApOob6HO 3abonABaHe, MHAMKAUMATA 33 YepHO-
Apo6Ha TpaHCMnaHTauus 1 noTeHUumanHuTe edekTr Ha Nekap-
cTBaTa 3a BAX Bbpxy rasoobmeHa, KOMTO MOXe Aia ce Biowu oT
BasoAmnaratopy npu nauneHtn ¢ PoPH.>*8>% Bcuukn nekap-
CTBa, 0f06peHM 3a BAX, No NpuHLMN MoraT Aa ce U3Mnos3Bart 3a
neyeHue Ha naymeHTn c PoPH, Ho KaTo ce nma npepsug, ye Tesun
nauveHT OoBUKHOBEHO ce M3KJIIYBAT OT PerncrTpauuoHHUTe
npoyuBaHus. HesaBucrMo OT TOBa, PasfnyHM Ccepun oT Ciy-
yau noakpensT ynotpebaTa Ha ogobpeHnTe nekapcTaa 3a bAX.
Hain-ronamara nybnukyBaHa gocera cepus cbobLyasa 3a 574 na-
uneHTn ¢ PoPH, nekyBaHu ¢ pa3nnyHn nekapcTaa 3a bAX, npe-
nvmmHo PDES5i unu ERA, camocToAaTenHo unu B kKombuHauma.>*
MoseyeTo nauneHTn (56,8%) ca 6unm B knac A no Child-Pugh no
Bpeme Ha guarHocTuympaHeTo Ha bAX. Ha nbpBua KoHTponeH
nperneq, nposegeHo 4.5 meceua cnep HavanoTo Ha NevyeHneTo,
e HabnopaBaHo nogobpeHune B xemoamnHamukaTa, OK no C30,
6MWD n BNP/NT-proBNP; npexuneaemocTTa Ha 5-TaTa rognHa
e 6una 51%. Mpr NauneHTn C NeKo YepHOAPOOHO 3abonsAaBaHe
OCHOBHMWTE MPUYMHMK 3a CMBPT ca 6unu nporpecnsa Ha BAX n
3/10KaueCcTBEHO 3ab0nABaHe, AOKATO YC/IOKHEHNATA Ha YepHO-
ApPOoOHOTO 3abonsiBaHe ca 6UNM Ha-yecTaTa NPUYKHa 38 CMbPT
npw NaumneHTy C HanpegHano YepHoapobHo 3abonsaBaHe. 5-ro-
AVLIHATa NPEXMNBAEMOCT Ha NauVeHTUTE, NPeTbprenn YepHo-
Apo6Ha TpaHcnnaHTauma (n=63), e 6una 81%.
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EpvHcTBeHoTO PKI1, nocBeTeHO Ha neyeHmeto Ha PoPH,
e PORTICO: 12-cegMnuYHO npoyyBaHe, KOETO paHAoMM3MpPaA
85 naumeHTn Ha MauuTeHTaH (n=43) unn nnauyebo (n=42).'%8
PORTICO nocTura cBoATa NMbpBMYHA KparHa TOYKa, AEMOH-
CTpUpanky 3HaumTenHo HamanasaHe Ha BCC cnpamo mnsxopn-
HOTO (CpefHO reoMeTpUYHO cboTHoweHue 0,65; 95% Cl, 0,59-
0,72; P <0,0001). Hama pa3nuka ob6auye BbB BTOPUYHMTE KPAVHM
TOUKM Mexnay ABeTe rpynu, Bknousawm ®K no C30, 6MWD un
NT-proBNP.

74.2.1.  YepHoOpobHa mpaHcnnaHmayus
MopTo-NyNMOHanHaTa X1NepToHnUsa cama no cebe cv He e NHAK-
Kauus 3a YyepHoApoOHa TpaHcnnaHTauus. benogpobHata apte-
pvianHa XvnepToHVA NPeACTaBfABa PUCK 33 NaUMeHTWTe, NoA-
NOXEHW Ha YepHOAPO6HA TPaHCMNAHTaLMA Nopaay TEXeCTTa Ha
YepHOAPO6HOTO 3abonsABaHe. o uctopryeckn gaHHM oT Mayo
Clinic, Texxkata BAX ¢ mPAP =50 mmHg e 6una cBbp3aHa cbc
100% nepuronepaTrBHa CMbPTHOCT. [Mpn naumenT ¢ mPAP 35-50
mmHg 1 BCC >3,0 WU cMbpTHOCTTa CbLLO € BUCOKa - 50%.3°° Mpw
KaHAMZaTy 3a YyepHoapobHa TpaHcnnaHTauma ¢ bBAX TapreTHaTta
Me[IMKaMeHTO3Ha Tepanusa nofobpsea xemMoAMHAMMKaTa 1 rof-
HOCTTa 3a TpaHCMaHTauma.>*>1-5%% Bynpekn ToBa, XeMoaunHa-
MUYHUTE KPUTEPUM 33 YCMellHa YepHOAPO6Ha TpaHCnIaHTaums
He ca TBbpPAO YCTaHOBeHWU. MeXayHapOAHOTO [pPY»KeCTBO 3a
yepHoApO6Ha TpaHCMIaHTaLUuA Npeanara XeMogUHaMUYHN Tap-
retn 3a mPAP <35 mmHg n BCC <5 WU nnn mPAP =35 mmHg
n BCC <3 WU npu naumeHTn, nonyyasawy Tepanua 3a bAX, Ho ¢
yroBopKarta, Ye Te3u Kputepum Tpsbaa Aa 6baaT AOMbAHUTENHO
Banuavpann.’’> mPAP >45 mmHg ce cunTa 3a abConoTHO NPOTK-
BOMOKa3aHue 3a yepHoapobHa TpaHcnnaHTauma.”>

Mpenopbku
Ta6nuuya 17: Mpenopbku 3a 6enofpo6Ha apTepranHa xu-
NepTOHNA CBbpP3aHa C NopTajiHa XMNepTOHUA

Mpenopbku Knac®  Hueo”

Exokapguorpadus ce npenopbysa npy nayneHTu
C YepHOAPO6HO 3aboNABaHE MV MOPTaNIHA X1nep-
TOHMA C MPU3HALU UM CYMMTOMY, MOACKa3BaLLm
BX, 1 KaTo MHCTPYMEHT 3a CKPUHUHT NPU NaumneH-
TV, OL|EHABAHU 33 YepHOAPO6HA TpaHCMIaHTaLWs
UV 32 TPaHCIoryapeH MOPTOCUCTEMEH LBHT

MpenopbuBa ce nauneHTuTe € BAX, CBbp3aHa ¢ nop-
TaslHa XUNepTOHKsA, Aa 6bAAT HACOUBAHU KbM LIEH-
TPOBE C ONWT B JIeYEHNETO 1 Ha ABeTe 3abonaBaHNA

Mpwu naunenTn c BAX, cBbp3aHa c nopTanHa xunep-
TOHWA, TPAGBa fa ce Ma NpeaBua NbpBOHaYanHa
MOHOTepanus, nocsieiBaHa ako e Heob6xo[MMo OT
KOMOMHaLWsA, KaTo ce B3eMaT NpefBuf noanexa-
LLOTO YepHOAPOOHO 3abonABaHe U MHAMKaLUUTE
3a YepHoAPO6Ha TpaHCNNaHTaums

lla C

TpaHcnnaHTauma Ha 4yepeH Apob6 TpAbsa fa ce

B3eme NpefBuA Ha MHAMBMAYaNHa OCHOBA NpU na-

umneHTn c BAX, cBbp3aHa C nopTanHa XMnepToHus, lla C
korato BCC e HOPMaNHO NN NOYTM HOPMAJTHO Ha

¢doHa Ha Tepanua 3a BAX

JlekapcTBata, ogobpeHu 3a BAX, He ce npenopby-
BaT MNPV NaLMeHTV C MopTasiHa XMNepTOHUA U HeK-
nacuouympara bX (r.e. nouwero mPAP, Bucok CO
1 HopmanHo bCC)

mPAP, cpeaHo nynMoHanHo apTtepuanHo Hansaraxe; CO, cbpheyeH aebuT;
BAX, nynmoHanHa apTepuanHa xmnepToHus; bX, 6enogpobHa xmnepToHus;
BCC, 6enoapo6bHO CbOBO CbNPOTUBNEHNE.

@ Knac Ha npenopbKuTe.

b HuBo Ha fokasatencTeHoCT.

Mpu nauneHTn ¢ PoPH, Konto ca npeTbpnenu ycnewHa yep-
HOAPOGHA TPAHCMIAHTALWSA, AeeCKaNnauyaTa Uiy NPeyCcTaHoBs-
BAHETO Ha fleyeHneTo 3a BAX yecTo e Bb3MOXHO, HO TpA6Ba Aa
Ce U3BbPLUBA Ha MHAMBUAYANHA OCHOBA.> >4

7.5. benogpo6Ha apTepmnanHa xunep-
TOHUA CBbp3aHa C BPOAEHO CbpAEeYHO
3abonaBaHe Npu Bb3pacTHU

Hannuneto Ha BX npu Bb3pacTHu ¢ BCH nma HerateeH edekT
BbPXY ecTecTBeHUA xof Ha BCB 1 Bnowasa KNMHWYHKA CTaTyC
M nporHosata.’> benogpobHata apTepuanHa XunepToHus,
cBbp3aHa ¢ BCb npuv Bb3pacTHY, e BKNoYeHa B rpyna 1 Ha Knu-
HU4YHaTa Knacndukauma Ha bX (Tabnuya 6) v npepctasnsasa
XeTeporeHHa nonynauua naumeHTn. MoctkanunapHa BX npu
Bb3pacTHU ¢ BCH (Hanp. cuctonHa unu frMacTonHa, CUCTEMHa,
KaMmepHa ANCOYHKUMA B KOMOMHALMA C WHHTOBU Nle3nUn 1Unn
cnoxHa BCB npu Bb3pacTHW 1 cUCTEMHa aTPUOBEHTPUKYNap-
Ha KnanHa guchyHkuma) Tpabea fa ce M3KoUK, 3a Ja ce on-
pefenn no-HaTaTbWHOTO fieyeHwue. MNo-gony e npepcTaBeHa
cneunduyHa KnMHMYHa Knacuoukaums (Tabauya 21), 3a fa ce
XapakTepusmpa no-gobpe bAX, cBbp3aHa ¢ BCb npu Bb3pacT-
HW. Hakoun cnoxHu BCB ca cBbp3aHn ¢ BpOAEHW aHOMannmn Ha
6enofpobHOTO CbAOBO AbPBO, BOAELM A0 cermeHTHa bX. Mpwu
cermeHTHa bX, evH nnu noseye, HO He BCUYKMN CEFMEHTU Ha
6enva(te) opob(oBe) ca XMNepTEH3UBHY 1 BCAKA XUNEPTEH3NB-
Ha o6nacT moxe aa ce nponasu ¢ bX ¢ pa3nuyHa TexecT, foKaTo
Apyru YacTu Ha 6enopobHOTO CbAOBO PyCso MoraT fJa 6baat
xunonnactuyHu. benopgpobHata aTpesna C MexpykamepeH
cenTaneH aedeKkT n cucTeMHn KbMm 6enoapobHN Konatepanm e
Haln-4yeCTo CpeLaHOTO CbCTOAHME, HO Apyrn cnoxkHu BCB mo-
raT Cblo Aa foBeAaT fo cermeHTHa bX.

MpubnusutenHo 3-7% ot nayneHtute ¢ BCb npu Bb3pacT-
HW B KpanHa cmeTKa Lwe pa3suAaTt bAX. Cpela ce no-yecTo npu
eHu, a yecToTaTa 3aBUCK OT NMOAMeXKallaTa ie3ns 1 HapacTea C
Bb3pacTTa M Bb3pacTTa Npu 3aTBapsAHe Ha AedekTa.”>® Usunc-
neHaTa yectoTa Ha BAX mpw maumeHTV cnep KopurvpaHe Ha
npocTa cbpfeyuHa mandopmauus e 3%.%7 EnngemmonorusTta Ha
BAX, cBbp3aHa ¢ BCb npu Bb3pacTHY, ce 04aKkBa fja ce NPOMeHM
nopagn Hanpegbka B AMArHOCTMYHATa W TepaneBTUYHa nepu-
aTpuMyHa KapAnosorus, KOeTo Bogu A0 MO-Manko MauneHTu ¢
npoctn BCH B 3pAna Bb3pacT 1 noBeye NnauveHTN CbC COXKHN
ne3un n/vnuv 3aTBopeHn aedekTn, Kouto passmeat bAX B 3pana
Bb3pacTt.>8

KnvHuuHoTto npepcTtaBAHe Ha cMHApoMa Ha Eisenmenger,
HanpegHana ¢opma Ha BAX, cebp3aHa ¢ BCb npu Bb3pacTHu,
ce xapakTepusupa C NonvopraHHn epekTn OT XPOHUYHATa XU-
MOKCEMUSA, BKIIOUMTENHO LMaHO3a, KaKTO U XeMaTONOrnyHu
NPOMEHM, BK/TIOUMTESTHO BTOPMYHA epUTPOLIMTO3a U TpomboLm-
ToneHnA. OCHOBHMTE CUMMTOMM Ca JUCMHEA, yMOpPa U CUHKOM.
CuHapombT Ha Eisenmenger moxe CbLyo ia ce MpoABY C XeMon-
TU3a, rpbAHa 605Ka, MO3bUYHO-CHAOBU UHLMAEHTU, MO3BUHMU
abcuecy, HapylWeHnA Ha KoarynaumaTta 1 BHe3anHa cmbprT. Ma-
unenTute ¢ BCHb npun Bb3pacTHn 1 cMHAPOM Ha [layH ca nsnoxe-
HW Ha MOBULLEH PUCK OT pa3BUTME Ha CMHAPOM Ha Eisenmenger.

7.5.1. [AunarHocTMKa 1 OLeHKa Ha pucKa

[unarHocTnyHOTO yTOUHABaHe Ha bAX, cBbp3aHa ¢ BCb npu Bb3-
pacTHK, TpAbBa Aa ce 6a3mpa Ha HAMYMETO Ha CUMMTOMU 1 Aa
BKJIlOUBa aHamHesa, dusmkaneH npernea, PFTs, ATA, obpa3Ha
AmnarHoctuka (ocobeHo exokapguorpadus), Tect ¢ HaToBapBa-
He 1 nabopatopHU nscneaBaHua. Tpsbea ga ce otbenexu, ye
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Ta6bnuua 21:  KnuHunuHa Knacndpukauma Ha 6enoppo6-

Ha apTepuanHa XUNepToHWNsA, CBbp3aHa C
BPOAEHO CbpAeYHO 3a6onABaHe

(1) CuHgpom Ha Eisenmenger
BkntouBa BCMUKM ronemm UHTPa- 1 eKCTpakapavanin aedektu, Koun-
TO 3aMoYBaT KaTo CMCTEMHO-6eN0APO6HY LWBHTOBE 1 Mporpecnpat
[0 cunHo nosuweHo BCC 1 obpbluyaHe Ha WhHTa (benoapobHo-cuc-
TEMEH) X ABYMNOCOYHO WbHTUPaHe. OBUKHOBEHO Ca Hanwuue una-
HO3a, BTOPMYHA epUTPOLMTO3a 1 3acsAraHe Ha MHOXECTBO OpraHu.
3aTBapsHeTO Ha fedeKTnTe e NPOTNBOMNOKA3aHoO.

S

BAX cBbp3aHa c npeobnagaBalyo CMCTEMHY KbM 6e10APO6HM LbH-
ToBe

« Kopurupyemu®

+ Hekopurupyemun

BkntouBa ymepeHu fo ronemu fedpektu. BCC e neko fo ymepeHo no-
BULLEHO 1 BCe olle npeobnafiaBa CUCTEMHO-6€10PO6HO WHHTUPA-
He, a MaHo3aTa B MOKOW He e XxapakTepHa

(3) BAX c ManKyl/cnyqal?lHlAb nedektn

3HaumTenHo nosuweHo BCC npu Hanuume Ha CbpAeYHU pedekTy,
CUNTAHU 32 XEMOAMHAMUYHO He3Haummu (06MKHOBeHO fedeKkTn Ha
MeXxayKamepHata nperpaga <1 cm n gedektv Ha Mexaynpeacbpa-
HaTa nperpaga <2 cm oT epeKTUBHMA JUAMETBP, U3MEPEH C exoKap-
aunorpadus), KOMTO camm Mo cebe cv He ca NPUYMHA 3a Pa3BUTUETO
Ha noBuweHo BCC. KnnHnuHata KapTuHa e MHoro nogo6Ha Ha MBAX.
3aTBapAHETO Ha fepeKTUTe e MPOTHNBOMOKa3aHO.

=

BAX cnep Kopekuus Ha fedekTta

BpogneHoTo cbpaeyHo 3abonsBaHe e KopurnpaHo, Ho BAX nepcuctu-
pa BefjHara cnep KopekuuaTta, unu peumanemupa/ce passraa Meceuu
VNV TOAVHW Clief] KOPEKUMATA NPU INMCA Ha 3HAYMTENTHW NocTonepa-
TVUBHMW XeMOANHAMUYHM Ne3nK.

MBAX, nguonatnuyHa 6enoapobHa apTepuanHa xuneptoHus; bAX, 6enogpobHa
apTepuanHa xuneptoHus; 5CC, 6enoapobHO CbAOBO CbNPOTHBNEHME.

@ C onepauva uan WHTpPaBacKynapHa NepKyTaHHa Npoueaypa, BUXTe
cblwo [penopvyumen+Ha Tabnuya 18 3a 3aTBapsHe Ha WbHTa.

Pa3mepbT ce oTHACcA 3a Bb3pacTHY NaumeHT. Bbnpekun ToBa, BKIOUU-
TeNIHO NPW Bb3PaCcTHW, NPOCTUAT ANAMETBbP MOXe Aa € HeAoCTaTbYeH 3a
onpepensHe Ha XeMOAMHAMMYHaTa 3HAUMMOCT Ha fledeKTa, a TpsabBa aa ce
B3emaT npefBuA OLe rPaANeHTBT Ha HanAraHeTo, pa3mMepbT M NocokaTta
Ha WbHTA 1 CbOTHOLIEHMETO Ha 6e10APO6HNA KbM CUCTEMHUA KPbBOTOK.

CTaHAAPTHUTE exoKapanorpadCKmn KpuTeprm 3a OTKpMBaHe Ha
BX moxe faa He ca NpunoXxnmu npu KomnnekcHa BCb npu Bb3-
pactHu.>*® 3a noTBbpXKAaBaHe Ha ararHosata BAX v onpegens-
BaHe Ha TepaneBTWYHUTE MHTEPBEHLUN € HeobXxoanmMa AACHa
CbpAeyHa KaTeTepur3auma C OKCMMETPMA 3a U3UMCIABaHE Ha
OTHoLEeHNeTo 6enoapobeH KPbBOTOK/CMCTEMEH KPpbBOTOK (Qp/
Qs). Tpabea fa ce 136ArBa TEPMOAUNYLMA NPY HaNUYMe Ha NH-
TpakapAnaaHU WHHTOBE, Hal-TOUEH e AVPEKTHUAT MeTOoA Ha
Fick. benogpo6HOTO CbAOBO CbHMPOTMBIEHUE MOXe Aa 6bae
HafiLeHeHO nopagu eputpouuTtosa.”’®® Tpsabea ga ce Hanpasu
WHTepnpeTauua Ha MHBa3vBHaTa XeMOAVHamuKa (BX. Pasdesn
5.1.12) B KOHTEKCTa Ha My/TUMapameTpuyHaTa oleHKa Ha Gursn-
Yyeckus KanaumTet, nabopaTopHuUTe n3cneiBaHnA 1 obpasHata
ANarHocTumka.

MpeankTopu 3a no-sowa nporHosa npu bAX, cebp3aHa ¢
BCB npu Bb3pactHu, ca ®K no C30 -1V, HenoHOCMMOCT KbMm
HaToBapBaHe, oueHeHa upe3 6MWD wnnu nukosa VO,, aHam-
He3a 3a Xxocnutanusauuma nopaau fAacHa CH, Gromapkepwm
(NT-proBNP >500 pg/mL, C-peakTnBeH npotenH >10 mg/mL,
BMCOK CEPYMEH KpPeaTUHWH U HWCKM HUBA Ha anbymMuH), xe-
neseH fednumnt n exokapanorpadckmn nokasatenu 3a K anc-
byHKUMA.>>2! B cpaBHeHune ¢ nauveHTn ¢ MBAX, nauneHTuTe
CcbC cnHgpom Ha Eisenmenger morat ga mmaT OTHOCUTEIHO
cTabureH AbArOCPOYEH Xof Ha 3abonAaBaHeTo. [lAacHaTa Kame-
pa ce gebapacrpa oT 4ACHO-NeBUA WHHT, noagbpxanku CO 3a
CMeTKa Ha XMNoKcemusa 1 unaHosa. Bbnpekun ToBa, nporHosara

npv cuHgpoma Ha Eisenmenger He e TonkoBa 6naronpuATHa,
KOJIKOTO ce cMATaLle npean.°%?

Kakto npu gpyrn ¢popmum Ha BAX, oueHkaTa Ha pucka e
Ba)KHa 3a PbKOBOAEHETO Ha TepanuATa, a Npu CUHAPOMA Ha
Eisenmenger ca onucaHu cneundunyHn puckosu dakropu. fo-
JIAMO MHOTOLIEHTPOBO NPOYYBaHe Nokasa, 4e CMbPTHOCTTa Npu
Bb3PACTHN CbC CMHAPOM Ha Eisenmenger ce onpepens ot Ha-
SINYMETO Ha NPETPUKYCNNAANEH WHHT, HanpejHanaTa Bb3pacT,
HMCKaTa KMCIOPOAHa caTypauma B MOKOW, nMcata Ha CUHYCOB
PYTBM 1 HAJIMUYMETO Ha NepuKapaeH n3nme.”

7.5.2. Tepanusa
Pesyntatute npu bAX, cBbp3aHa ¢ BCb npu Bb3pacTHK, ce nogo-
6puxa c HaBM3aHeTO Ha HOBM Tepanuu 3a BAX, HanpeabKa B Xu-
PYPrMyHOTO NleYeHne 1 nepronepaTrBHUTE TPUXKK Y eKUMHWA
MyNTUAMCUMNIVHAPEH NOAXOA B LeHTpoBeTe 3a bX. Te3n nauum-
eHTV TpA6Ba Aa 6bAaT NleKyBaHW OT Creurann3npaHn 3gpaBHU
cneumanuctn. ObyyeHMeTo Ha MauUeHTUTe, NMoBeAeHYecKuTe
NPOMEHM 1 coLlmasnHaTta 1 NcMxonornyecka nogKpena ca BakHM
acnekTu Ha neyeHmneTo.

3aTBapAHETO Ha WbHTa (XMPYPrUYHO MW UHTEPBEHLMOHAHO)
MOXe [ia ce UMa npenBuL camo Mpy nauyeHTy ¢ npeobnagasaly
cicTemHo-6enoapobeH WbHT 6e3 3HaunTenHo nosuweHo BCC.
Kputepnn 3a 3aTBapAHe Ha fedekTa Bb3 OCHOBA Ha CbOTHOLLE-
Hneto Qp/Qs 1 (M3XoaHO N/Mnn cnep, NPULENHO nedeHne Ha BAX)
BCC 6axa npepnoxerun B Mpenopbky Ha EKL 2020 r. 3a neyeHune
Ha BPOAEHN CbpAeuHM 3abonasaHnA Npu Bb3pacTHW.'Y' PeweHns
3a 3aTBapsAHe Ha WbHTa He TpA6Ba fa ce B3emMaT camo Ha 6asaTa Ha
XeMoAVHaMUYHU N3MepBaHUA, a TpAbBa Aa 6bae cnefBaHa cTpaTe-
rA, BKMIOUBALLA MHOMXECTBO NapameTpy. 3aTBapAHETO Ha LWbHTa
Hanprimep He e NMoKasaHo B C/lyyall Ha fecaTypauusa no Bpeme Ha
HaTtoBapBaHe ¢ 6MWT mnn CPET unu Korato vma BTOPUYHA eput-
pouuTo3a, Npefnonaraiia AMHaMUYHO 06pbLLYaHe Ha WbHTa. Hama
[OKasaTencTBa 3a Ab/IrOCPOYHa Non3a oT NoAxoaa ,JIeKyBai 1 Ko-
purupan” npy naumeHtn ¢ bAX, cebp3aHa ¢ BCh npu Bb3pacTHy, ¢
npeobnapasaly, cMcTeMHO-6enoapobeH WHHT, Nopaan KoeTo Mma
Hy>KZa OT 6bgeLy NPOCMeKTUBHI NPoyYBaHWA.>%* 3aTBapsAHETO Ha
AedeKTa e NPOTMBOMOKA3aHO NPU BCUYKM NALMEHTUN CbC CUHLPOM
Ha Eisenmenger 1 cbLUo Taka Moxe fia MMa HebnaronpuaTeH ebekT
npu nauyeHT C Manku/cnyyanHu fedektu, uneto 3abonaBaHe
npoTnya nogo6Ho Ha MBAX.”% Hama HannuHy NpoCnekTUBHM faH-
HV 3a Mosi3aTa OT TecTa 3a Ba30OPeaKTNBHOCT, TecTa ¢ 6asloHHa OK-
ny3ua unm 6enoppobHata broncua, Lenawm oLeHKa Ha onepabun-
HOCTTa 1 HopManusnpaHeTo Ha BCC crep 3aTBapsaHe Ha aedekTa.>®s

MNaymeHtnTe ¢ BAX, cBbp3aHa ¢ BCb npu Bb3pacTHW, morat
fa ce B/IOWAT KAMHWUYHO NPU PasfnyHN OBCTOATENCTBA KaTo
apuTMuA, No Bpeme Ha HeCbpAeyHa onepauma, 3nckealla obua
aHecTe3ua, Aexvapatauma Uan xemoparus, Tpomboembonua u
6enofpobHN nHpeKumn. OnepauymmTe TpAGBa fa Cce orpaHuYa-
BaT [JO Te3U, KOUTO Ce CUMTAT 3a 33 bJKUTENHW, 1 ia Ce N3BbPLL-
BaT B CreLManm3vpaHy LeHTPOBE C aHECTE3MOM03M C ONUT Npwu
Bb3pacTHM ¢ BCB 1 BAX. Mpwu naumeHTn cbe cencuc Tpabea ga ce
NoAo3vpa eHJoKapAWUT, AOKATO MPU Te3U C HEBPOSTOTMYHW CUMI-
TOMM MNIM HOBOMOABMIIO Ce rnaBobonve TpAbBa Aa ce U3KNUn
LepebpaneH abcuec, 0cobeHo Mpu Te3n C HUCKa KUCIOPOAHA
caTypauma 1 cnoxHa aHatomus. MNpenopbysa ce fa ce n3bareat
TEXKUN GU3MYECKN HAaTOBapPBaHUA, HO JIEKUATE 1 YMepeHU HaTo-
BapBaHWA 13rnexaa ca nonesHn.>s’ MayveHtute Tpabea ga nony-
yaT BCUYKM NPEenopbyBaHy BakCMHaLMK, KaKTO U NpodunakTnka
3a eHJoKapAUT NPY HanMumne Ha LmaHo3sa. Bbnpeku ue 6pemeHHN
NauMeHTKN C NABO-AECEH LWHHT U cTabunHa, fobpe KOHTpoOu-
paHa BAX noHacAT fobpe 6peMeHHOCTTa NpwW cneunanvsnpaHn
rpuvm, Npu cuHgpoma Ha Eisenmenger 6pemeHHOCTTa BCe oLe
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€ CBbp3aHa KaKTO C BMCOKa MalynMHa CMbPTHOCT, Taka 1 € ¢peTan-
HU YCTIOKHEHVS U MPU Te3W CUTyaLuy He ce npernopbuysa,s85°
CUIIHO ce npenopbyBa edpeKTNBHA KOHTpaLenuua. Mpu Te3n na-
LUMEeHTM Ce npenopbuBaT AbJrofencTBalm, obpaTmMmn KoHTpa-
LenTMBHU MMMIAHTV U BbTPEMaTOYHM YCTPONCTBA Ha 6a3aTa
Ha nesoHoprecTpen.”’°

BropunuHata eputpounTo3a e HeobxogMma 3a ajeKkBaTeH
TPaHCMOPT 1 JOCTaBKa Ha KNC/TOPOA, @ PyTUHHaTa ¢pnebotomms
TpAbBa Aa ce n36Area, BUHary Korato ToBa e Bb3MOXHO. MMpu
CYMNTOMM Ha XMMEPBUCKO3UTET MPU HaNMUME Ha XEMATOKPUT
>65% TpA6Ba Aa ce noAxoau ¢ noaxoasawa xuapartauus. dedu-
LMTBT Ha XenA30 TpsAabBa Aa ce kopurmpa. KoraTo ce npwnara i.v.
3amMecTUTeNHa Tepanua ¢ Xens3o, TpAbBa Aa ce 06bpHe cneuyu-
afHO BHUMaHWMe 3a n36ArsaHe Ha Bb3ayLiHa embonusA no Bpeme
Ha npunoxeHuneto.>’! He e fokasaHo, Ye TepanuaATa C KNCNOPOS,
B/IAie BbPXY NPEKNBAEMOCTTA.

MepopanHo aHTMKoarynaHTHo neyeHue c VKA 6u morno ga
ce UMa NpeaBuA Npv NauueHTn ¢ roleMy aHeBpuU3MmM Ha Ge-
noppobHaTta aptepusa C Tpom603a, NPeACbPAHY apUTMUN 1
npeawecTBawy TPOM60eMOONNYHN UHUNAEHTN, HO C HUCBK
pUCK OT KbpBeHe. MNpun nauneHTn ¢ MHoro Bncok Hb (>20 mg/
dL) nsmepBaHuMATa Ha CTaHZAPTHOTO MEXAYHAPOAHO HOpMa-
NIN3MPaHO CbOTHOLUEHME Ca MO-MajKo TOYHU 1 TpsAbBa fa ce
M3non3BaT uMTpatHM enpyseTku. Lo ce oTHaca go m3nons-
BaHeTO Ha HOBW nepopanHu aHTukoarynaHtn (NOACs), enHa
ronsmMa HauuoHanHa HeMcka 6a3a faHHM 3a Bb3pacTHu ¢ BCh
(BkntouBawa 106 nekysaHu ¢ NOAC naymeHTy CbC CUHAPOM Ha
Eisenmenger) nokasa, ye ynotpebata Ha NOAC ce cBbp3Ba C
MO-BMCOK ABJITOCPOYEH PUCK 3@ KbPBEHE, rofieMn HexenaHu
CbPAEYHO-CBLOBU CHOUTUA N CMBPTHOCT B cpaBHeHue ¢ VKA,
nopagzu koeto 3anousaHeTo Ha NOAC TpsabBa fa 6bae orpaHu-
YeHo fo LeHTpoBseTe c onut npun BCB npu Bb3pacTHW, Npy BHA-
MaTesiHa NpeLeHKa Ha MoTeHUMaHUTE NOM3KN U puckose.”’ %573

B cpaBHeHve c apyru noarpynu ot rpyna 1 cblyecTByBaT
OrpaHnYeHn AaHHW 3a yrnoTpebaTa Ha NlekapcTBa, 0fo0bpeHM 3a

Mpenopbku

Ta6bnuua 18: lMpenopbkn 3a 3aTBapsiHe Ha LWbHTa
npy NayMeHTu CbC CbOTHOLIEHMEe 6enogpobeH KbMm cuc-
TeMeH KPpbBOTOK >1,5:1 Bb3 OCHOBA Ha U3unc/ieHOTO 6eno-
APO6GHO CbAOBO CbNPOTUBIEHUE

Mpenopbku Knac® Hueo®
Mpw naumenTn ¢ ASD, VSD unn PDA n BCC <3 WU ce I c
npenopbyBa 3aTBapsAHE Ha WbHTa

Mpw naunenTn c ASD, VSD unu PDA n BCC ot 3-5 WU lla c

TpﬂﬁBa Aa ce B3eMe npeasunj 3aTtBapAHe Ha WbHTa

Mpwn naunenTtn c ASD n BCC >5 WU, KoeTo Hama-
nasa go <5 WU npwu neyenue 3a BAX, moxe pa ce 11b C
B3eme NpefBuA 3aTBapAHE Ha WbHTA

Mpu naumentn ¢ ¢ VSD nnmn PDA n BCC >5 WU, moxe
[ia ce 06MUCV 3aTBapsAHE Ha LWbHTA CNief BHAMATeHa b C
OL|eHKa B CreLyanv3rnpaHm LeHTpoBe

Mpwu naunenTn ¢ ASD n BCC >5WU Bbnpeku neyeHmve- - c
70 3a BAX He ce npenopbuBa 3aTBapsAHe Ha WbHTa

ASD, npeacbpaeH gedekT; BAX, 6enogpobHa apTepuranHa XMnepToHus;
PDA, nepcuctupaly ayktyc apteprosyc; 6CC, 6enoapobHo cboBO Cb-
npotusnexue; VSD, mexpykamepeH aedekt; WU, egununum no Wood.
PelleHua 3a 3aTBapAHe Ha WbHTa He TpAbBa Aa ce B3emaT camo Ha 6asa-
Ta Ha XeMO[MHaMNYHN N3MepBaHusA; TpAbBa fa 6bAe cnefBaHa cTpaTe-
rns, BKNoYBalla MHOXEeCTBO NapameTpu (BuxTe Paszden 7.5.2).

@ Knac Ha npenopbKuTe.
b HuBo Ha fokasatencTaeHoCT.

BAX, npu naumeHTn ¢ BAX, cebp3aHa ¢ BCb npun Bb3pacTHu. bo-
3eHTaH nopobpsasa 6MWD 1 Hamanasa BCC npu naymeHTn cbe
cvHapom Ha Eisenmenger B Il ®K no C30.°”* MaumneHTuTe C no-
KOMMMEKCHM Ne3nn e No-Manko BEPOATHO Aa pearmpat Ha Tepa-
nuuTte 3a bAX, B cpaBHeHMe C naymeHTmTe C NnpocTun nesuun. EgHo
PKM, n3cnepBawo edukacHOCTTa Ha MaUUTEHTaH, He OTKpMBa
edekT Bbpxy 6MWD B cMeceHa rpyna oT nauneHTn CbC CUHAPOM
Ha Eisenmenger (6MWD ce nopgobpsaBa KakTo B rpynara c jieye-

MpenopbKn

Tabnuua 19: MpenopbKu 3a 6enogpobHa apTepmnan-
Ha XMNepPTOHNA CBbP3aHu C BpPOAEHU CbpAeYHN 3abonaBa-
HVA NPV Bb3pacTHN

Mpenopbku Knac®  Hueo”
OueHKa Ha pucka

MpenopbuBa ce OLeHKa Ha prcKa NpW NaLEeHTU C
nepcuctmpalla BAX cnep 3aTBapsHe Ha aedekTa

Tpn6Ba fa ce B3eMe NpeABMS OLIEHKa Ha PUCKa npu

! Ila C
NaymneHTn CbC CMHAPOM Ha Eisenmenger

JleueHne

bo3eHTaH ce npenopbyBa NPU CUMNTOMHMW NaLw-
EHTN CbC CMHAPOM Ha Eisenmenger 3a nofobpsaBa- 1 B
He Ha pu3nyeckma Kanayuter’4

Mpy nauyneHTn cbc cuHapom Ha Eisenmenger

TpA6Ba Aa ce UMa MpefBuA MU3MON3BaHETO Ha A0-

NMbJHUTENEH KUCIopoJ, KOraTo ToBa TPalHO Mo- Ila C
BULIABa apTepuanHata KUCI0poaHa caTypauma n

HamanAaBa cMMNTomuTe

JlonbAHWUTENHO NeveHne C Xenaso TpﬂﬁBa fa ce

Ila C
B3eMe NpeaBua NPy NaLMeHTH C XeneseH geduumt
Mpu nauveHtn ¢ BCH Npu Bb3pacTHY, BKIOYUTENHO
cHApoMm Ha Eisenmenger, TpA6Ba fja ce UMaT Npeasug, lla c

npyru ERA, PDES5is, puoumryaT, npocTauyKIMHOBM aHa-
110311 VI TPOCTALMKIIMHOBY PELIENTOPHN arOHNCTN

Mpwn naunentn c BAX cnep kopurnpaxa BCb npu Bb3-

pacTHu TpAGBa Aa ce MMa MNpeasuy MbpBoHavanHa

nepopasHa KOMOWHMpaHa Tepanua C JiekapcTBa,

of06peHy 3a BAX npu HUCBHK 1 YyMEPeH prCK, AoKaTo Ila C
NpU BUCOK PUCK TPAGBa fla ce B3eme Npefsug mbpso-

HavanHa KOMOUHVpaHa Tepanus, BKOYBALLA i.V./s.C.
NPOCTaLMKANHOBY aHano3un

Mpw nauymeHTn ¢ BCB npu Bb3pacTHU, BKOUYNTEN-
HO cuHapom Ha Eisenmenger, TpabBa Aa ce B3eme

Ila C
npegsug nocnegoBaTesHa KOM6UHMpPaHa Tepanus,
aKO He ce MoCTMraT LieNInTe Ha IeuyeHneTo
Mpw nrnca Ha 3HaUMTENIHAa XEMOMNTM3a MOXe fa ce
B3eMe MpeABunz ieueHmne C Nepopastmy aHTMKoary- b c

NIaHTW NPY NayneHTn CbC CMHAPOM Ha Eisenmenger
c Tpom603a Ha 6enofgpobHaTa apTepurs

Mpw XeHn cbc cHAPOM Ha Eisenmenger 6pemeH- c
HOCT He ce npenopbyBa
Mpu naumeHTN cbe cMHApPom Ha Eisenmenger He ce

npenopbyBa pyTMHHA Gpne6oTomus 3a MOHVKaBa- C
He Ha MOBULIEHVS XEMAaTOKPUT

BCB, BpoaeHa cbpaeyuHa 6onect; ERA, eHaoTeNVH peLienTopeH aHTaro-
HUCT; i.v., BeHO3HO; BAX, 6enoapo6bHa apTepuanHa xuneptoHus; PDE5I,
dochopmectepasa 5 UHXMOUTOPT; S.C., MOJKOMKHO.

@ Knac Ha npenopbKuTe.

b Hueo Ha gokasatencTeeHocT.

¢ HuBoTO Ha moKa3aTencTBa ce pasnuuasa oT [Npenopbkute Ha EK[
2020 r. 3a neYeHne Ha BPOAEHN CbpAeYHY 3ab60NsBaHMA NpY Bb3pacT-
HW, TbiA KaTo 6POAT Ha NauveHTnTe ¢ BCH Npn Bb3pacTH, BKIOYEHN B
npoyysaHeto AMBITION, e MHOro ManbK.
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HVe, TaKa 1 B Ta3u ¢ nnaue6o), Makap 4Ye B paMoTO Ha MaLUTEHTaH
Hamanseat NT-proBNP n BCC.>7>

OnuTsT € Apyrn ERA 1 PDE5i e nokasan 6naronpuatHu GyHK-
UMOHANIHN 1 XEeMOAMHAMWYHM pPe3ynTaTi Npu CUMHAOPOMa Ha
Eisenmenger.>’® B Manko efHOLEHTPOBO, MWIOTHO MPOYYBaHe,
[06aBAHETO Ha Hebynu3mpaH UNOMPOCT Ha $oHa Ha nepopan-
Ha TepanuAa 3a BAX He nopgobpsea 6MWD npu cuHapoma Ha
Eisenmenger.>’” Mpu nepcicTypaHe Ha CYUMMNTOMUTE UKW KIVHNY-
HO BJIOLLIABAHE Ce MPenopbyBa CEKBEHLVOHASHA 1 CYUMMNTOM-0pU-
eHTUpaHa cTpaTervis 3a fiedeHne npu crHapoma Ha Eisenmenger,
KaTo ce 3anousa c nepopaneH ERA (unu PDE5Ii) n eckanupalua Te-
panuis. AKO CUMMTOMUTE He ce Mofo6PAT aAeKBaTHO C NepopasHm
Tepanuu, NPoakTMBHO TpAbBa Aa ce B3emaT npeaBuy iv./s.c. on-
umn.>’8 ChlecTByBa TEOPETUYEH PUCK OT NapaoKcaiHa em6onus
npu Nesnn ¢ AACHO-NAB WHHT W HaNMuMe Ha LEHTPANeH BEHO3EH
KaTeTbp 3a iv. Tepanusa. ETo 3awo Moxe Aa ce B3eme npeasug 1H-
by3ma Ha s.C. NPOCTaLMKIIMHOB aHasor.

EdekTbT Ha TepanuuTe 33 BAX npu naumeHTy ¢ npeobaaBalum
CVCTEMHO-TMYNIMOHANHW LWHHTOBE € No-clabo ycTaHoBeH. MNauuneH-
TWTe C ManKu/cnyyaiitn fedektn Tpsa6ea Aa 6baat nekyBaHu C Ne-
KapcTea 3a BAX.>> ToBa Baxu 1 3a naumeHTute ¢ BAX cnepn Kopek-
umsa Ha aedeKTa, KOWUTO MAT MOBULLIEHA CMbPTHOCT B CPABHEHNE C
Te3m CbC cMHAPOoM Ha Eisenmenger.”’® Tesn nauyeHTV ca BKYEHN
B ronemu PKI ¢ Tepanun 3a BAX 1 Tpsbea Aa 6bAaT oLeHeHn Ha
6a3aTa Ha LANOCTHA oLeHKa Ha puricka (Tabnuya 16).°8° EbekTsbT ot
TepanuuTe 3a BAX npuv nauyeHTr cbc cermeHTHa BX ocTaBa 06eKT
Ha fe6aTi.'*">8! Bbnpeku ye HAKOW cepum CbobLLaBaT obellaBalLy
pesynTaTti, MMa Ciyyau, Mpy KOWUTO TepanumTte He ca 6unm Tonepu-
paH.*8' Mo nogobeH HauvH M3MoM3BaHETO Ha Tepanum 3a BAX npu
LMpKynauwis Ha Fontan e [oBeno 4o NpoTYBOPEUnBI pesynTaTii  ce
OYaAKBAT aHHM OT JOMbIHUTENHM NPOYyYBaHUsA,* 8284

TpaHcnnaHTauusaTa cbpue-6s5 4po6 nnm LTX CbC CbpaeyHa Xu-
pyprus e onums B CTPOro NogbpaHm Cllyyan, KOUTO He pearvpar Ha
Me[NKAaMEHTO3HO fleueHuie. To3u BapuaHT obade e orpaHunyeH ot
HAMIMYHOCTTA HA OPraHy U CIIOXKHOCTTA Ha ne3unte, CMbPTHOCTTa
€ BUCOKa Mpe3 MbpBaTa rofnHa cieq onepauusaTta, ocobeHo cnep
TpaHcnIaHTauusa cbpue-6sn apob, HO ce 3agbpka OTHOCUTENHO
HWCKa cnep Tosa.>®

7.6. benoppo6Ha apTepnanHa xunep-
TOHUA CBbpP3aHa C LLIMCcTo3ommnasa

LncTtozommnasata e efHO OT Hal-pa3MPOCTPAHEHUTE XPOHUYHN
nHbeKUMo3HM 3ab0n1ABaHNA B CBeTa M 3acAra okono 200 munu-
oHa Aywun.586 587 CBbp3aHaTa C wucto3omumasa bAX e Hanuue
npv 5% OT NaUMeHTUTE C XenaTocryieHnYHa popma Ha 3abonssa-
HeT0.586 Taka T e BogeLla npuyrHa 3a BAX, ocobeHo B HAKou pe-
rmoHu Ha tOxHa Amepuika, Adprika n Asus. B cpaBHeHre ¢ nauu-
eHTuTe ¢ VIBAX, naumeHTnTe CbC CBbp3aHa C lwmnctozommasa bAX
umat no-sucok CO n no-Hucko BCC n nmat no-gobpa npexuese-
MOCT.587 [laHHM OT perncTpu NokasBeart, Ye NpexnBaemocTTa npu
CBbp3aHa ¢ wrcto3omrasa bAX ce e nogobpuna npes nocnenHu-
Te roauHu € ynoTtpebaTta Ha lekapcTea 3a bAX.>88

7.7. benopgpo6Ha apTepunanHa xunep-
TOHUSA C NPU3HaLM Ha BeHO3HO/
KanuiaapHO 3acAraHe

O6wmTe prckoBM (GakToOpW, WAEHTUYHWUAT FeHeTWyeH cybctpat
N HepasnnummaTta KnMHmnyHa usasa Ha PCH n PVOD Hanarat pas-
rMeXAaHeTo MM KaTo efHO 3abonsBaHe, NMPUHaAfexallo KbM

CneKTbpa Ha 3abonasaHuATa B rpyna 1 bX (BAX ¢ npu3Haum Ha Be-
HO3HO/KanunApHo 3acarae)."42>>8 Mpy PVOD/PCH noctkanunap-
HYTe Ne3nu, 3acAraLum cenTasH1Te BEeHU 1 NpecenTanHuTe BEHYNH,
Ce CbCToAT OT xNabaBo, POPO3HO pemogenmpaHe Ha UHTMaTa,
KOETO MOXe f1a fIoBefie 710 MbJIHO 3anyLBaHe Ha nymeHa,' 422589590
Te3n npomeHu yecTo ce cBbp3BaT ¢ PCH, cbcToALa ce OT Kanunap-
Ha eKTa3ua 1 nponudepauyns, C yaBosBaHe 1 yTposABaHe Ha anBeo-
JlapHUTe CenTasiHN KanuispHY CIoeBe, KOUTO MoraT fa 6baat ¢o-
KaslHO pasnpefenieHn B anBeonapHua MHTepCTULmym, 25590

Henbt naumentn ¢ UBAX, oTroBapAwm Ha KputepuuTte 3a
PVOD/PCH, e ~10%, koeTo BoAu A0 Hal-HKCKa n3uncieHa 3abo-
neBaemMoCT 1 vectora Ha PVOD/PCH <1 ciyuait/mmnnon.*2® 3a
pa3nuka ot MBAX, npn PVOD/PCH npeobnafaBa MbXKUAT NOS 1
nporHosata e no-noiwa.*>38%>" GamunHara PVOD/PCH 06vKHO-
BEHO Ce cpella Npu mMnagn 6pata/cecTpy OT e4HO NOKOJIEHUE, C
He3acerHaTy 1 MOHAKOra C KPbBHO POACTBO MOMEXAY CY POAUTe-
11, KOETO NOKa3Ba, Ye 3aboNABaHETO ce NpefaBa KaTo peLecrBeH
6ener.'>8425591 ByuanenHute mytaunu B reHa EIF2AK4 npnunnsasar
HacneacteeHa PVOD/PCH.'*8 OceeH ToBa, PVOD/PCH morar aa yc-
JIOXKHAT NPOTMYAHETO Ha aCOLMUPaHN CbCTOAHMA KaTo Hanpumep
SSc*2> unu fia ca CBbP3aHy € eKCro3uLMA Ha TPUrepy OT OKOJTHaTa
cpefa Kato ankunmpawmy areHtun (umknodocdamma, MUTOMULNH
C)** n pasTBOpUTENY (TPUXNOPETUNEH). 3

7.71. JwnarHosa

lMoBeyeTo MauMeHTV ca C OMnakBaHWA OT HecneunduyHa guc-
nHeA nNpu ycunue n ymopa.590 OusnkanHuAT Npernes Moxe a
pa3Kkpue 6apabaHHM NPBCTU N XpUNoBe B ABeTe 6enogpobHu
OCHOBMW Mpw ayckyntaumn.>*® benogpo6Hata apTepuanHa xu-
neptoHuna n PVYOD/PCH umat cblma xemoauHammyeH npodun
KaTo npekanunsapHara bX.>°%>°! PAWP He e noBuLIeHO, Tbii KaTo
npomeHuTe B 6enofpobHUTE CbAOBEe 3acAraT Masnky BeHynu 1
Kanunapy, a HanAraHeTo Ha MbJIHEHE Ha NABOTO NpeAacbpane
ocTtaBa HopManHo.>*%%! NlnarHosata Ha PVOD/PCH ce ocHoBa-
Ba Ha pe3ynTatute OT M3C/eBaHUATA, NOACKA3Bally BEHO3HO
NMOCTKAaNUIAPHO 3acAraHe, XPOHUYEH MHTepCTUUManeH 6Geno-
apobeH oToK 1 KanunapHa nponndepauna.’>°%>°1 Tesn nscnen-
BaHUA BkNtouBat PFTs (HamaneH DLCO, yecto <50% TeopeTnyHu
cTtonHocTm), ATA (xmnokcemus) n HatneHa KT Ha rpbaHUA Koww
(3apebeneHn cybnneBpanHU CENTanHW JIMHWKW, LEHTPUnooby-
NapHW 3aceHYBaHMA TWUM ,MATOBO CTBKNO" M MeAuacTiHasHa
numbapeHonatya). 425282591592 Tpabea na ce otbenexu, ue Tesn
MauneHT MMaT PUCK 3a NIEKAPCTBEHO-MHAYLMUpaH Genogpo-
6eH OTOK Npu Tepanua 3a BAX: Haxoaka, npegnonarawa PVOD/
PCH.#2>59" OTKprBaHeTo Ha 6uanentu EIF2AK4 myTaumm e goc-
TaTbyHO, 3a fa MOTBbPAM AMarHosaTta HacnefcTtseHa PVOD/
PCH.15891592 Benogpo6HaTta 6roncusa e onacHa npu bX u He ce
npenopbyBa 3a gnarHoctuynpaHe Ha PVOD/PCH. 4%

7.7.2. Tepanua

Hama yTBbpAeHa MefMKaMeHTO3Ha Tepanus 3a PVOD/PCH.4?> B
cpaBHeHue ¢ VIBAX, PYOD/PCH nma no-nowwa nporHosa u orpa-
HUYEH OTroBOp Ha TepanuaTa 3a bAX, ¢ puck ot 6enoagpobeH
OTOK nopaan 6enogpobHa BeHO3Ha 06CTPYKLUA.*>>°1 Bbrnpe-
KN TOBA, MMa CbOOLLEHNSA 3@ HEMbBIIHO Y NMPEXOAHO KINHUYHO
nopgobpexne npu otaenHun naymeHTn ¢ PVYOD/PCH, nekyBaHu ¢
Tepanua 3a bAX, KosiTo TpaAbBa Aa ce M3MN0JI3Ba C rONAMO BHU-
MaHue B Te3n ciyuan.*?>>°1 inypetuun, KUCIopoaHa Tepanus n
6aBHO TUTPUpPaHe Ha TepanuATa 3a BAX morat ga ce nsnonseat
Ha MHAVBUMAYaNHa ocHoBa.*?® Mo Tasu NpuyMHa TepanuaTa 3a
PVOD/PCH Tpsa6Ba fa ce npeanpriema B LieHTpoBe ¢ 6oraT onut
B fleyeHneTo Ha bX, a nauymeHTUTe TpPAbBa Aa 6bAAT HaMbJHO
nHbopmMmpaHm 3a prckosete.*?> IMa eVHNYHN CbOBLIEHMS 3a
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Ta6nuua 20: MpenopbKku 3a 6enogpo6bHa apTepuanHa
XUMNepTOHUA C NPU3HALM Ha BEHO3HO/KanuaspHO 3acAraHe

Mpenopbku Knac?® Huso®

I1lb C

3a gmarHoctmumpaHe Ha BAX ¢ npu3Haum Ha Be-
HO3HO W/MNU KanunsapHo 3acAraHe (PVOD/PCH)
ce npenopbyBa KOMBUHALMNA OT KIIMHUYHU AaHHK,
paguonornyHu Haxogku, ArA, PFT v reHeTuuHo mns-
cnepBaHe

NaoeHnTndnkaumaTa Ha buanenta EIF2AK4 myTtauua
ce npenopbyBa C Liefl NOTBbpXKAaBaHe Ha AnarHo-
3aTa HacneacTBeHa PVOD/PCH'38:59"

MpenopbuBa ce noaxopaAwmTe nauneHTn ¢ PVOD/
PCH pa ce HacouBaT 3a OLleHKa KbM TPaHCMIaHTaUmo-
HEeH LIeHTbp BeAHara cfief NocTaBaHe Ha j1uarHosarta

Mpwn nauvenTn ¢ PVOD/PCH moxe pa ce obmuc-
Ny ynotpe6a Ha nekapcTBa, ofobperun 3a BAX,
NPy BHYMATEIHO MOHUTOPMPAHE Ha KJIMHUYHUTE
CUMNTOMM U razoobmeHa

He ce npenopbuBa 6enogpobHa 6uoncusa 3a noT-

Bbp/AaBaHe Ha anarHosata PVOD/PCH ¢

ATA, apTepunaneH KpbBHO-ra3oB aHanus; BAX, 6enoapobHa apTepuanHa
xunepTonus; PCH, 6enoapo6bHa kanunapHa xemaHrnomarosa; PFT, nynmo-
HaneH ¢pyHKLMoHaneH Tect; PVOD, 6enoppo6Ha BeHO-0KIy3nBHA 60necT.

@ Knac Ha npenopbKuTe.
b HuBo Ha fokasatencTeHoCT.

noTeHuranHa nonsa ot UMyHOMOZYNMPALLOTO fleueHne, HO TO31
NoAxod U3MCKBa LOMbJHUTENIHO NpoyuBaHe.”®® EguHcTBEHaTa
Tepanua, KOATO MOXe Aa fosefde [0 m3neKkysaHe npu PVOD/
PCH, e LTx n nokasaHuTe naumeHT TpAabBa fa 6bAaT HacoUYeHU
KM TPaHCMIaHTALVOHEH LLEHTBP 3a OLEHKa OLLe Npu NocTasaA-
HeTo Ha AmarHosara.*2>>! [aTonormyHOTO N3CNefBaHe Ha eKc-
nnaHTUpaHnTe 6enun gpoboBe NOTBbPXKAaBa AnarHosara.”?

7.8. MepmnatpuyHa 6enogpo6bHa
XUnepToHMA

BenogpobHa XxnnepToHMsA MOXe Aa ce NPOsABU BbB BCUYKN Bb3-
pacTu, BKIIOUUTEHO NPU KbpMadeTa 1 feua. benogpobHata xu-
NepTOHNA B AETCKA Bb3PACT MMA MHOTO OO XapaKTEPUCTUKN
¢ BX B 3psAna Bb3pacT; CcbliecTBYBAT 0b6aue U BaXKHW Pasfinku,
O ce OTHacA A0 enuAEeMUONIOrNATa, eTUONOMMATA, FeHeTNKaTa,
3aBMCUMUTE OT Bb3PACTTa AMArHOCTUYHU 1 Ie4e6OHN MOAXOAM 1
npocneasBaHeTo Ha 3abonaBaHeTo. BaxkHa 1 KOHUenTyasnHo oT-
NMYMTENHA XapaKTepuUCTrKa Ha neguatpryHata bX e yBpexpaa-
He Ha pa3BuBaLLaTa ce deTanHa, HeoHaTasHa Uy negmaTpuyHa
6enofpobHa UMpKynayus.

7.8.1. Enmpemunonorua v knacupumkauyms
[oknapBaHaTa roguiiHa YecToTa Ha neguaTtpuyHaTa bX e 64/mu-
NIMOH Aeua.”®* PasnpefeneHneTo Ha pasinuH1Te eTMONIOrMK Ha
BX B meTcKa Bb3pacT ce pa3nnyasa oT bX B 3psana Bb3pact.”?4->%
BbenogpobHaTta apTepuranHa XMnepToHMA € Hal-4yecTnaT Tmn bX
npv Aeua, Kato ronamara yacT (82%) oT cnyyanTe ca C TpaH3u-
TopHa BAX (t.e. PPHN nnu kopurupyemn cbpieyHn WbHTOBE).
Ot octaHanute geua ¢ bBAX noeueto umat MBAX, HPAH wnn
HeobpaTtuma BAX, cebp3aHa ¢ BCb. [loknagsaHata 3abonesae-
mocT 3a MIBAX/HPAH un (HeTpaH3uTopHa) BAX, cBbp3aHa ¢ BCh,
e cboTBeTHO 0,7 1 2,2/MWUNNOH Aeua, € YectoTa 4,4 1 CbOTBETHO
15,6/MunuoH geua.>®* [pyrn cbctosnHuaA, cebp3ann ¢ BAX, (Ta6-
Jluya 6) ce cpewat Npwu geua, Ho ca peaKu.

Opyr 3HaunteneH aan (34-49%) ot geuata C HETPaH3UTOP-
Ha BbX ca HoBopogeHu 1 KbpmayeTa ¢ bX, cBbp3aHa ¢ pecnu-
paTopHU 3abonABaHWA, 0cOb6eHO 6enoApobHM 3abonsBaHuA
Ha pa3BUTMETO, BKIOUMNTESTHO GPOHXOMNYIMOHANHa Ancnnasms
(6MNA), BpoaeHa anadparmanHa xepHusa (BAX) n Bponexu 6eno-
APO6HM CbaoBy aHoManuun.”*4->%8 Teau geua Gopmmpar BaxkHa 1
cneunduryHa rpyna npy neguatpuuHata bX n noHacToswem ca
KnacuduurpaHnu kato BX rpyna 3, cBbp3aHa ¢ 6enogpobHu 3a-
6onsBaHuA Ha pasBuTueTo (Tabnuya 6; Tabnuya S7). 3HaunTenHa
1 HapacTBalla YacT oT feuaTa ¢ bX, cBbp3aHa ¢ pecnnpaTopHu
3a6onABaHNA, ce CbCTOU OT NPEXAEBPEMEHHO pofeHN aela C
BMA. Cobwo Taka, HAKOW HOBOOTKPUTU reHeTUdHu 6enonpob-
HW 3a60MsABaHMA HA PA3BUTMETO — BKIIOUUTENHO anBeosapHa
KanunapHa aucnnasus, 6enofpobHy HapylleHusA, CBbp3aHn C
TBX4-myTaums, n aHoOManmm Ha cbpdakTaHTa — MOHACTOALLEM Ce
Knacuouumpar B Tasu Kateropus (Queypa 10).5%°

Opyra otnnumTenHa yepta Ha bX npu geua e ronemuaT To-
Bap Ha reHeTNYHN 3abonasaHuA. bX B feTcka Bb3pacT yecTo ce
CBbP3Ba C XPOMO3OMHU, FEHETUYHM N CUHAPOMHM aHOManuu
(11-52%). KakTo npwv Bb3pacTHWUTE, FreHHN MyTaLuu, yyacTBaln
B natoreHe3ata Ha HPAH, ce oTkpuBaTt B 20-30% OT cnopaguu-
HUTe ciy4daun, Npu Kouto negmatpuyHata HPAH nsrnexpa ce xa-
pakTepu3supa c oboratasaHe Ha TBX4 n ACVRL1 Bapuauui, 500691
OcBeH T0Ba, 17% oT Aeuata ¢ BAX nmat gpyrun HapylieHus, 3a
KOUTO e U3BECTHO, Ye ca cBbp3aHu ¢ BAX, cpea KomTo Tprusomna
21. U Hakpas, 23% oT geuata ¢ BAX nmat Bapuaumm B 6pos Ha
KOMNuATa, KOUTO NPeam TOBa He ca 61/n cBbp3BaHu ¢ bX.600602.603
KaTo ce nma npeaBup yectata acoumauusa Ha neguatpuyHata
BAX € XpOMO30OMHMU, FEHETUYHW 1 CUHAPOMHM aHOMaNMK, MOXe
[a ce Uma npefBua reHeTUYHO 13csieBaHe 3a onpeaensaHe Ha
eTUONOTUATA U CbNbTCTBALMTE 3ab60MsABaHMA, CTpaTuduumpa-
He Ha pucka 1 naeHTMdrKaLmMa Ha YIeHOBe Ha CEMeNCTBOTO B
puck; ToBa obaye TpAbBa Aa CTaHe cyief NOAXOAALO eKcnepT-
HO FeHETUYHO KOHCYNTUPaHe Ha AETETO U CEMENCTBOTO (BUXKTe
Paszoen 5.1.13).

KnuHuuHata knacuéukauus Ha bX (Tabiuya 6) ce nsnonsea
1 3a neguatpryHaTa bX. 3a nogobpsABaHe Ha NPUNOXUMOCTTA
Ha Ta3un Knacndukauma npu KbpmaveTa u geua c bX, 1a e agan-
TUpPaHa, Taka ye Aa BKNoYBa bX cBbp3aHa C pa3nnyHu BpoLeHn
CbpAeYHO-CHAOBY 1 6eloapo6HU 3abonsaBaHMA nnu cneundny-
HW NeguaTpuuHn cbetoanna (Tabauyu S5-58)°°°

7.8.2. [AunarHocTuKa M OL,€HKa Ha pucka
B ncropuueckn nnax gedpuHunumata Ha bX npm geua Ha Bb3pacT
>3 Mecela e 6una cblyaTa Kato Npu Bb3pacTHU. JeduHmumnata
Ha bX 6ewe npomeHeHa Ha MPAP >20 mmHg KakTo npu Bb3-
pacTHK, KakTo 1 Npu geua. EpekTsT Ha MPAP 21-24 mmHg Bbp-
Xy NporHosaTta npu Aeua He e n3BecTeH. Bbnpekun ToBa, ¢ uen
nocnefoBaTeNHOCT U 3a yieCHABaHe Ha MpexoAa OT NneanaTpuy-
HM KbM rpuxu 3a BX npu Bb3pacTHK, ce npenopbyBa akTyanu-
3npaHata geduHuuma Ha bX pa ce usnonsea n npu geua. Bece
ole HAMa NpenopbKM 3a SleyeHne 3a Tas3n rpyna geua (mPAP
21-24 mmHg).

Mo oTHOLeHMe Ha HOBOBBbBELEHWA KPUTEPUiA 3a BKIOUBaHe
Ha BCC >2 WU ¢ yen ngeHtnomkauma Ha npekanunspHa bX npu
Bb3pacTHU BCC e 6uno BKOYEHO Npean ToBa B onpefeneHune-
To 3a bAX npu geua. Mpu geua KPbBOTOKBT TPAAULMOHHO Ce
WHAEKCUPa, KaTo ce MpremMa, Ye CUCTEMHUAT 1 6enoapobHUAT
KPBbBOTOK C€ MPOMEHAT MPONOPLIMOHANIHO Ha pa3mepa Ha TANo-
TO, HO He 1 rPafMeHTbT Ha TPAHCMYIMOHANHOTO HanAraHe. Tbi
KaTO KPbBOTOKBT € 3HaMeHaTesNl B ypaBHEHMeTOo 3a 13ymcnsBsa-
He Ha BCC, ce nofuepTaBa HeO6XOAUMOCTTA OT MHAEKCHMpPaHe
Ha BCC npu geua, a KpUTEPUAT NHAEKC Ha 6enofpo6bHO CbAOBO
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CnoxHa BCB

« Bpopena PVS

Knacudmkauus Ha bX

—

O Bpouxonynmouanua Aucnnasuva

* Bpopena PS

Komop6uaxoctu

e—

* KoHreHutanHa manpopmauusa

Puckou dpaktopn  Pecnupatopna noakpena < Ctepougu
32 KAMHNYEH u3xop « Hapncremna BX « ASD/VSD

« Hexkpotusupaw entepoxkonut
[warHocTuka * - Exokapauorpadusa

. [CK?

R

* OnTMMMn3MpaHe Ha
pecnuparTopHaTa
noakpena

« XpaHutenHa
noaapbvXKKa

Tepanua

4

Iloka3atencrea

o {

* KpaiiHo orpaHun4yeHn

<—

* benoapo6Hn 3a6onABaHNA Ha pa3BUTNETO

» KoHrenntanHa guadparmanHa xepHua
« AnBeonapHa KanuasipHa gucnnasus

€<

* Bpopena MS
* Kapauomunonarus

* Tpusomus 21
 nBb

o XMNOBEHTUNALMOHEH CUHAPOM

* Bpopena PS

* MeTa6onuTHW HapyLwieHna

* Xpomo30MHM aHOManuu
* CUHAPOMHM NpU3HaLN

* UHcTpymeHT 3a
OLleHKa Ha pucka

» ACK + AVT?
* AnarHocTnyeH
anropuTbm

* JleueHne Ha GORD
¢ Uuxanatopen NO,
nekapcrsa npu BAX

* Jleue6eH anroputbm

o 4/-
* KoxopTHu npoyuBaHna

MNMpocra BCb

* UBAX/HPAH
.6AXBC P BAXCTB

2
e

« UBAX/HPAH
« BAX-BCB

* PoPH
¢ BAX-HIV
 JleBoCcTpaHHa

CbpAeYyHa
HefoCTaTb4HOCT

* XObb
* Ubb

* CTEPH

* Xemaronornunu 6onectu
* CuctemHn 3a6onsaBaHnA

* lnaber

* XuneproHna

* CbpieyHa HeOCTaTbYHOCT
*bbbpeyHa HeJOCTaTbYHOCT,

* MHCcTpyMmeHT 3a
OLeHKa Ha pucka

e OCK + AVT?
* inarHocTnyeH
anroputTbm

* Jleue6eH anroputbm

@ESC @ ERS—

®urypa 10: HeoHaTanHa 1 neguatpuyHa 6enoapobHa X1nepToHKA cpeLly 6enoapobHa XMNepTOHWA Bb3PacTHU

ASD, pedeKT Ha MexxaynpeacbpaHata nperpaga; AVT, ocTpo Ba3opeakTBHO TecTyBaHe; BCB, BpogeHa cbpaeyuHa 6onect; XOBB, xpo-
HVYHA 06CTPYKTMBHA 6enofpobHa 6onect; CTEPH, xpoHuyHa TpomboembonnyHa 6enoapobHa xmuneptoHus; GORD, ractpo-e3odare-
anHa pednykcHa 6onect; HPAH, HacnepcTBeHa 6enoapobHa apTepuanHa xuneptonns; VIBb, nHtepctiumanta 6enopapobHa 6onect;
MBAX, ngnonatunyHa 6enonpobHa aptepuanHa xvunepToHus; MS, mutpasnHa cteHo3a; NO, a3oteH okuc; BAX, 6eniogpobHa aptepurianHa
xunepToHus; BAX-BCB, BAX, cBbp3aHa ¢ BpogeHa cbpaeuHa 6onect; BAX-CTB, BAX cBbp3aHa CbC CbeAMHUTENIHO-TbKaHHA 6ONecT;
BAX-HIV, BAX cBbp3aHa c HIV uHdekums; bX, 6enogpobHa xuneptoHus; PoPH, nopto-nynmoHanHa xvuneptonus; PPHN, nepcuctu-
paLla 6enogpobHa XMNepToHWA Ha HOBOPOAEHOTO; PS, nynMoHanHa aptepuanta cteHosa; PVS, nynMoHanHa BeHo3Ha cTeHo3a; RCT,
paHaoMU3UpPaHo KoHTponupaHo npoyysaHe; [ICK, ascHa cbpaeyHa KateTepusauus; VSD, mexaykamepeH aedekT.

2 Mpu NaumeHT C MAMoNaTMYHa, HacleACTBEHA UK CBbP3aHa ¢ nekapctea BAX. benonpobHaTta xvnepToHUs Mpu HOBOPOZEH
1 KbpMaueTa 3HauMTesIHO ce pa3nnyaBa Mo eTrosIorva, NaToGn3nonorus, oLeHKa Ha p1ucKa 1 neyeHvie oT Ta3y Npv No-ronemm
Aeua 1 Bb3pacTHK, AokaTto bX npu no-ronemu geua nma noseye npunvkuy ¢ bX npun Bb3pactHu.

cbnpotusnenve (PVRI) >3 WU-m? B gednHuuymsaTta Ha BAX npm
Jeua ocTaBa HernpomeHeH.>%?

T KaTo eTronoruATa Ha neguatpuyHata bX e mHoro pas-
HOOOpa3Ha, METOAVNYHMAT 1 M3YepraTeNieH ANarHOCTUYEH noa-
X0f e OT pellaBaLlo 3HayYeHne 3a NOCTUraHe Ha TOYHa ArarHosa
1 nnaH 3a neyeHne. Kakto npu Bb3pactHute, IBAX e anarHosa
Ha n3KyBaHeTo. [penopbuBa ce ANAarHOCTUYHO YTOUHABAHE,

nogo6bHO Ha ToBa MNPV Bb3PACTHUTE, HO MprcnocobeHo 3a ne-
namatpuuHata bX.>%° HegoHocenunTe Kbpmaueta ¢ B/ Tpsa6sa aa
6baaT ckpuHupaHu 3a bX, i1 kKato BX ce cpella uecTo B Tasu
nonynauvs 1 BIoWwasa CEPMO3HO NporHosara.so

W npu geua ACK e 3nateH cTaHZapT 3a OKOHYaTeNIHO NocTa-
BAHE Ha JMarHo3aTta M yCTaHOBABaHe eCcTeCcTBOTO Ha bX, kato
OCBEH TOBa OCUTYpsiBa Ba)KHU [aHHU 3a cTpaTtuduKauumsa Ha
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Ta6bnuua 22:

ﬂeKapcho [aHHun ot neanaTpu4yHuM nscneaBaHnsa

®ochoamnectepasa 5 uHxMbuTopm (NnepopanHu)

CunpeHadun RCT, npoabnKeHne no oTKPUT NPOTOKOSI: MOHO-
cmmocT, edrKacHOCT
Tapanadun RCT, npoabnkeHne ¢ OTBOPEH NPOTOKo: 6e30-

NacHOCT, MOHOCUMOCT, (l)apMaKOKVIHeTVI Ka

EHAOTEeNNHOBY peuenTOpHN aHTaroHUCTN (NnepopanHm)

BozeHTaH OTBOpPEH NPOTOKOJI, HEKOHTPONIMPaHO: 6e3onac-
HOCT, NMOHOCKMMOCT, papMaKOKMHETUNKA, edurKac-
HoCT

AmbpuceHTaH OTBOpPEH NPOTOKOJI, HEKOHTPONIMPAHO: 6e3onac-
HOCT, MOHOCMMOCT, apMaKOKMHETMKA

MauuTeHTaH HsAma goctaTbuHO faHHW Npy geua

OTBOpeH NPOTOKON, NpoAbiXaBalwo: eduKkac-
HOCT, 6€30MacHOCT, papMakoKMHETVKA NPV feLa
Ha Bb3pacT 2-18 roguHu

MpocTaumknnHoBM aHano3m (i.v./s.c.)

EnonpocteHoniv.  KoXopTHW Npoy4BaHusA, peTpoCcnekTUBHN

TpenpocTuHun KoxopTHW npoyuBaHusA, peTpocnekTuBHU: dap-

iv./s.c. MaKOKVHETUYHN

Apyrn

Mnonpoct HepocTaTbyHO AaHHM Npu Aeua

(uHxanaTopeH) Manku cepun cnyyau, peTpoCneKTUBHY

Cenekcunar HepocTaTbyuHm faHHW Npu geua

(nepopaneH) PaHpomMu3mpaHo, nnayebo-KoHTpoNMpaHo, B
KOMOGUHaLMA, npoAbKaBalo: 6e3omacHoCT,
NOHOCMMOCT, dapMaKoKMHeTMKa npu geua Ha
Bb3pacT 2-18 roanHn

Pvouuryar HepocTtaTbyuHm faHHW Npu geua

(nepopaneH) OTBOpEHO, MPOAb/IXKABaALLO: 6e30MacHOCT, Mo-

HOCUMOCT, papMaKoKMHeTMKa NpU Aella Ha Bb3-
pacTt 6-18 roguHun

N3nonsBaHe Ha Tepanuu 3a 6enogpo6bHa apTepuanHa XMNepToOHNA Npu geua

Opo6peHne Ha EBponeiickaTa areHUUA No nekapcreaTa
3a ynotpe6a npu geua c BAX

[a, 3a Bb3pacT =1 rognHa

MpenopbyBaHa AO3MpOBKa:

<20 kg: 30 mg/aeH B 3 npuema; =20 kg: 60 mg/aeH B 3 npuema
M36arsaiTe no-BMcokm Ao3u npu geua (>3 mg/kg/aeH)

He

MNpenopbyBaHa [J0O3MPOBKa:

0,5-1 mg/kg/AaeH ejUH NbT AHEBHO

Makc.: 40 mg/peH

OueHsBa ce camo Npu Aela Hag 3 FoauHN

[a, 3a Bb3pacT =1 roguHa
Mepgunatpuuna popma
MpenopbuuTenHa Ao3poBKa:
4 mg/kg/neH B 2 npuema
Makc.: 250 mg/peH

[a, 3a peua >8 rognHun

MpenopbunTenHa go3nposka: 2,5-10 mg/aeH efnH MbT AHEBHO
He

He

lMpenopbunTenHo fgosnpaHe:

Hauanna go3a: 1-2 ng/kg/min

6e3 N3BECTEH MAaKCUMYM

Mpwn peua ctabunHa gosa

o06umkHoBeHo e 40-80 ng/kg/min

Moxxe pa ce HanoXat NoBuLLEHNA Ha fjo3aTa

He

lMpenopbunTenHo fosnpaHe:

Hauanna go3a: 1-2 ng/kg/min

6e3 13BeCcTeH MakcMmyMm

Mpwn peua ctabunHa gosa

obunkHoseHo e 40-80 ng/kg/min

Moxe pa ce HanoXat NoBuLLEHNA Ha fo3aTa
He

lMpenopbunTenHo fgosnpaHe:

HavanHa go3sa: 2 ng/kg/muH

6e3 no3HaT MaKcMmMyM

Mpwu peua ctabunHata gosa

obunkHoseHo e 50-100 ng/kg/min

Mo>e aa ce HanoXat NOBULLEHNA Ha jo3aTa

He

He

He

N3TOouHNLM

613,614

615,616

617-620

621,622

623-626

624,626,627

i.v.,, MHTpaBeHo3HO; BAX, 6enonpobHa apTepuranHa xuneptoHus; RCT, paHZOMMU3UPAHO KOHTPONIMPAHO NPOYYBAHE; S.C., MOAKOXHO.

puUcKa.046% 33 nneHTdMKaLUMA Ha Te3M, KOUTO Ca Noaxonn-
WK1 3a neyeHue c Bucoku gosum KA, npn geua c UBAX/HPAH ce
npenopbyBa NPOBeXAaHe Ha TECT 3@ OCTPA BAa30OPEAKTUBHOCT.
Kputepunte, n3nonssaHyn npu Bb3PACTHU 3a MOJIOXKUTENEH
OCTbp OTFOBOP, Ca MAeHTMOMLMpPanN fela C TpaliHa nonsa ot
TepanuaTa ¢ KA; Te3n Kputepum obauye He onpegenaT obpatu-
MocTTa Ha BAX unn onepabunHoctta npu geua ¢ BCb. Tvih KaTo
OCK npwu peua c BX moxe fa 6bae cBbp3aHa C rofiemm ycnox-
HeHusA (B 1-3% oT cnyyante, ocobeHOo Npu Manku KbpmauyeTta

1 Te3n B NO-TEXKKO CbCTOSAHME), PUCKOBETE 1 Non3ute Tpsbea
Aa 6baaTt oueHeH NHAMBMAYAHO 3a BCAKO aete.5% CopaeuHa
KaTeTepusauma npu geua c bBAX Tpsabsa aa ce M3BbPLUBA €ANH-
CTBEHO B OMUTHU LEeHTPOBE 3a neagnaTpuyHa bX. MHankaymnmte
3a nosTopHa JCK npu geua ¢ bX noHacToAwem He ca gobpe
aedbuHupaHun.

J1MeueHmneTo Ha pgeua ¢ BAX ce ocHoBaBa Ha cTpaTuduKaumus
Ha pucka.””® MpearKTopuTe 3a NO-NOLWL U3XOA NPV NeauaTpuyHa
BAX ca nogo6bHM Ha Te3n Npu Bb3PaCcTHU 1 BKIOYBAT KANHUYHMN
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AaHHuW 3a 1K HeffocTaTbuHOCT, Nporpecusa Ha cumntomute, OK no
C30 llI-1V, onpepeneHn exokapauorpadckn napameTpu (Hamp.
TAPSE) n nosuweH cepymeH NT-proBNP. 6MWD <350 m cbLyo ce
npvemMa 3a NpeAnKTOp 3a MOo-Jlolla MPOrHo3a Npu neanaTpuyHa
BX, Ho cToMHOCTTa My NpK ManKky fela He e JOCTaTbyYHO yTOYHe-
Ha. [JJOMbAHWUTENHN NPOrHOCTUYHK $aKTopu, naeHTUOULMPaHn
npv neguatpuyHa BAX, ca 3abaBeH pacTex U XeMOAUHAMUYH
npomeHnueu Kato AMNH >10 mmHg, cboTHOWeHWe cpeaHo Geno-
APO6HO KbM CUCTEMHO apTepuanHo HansaraHe >0,75 n PVRI >20
WU+m?2,602606607 e gaTpruH1TE MHCTPYMEHTU 3a OLIEHKA Ha pu-
CKa Ha 6a3aTa Ha Te31 NapaMeTpu ca BanavpaHn PeTpoCneKkTyB-
HO B 06CEPBALIMOHHN NeANaTPUUHI perncTpm, 926042

7.8.3. Tepanusa

KpaliHaTa uen Ha nevyeHneTo TpabBa fa 6vae nogobpasBaHe Ha
NpeX1BAEMOCTTa 1 yNleCHABaHEe Ha HOPManHWTe JeiHOCTM B Nne-
puoga Ha feTCTBOTO 6e3 orpaHuyenHus. Mpu nunca Ha PKIM npwu
negnaTpuyHata BAX npenopbyBaHUTE anropuUTMK 3a ieyeHune
ca eKCTpanonmpaHn oT Te3n NpPU BbB3PACTHU U NOAKPENeHN C
JaHHU OT 06CepBaLMOHHN NPOoyYBaHKA Npu Aeua ¢ BAX.>%?

O6cepBaLUMOHHY KOXOPTHW NPOYyUBaHNA NOAKPeNnAT neveb-
HW anropuTMK NpefHasHauYeHn 3a Bb3pacTHN Aa ce 13non3sat
npu geuaTa (BKNIOYMTENTHO NPEBB3XOACTBOTO Ha KOMOMHMpPaHa-
Ta Tepanua Hag MoHoTepanuaTa).?%® JlekapcteaTa, scneasaHm
npu geua, cbe nnm 6e3 odprymanHo ogobpeHmne ot EBponericka-
Ta MeanKkameHTo3Ha areHumsa (EMA) 3a neueHue Ha geua c BAX,
ca npepcTaBseHu B Tabauya 22.

MeanaTpuyHUAT NeyebeH anropuTbm, U3BAEYEH OT TO3M 3a
Bb3PACTHU, Ce OCHOBaBa Ha PUCKOBa CTpaTudrKaums, npeno-
pbUBaHe Ha 06LM MepKK, TepanMA C BUCOKa Ao3a KA 3a pecnoH-
[epu Ha TecTa 3a OCTpa Ba30peakTUBHOCT (KbAETO CTPUKTHOTO
npocnefsBaHe e 3aAb/PKUTENIHO, Tbi KaTO HAKOM MaLMeHTU
MOXe fAa Ce BowWaT Npu AbAFOCPOYHa Tepanua), nepopasnHa
WM NHXanaTopHa KOMOUHMPaHa TepanuaA 3a Aela C HACHK PUCK
N KOMOUHUPaHa TepanuA C i.v./s.C. NPOCTALMKIMHOBY aHano3un
3a Te3U C BUCOK pUCK.>*?

B cnyuali Ha HejocTaTbyeH OTFOBOP KbM MpenopbyaHaTta
NleKapCTBEHA Tepanua Uy KoraTto JiekapcTBaTa He ca HafnyHK,
Mo>Ke fia ce uma npeasug Potts WHHT (XMPYPrmvyHoO unu nHTep-
BEHLMOHANHO Cb3JjaBaHe Ha KOMyHUKaLuAa mexay nasaTa Oe-
noppo6bHa apTepus N HU3XOZALATa aopTa), 6anoHHa aTpuasHa
centoctomumA unu LTx npu geua c Texkka bX (Bx. Pasdenu 6.3.6.1
n 6.3.8).>°° [loknafBaHUAT KIMHUYEH ONUT C WbHTa Ha Potts e
orpaHunyeH go manko Hag 100 naumeHTn, NPeANUMHO feua, CbC
CMBPTHOCT 12-25% 1 AbAroCcpoYHa KAMHMUYHA Nof3a npu no-
Arpyna geua ¢ AbJiIroCpoUHo npociegsasaHe.456-4%9

MoHuTOpUpPaHeTO Ha NleuebHKA ePeKT 1 X0Aa Ha 3abonABaHETO
MMa KIOYOBO 3HAUEHME MPU NEYEHNETO Ha BCUUKM NaumeHTn ¢ BAX
(Bb3pacTHm 1 geua). MNpu geua ¢ BAX KNMHWYHUTE PUCKOBM CKOPOBE,
BkouBaLm OK no C30, TAPSE 1 cepymeH NT-proBNP, ca noteHuuan-
HVI TePaneBTUYHN TAPreTu Ha Lie-OpreHTUPAHOTO jleueHme. 6042609

Cb3AafeHN ca CbBPEMEHHN anropuTMu 3a flieYeHne Ha Kbp-
maueta ¢ PPHN, Ho Te ca n3BbH 06xBaTa Ha Te3u npenopbki.5'0

MpenopbKknTe, NpeAcTaBeHN NO-rope, ce OTHACAT 3a Aeua
c BAX, pokato cneunduryHaTa rpyna Kbpmayera C HeoHaTasHa
PVD, knacudpuumnpaHa Hali-Beue KaTo bX, cBbp3aHa ¢ 6enoapob-
H1 3a601ABaHNA Ha Pa3BUTUETO, 1 IMALLLA XeTEPOreHHa eTNOSO-
rMA, N3UCKBAT OTAENEeH U NepcoHanusupax noaxog (Queypa 10).

Mpwn HepoHoceHN KbpMayeTa ¢ BN 1 BX Tpabsa aa ce nekysa
npean BCMYKO nognexaiwoto 6enoapobHo 3abonasaHe. Yecto
Tesn KbpmaueTta ce NleKyBaT JOMbIHUTENHO C Tepanuu 3a BbAX,
BKJIIOUMTENHO cungeHadun n 603eHTaH; Te obaye He ca ofobpeHn
ot EMA 3a ynotpeba npu kbpmayeta ¢ rpyna 3 bX n 6enonpobHu

3abonasaHuA Ha pa3suTueto (BN, BOX). Epektute um npm tasm
nonynauna ca HeACHW 1 NNNCBaT JaHHK, NO3BOJIABALLYM [la Ce Ha-
MpaBAT KaTeropMyHU NPEnopbKU 3a neveHne. Tesn aela TpAGBa
Aa 6baaT nekyBaHU OT MyNTUANCUMNAVIHAPHN €KUM C YYacTUETO

Mpenopbkn

Ta6nuua 21: Mpenopbku 3a neanaTpuyHa Genoapo6Ha
XUNepToHuA

Mpenopbku Knac®  Hueo”

Oeua

MpenopbyBa ce fa ce U3BbPLUN JUATHOCTUYHO YTO-
yHABaHe, BKNtouBaLlo [ICK 1 TecT 3a ocTpa Basope-
AKTMBHOCT, 1 Aeuata ¢ bX pga ce nekysart B LLeHTpoOBe
CbC cneumdryeH onut B neamnaTpuyHata bX

Mpwu geua c bX ce npenopbyBa LANOCTHO M3cned-
BaHe 3a MOTBbP)KAABaHe Ha JMarHosata u cneum-
¢duuHata etmonorua (MogobHO Ha ToBa MpwW Bb3-
PacTHU, HO aAANTNPAHO KbM Bb3pacTTa)

3a noTBbp)KAaBaHe Ha AnarHosaTa bX ce npeno-
pbuBa [ICK, 3a npepnountaHe npeam 3anousaHe
Ha Tepanua 3a BAX

Mpwn peua ¢ UBAX/HPAH ce npenopbuBa TecT 3a
OCTpa Ba30peaKkTUBHOCT, 3a fla ce OTKPUAT Te3u,
KOWTO MOraT Aa uMmart nonsa ot Tepanua ¢ KA

MpenopbuBa ce no nofobeH HaunH Aa ce aeGUHU-
pa nosnoXuTesieH OTroBOP NPU TeCTyBaHe 3a OCcTpa
Ba30pPeaKTUBHOCT MNPV Aella U Bb3PacTHM KaTo Ha-
manasaHe Ha mPAP =10 mmHg ao pocturaHe Ha
abcontoTHa cToMHOCT Ha MPAP <40 mmHg, ¢ nosu-
WeH unu HenpomeHeH CO

Mpwn peua c BAX ce npenopbyBa TepaneBTUYHa CTpa-
Terus, 6asupaHa Ha puckoBarta cTpatuduKalma n ot-
roBopa KbM JIeYeHNETO, eKCTpanoampaHa oT Tasu npu
Bb3PacTHW, HO afanT!pPaHN KbM Bb3pacTTa

MpenopbuBa ce MOHUTOPUPaHe Ha OTrOBOPa KbM
neyeHueTo Npu Aeua ¢ BAX upes cepuitHa oueHKa Ha
CbBKYMHOCT OT JaHHV, NMOJTyYeHU OT KIIMHUYHA OLeH-
Ka, exoKapavorpadcka oLieHKa, bBUOXMMNYHI MapKe-
PV V1 TeCTOBe C HaTOBapBaHe

n

[locTraHeTo M MOAABPKAHETO HAa HUCKOPUCKOB
npodun TpabBa fa ce pasrnexna Kato agekBaTeH
OTroBOp Ha nevyeHuneTo npu geua c BAX

Kbpmauerta

MpenopbyBa ce CKpuHMpaHe Ha Kbpmauyera C
6POHXOMyNIMOHaHa AMCTNa3uA 3a BX628:62°

Mpn KbpmMayeta C (MM C pUCK OT) GPOHXOMYNMO-
HanHa gucnnasua n bX ce npenopbyBa fieyeHne Ha
6enoapobHOTO 3ab0nABaHe — BKIOUNTENHO XUMOK-
CYA, acnmpauma 1 CTPYKTYPHO 3abonaBaHe Ha Avixa-
TENIHWTE MbTULLA — U ONTUMM3MPAHE Ha fuxaTenHaTa
noakpena npeau 3aroysaHe Ha Tepanua 3a BAX530

i -l i

Mpu HoBOpoAEeHM 1 KbpMayeTa TpsAGBa Aa ce B3e-
Me NpeABuA OUArHOCTUYEH 1 TEPANeBTUYEH NOJ-
XOA KbM BX, pasnuyeH oT TO3M Npu Mo-rosnemm
[ela 1 Bb3pacTHU, KaTo Ce MMa NPeABuA YecTata
BPb3Ka CbC CbAOBU U MAaPeHXUMHN 6enoapo6HU
3abonsABaHMA Ha Pa3BUTUETO

KA, kanumes aHTaronuct; CO, cbppeueH nebut; HPAH, HacneacTBeHa
6enoapobHa apTtepuanHa xunepTtoHus; WBAX, ngmonatuuHa 6eno-
npobHa apTepuanHa xuneptoHus; mPAP, cpeaHo 6enoapobHo apTepu-
anHo Hansarade; BAX, 6enogpo6bHa apTepuranHa xuneptoHus; bX, 6eno-
npo6Ha xuneptoHus; ACK, aacHa cbpheyHa KaTeTepusaumsa.

@ Knac Ha npenopbKuTe.

b Hueo Ha gokasatencTeeHocT.
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Ha KapAMono3u, HEOHATONO3M, MYNIMONO3N U AneTonosu. beno-
ApobHaTa XMMNEPTOHWA MPU Te3n KbpMadyeTa MOXe Aa M3uesHe
C U3neKyBaHe Ha 6enuTe Apo6oBe, BbNPEKU Ye ca JOKNaABaHN
IbAIFOCPOYHY CbPAEYHO-Cb0BY NocieauLn.8' 612

8. benoppo6GHa xnnepToHMA, CBBP-
3aHa C 1IeBOCTPaHHO CbPAEYHO
3abonaBaHe (rpyna 2)

8.1. AeduHnunA, nporHosaun
natopmsnonorus

Cpep naunenTute ¢ LHD yecTo ce cpewat bX n K gucdyHkuma n
Ca CBbP3aHU € BUCOKA CMbPTHOCT.” ToBa ce OTHACA 33 MaLUMeHTm
cbc CH c HamaneHa, neko HamaneHa unu 3anaseHa Gpakuyma Ha
n3tnackeaHe (HFrEF, HFmrEF unn HFpEF), neBocTpaHHO KnanHo
CbpAeyHo 3abonABaHe 1 BPOAEHW/MpugobuT CbpaeyHo-Cbao-
BU 3a60N1ABaHIA, BoAewWww A0 nocTKanunsapHa bX.'3631-635 Bepo-
ATHO BX-LHD npepctaBnABa Hal-pa3npocTpaHeHaTa popma Ha
BX, cbcTaBnsgawa 65-80% ot cnyuvaute.

B cvoTBeTcTBME C 06wWHMTe peduHUuMKM Ha BX, BX-LHD (BX
rpyna 2 ) ce pe¢uHupa ¢ mPAP >20 mmHg n PAWP >15 mmHg. B
pamKu1Te Ha TOBa XeMOANHAMMNYHO CbCTOAHNE Ha MOCTKaNuaApHa
BbX IpcPH ce onpepensa ot BCC <2 WU, a CpcPH - ot bCC >2 WU
(Tabnuya 5). lpapneHTBT Ha ArMacTonHoTo HanaraHe (DPG) (n3umnc-
neH Kato pasnuka mexay dPAP n PAWP) Beue He ce n3nonsea 3a
pa3rpaHnyaBaHe mexgy IpcPH n CpcPH nopagn npotusopeyursu
[laHHM OTHOCHO NPOrHOCTMYHATa My CTOMHOCT npu LHD.'#?

B uenua cnektbp Ha LHD ysennuenuaTa Ha PAP n BCC ca cBbp-
3aHV C NoBYILLEH 6oMeCTeH TOBApP M NO-MoLa NPorHo3a.'631633,63>
B ronAma efHa rpyna nauuveHT! — NPeaUMHO C NOCTKanunspHa
BX — BCC >2,2 WU e 61510 CBbP3aHO C HebnaronpusTeH U3Xoa 1
Cce npriema 3a naTosnornyHo.'> Bbnpekm ToBa, JOPY 11 B PaMKUTE Ha
Ta3w nogrpyna ot naumeHTn ¢ LHD n CpcPH, prcksT OT cMbpTHOCT
HapacTBa C NporpecnBHOTO HapacTBaHe Ha bCC. MNpwu nauyneHTn €
HanpeaHana HFrEF v TakmBa ¢ HFpEF nnu knanHo cbpaeyuHo 3abo-
naaHe bCC >5 WU Hocv flonmbaHUTEIHa MPOrHOCTUYHA MHpOpMa-
UMA 1 Ce MprieMa OT NIEKAPUTE 3a KIIMHUYHO 3Haunmo,42450,631-639
MosunweHoTo BCC e cBbP3aHO CbLLO C HaMaNeHa NPeXnBAEMoCT
B HAKOM cneunduryHn CUTyaummn Kato Hanpumep npu nauneHTu,
NMOAJIOXKEHN HA UHTEPBEHLMM 32 KOPUTMPAHE Ha KNamnHo Cbpaey-
Ho 3abonsaBaHe, %34 cbpaeyuHa TpaHcnnaHTauwa, 633 uan umnnanx-
TpaHe Ha LVAD.'*26%7 Bb3 ocHoBa Ha HanuuHute gaHHu, bCC >5
WU moxe fa 03HauaBa TexKa npekanunapHa KOMMOHEHTa, Hanu-
UMEeTO Ha KOATO MOXKe [la HaKapa nekapuTe Aa HacoyaT nauueHTa
KbM LieHTbp no bX 3a cneunanmsnpana nomod,.

YectoTaTa Ha bX npu naumeHtn ¢ LHD e TpyaHoO 3a oueHKa
N 3aBMCU OT METOAOSIOTMATA Ha AMArHOCTUYHOTO M3CnefBaHe
(exokapauorpadua nan MHBa3MBHA XEMOAWHAMUKA), M3NON3-
BaHWTe rpaHuuuTe 3a gedurHupaHe Ha bH 1 ncnepgsaHarta no-
nynauusa. O6cepBaLMOHHM NPOYYBAHUA COYaT Pa3npoCTpaHe-
Hue Ha bX 40-72% npwn naumneHTn ¢ HFrEF n 36-83% npwu Te3n
¢ HFpEF.48639-643 Korato BCC ce u3non3sa 3a AeduHMpaHe Ha
npekanunapHaTa KOMMOHEHT npu nauneHTn cbc CH n noctka-
nunapHa bX, ~20-30% OT naumeHTUTe Ce KaTeropmsmpart Kato
CpcPH.#76446%5 Moy naymeHTW ¢ KNanHo CbpaeyHo 3abonsasaHe
exokapauorpadckiTe npoyyBaHmA nokaseat, ye bX e Hanuue
npu go 65% OT NaUMeHTUTEe CbC CUMNTOMATUYHa aOPTHA CTEHO-
33,%4676%1 3 Ha npaKTVKa BCUUKM MALMEHTU C BUCOKOCTEMNeHHa
MUTpasiHa cTeHo3a pa3BuBeat bX,%%2 koeTo Moxe fla ce oTKpue

1 NpY NOBeYeTo MaLUMEHTM CbC 3HAYMMa AereHepaTUBHA WK
dYHKUMOHaNHa MMTpanHa peryprutauus.

MatodpusnonormaTa Ha PH-LHD cbueTaBa HAKOMKO MexaHr3Ma
(@ueypa 11): (1) NbpBOHaYaNHO MACMBHO MOBKMLLABAHE Ha HanAra-
HUATa Ha MbaHeHe Ha JIK 1 npefaBaHe Ha3af Kbm GenogpobHaTa
UMpKynaums; (2) engoTenHa ancdyHKUMA Ha 6enogpobHaTta apTe-
puA (BKOUNTENHO Ba3OKOHCTPUKLKA); (3) CbAOBO pemogenvpaHe
(koeTo MOXe Aia HaCTbNM BbB BeHynuTe n/nnu aptepuonute); (4) AK
pvnarauys/anchyHKUmMs v GyHKUMOHanHa TP;%%3-6% 1 (5) Hapywe-
HO Kynnmpaxe [JK-6enoapobHa aptepuis.5°5%57 XeMognHaMUUHNAT
npodun Ha CpcbX cnpamo IpcPH n nosuweHoto BCC oTpasasa
6e5104p0o6HY CbAOBM aHOMaNUK, KOUTO JOMPUHACAT 3a NoBuLLe-
Ho [IK cnepgHatoBapBaHe. Mpean3BrkaHaTa AuchyHkuma Ha [K e
yecTa 1 e CBbp3aHa C No-ioLa NporHo3a npu naumeHtn ¢ PH-LHD.
Mpw HFpEF, kbaeto OK ancoyHKLUma Moxe Aa HAacTbMv Mo pasnny-
HW MexaHun3mu (Queypa S1), ¢ TeyeHUe Ha BpemeTo ce Habnopasa
BJIOLLIABAHe Ha AeCHOKaMepHaTa, HO He Ha leBOKaMepHaTa CUCTON-
HaTa GYHKLUVMA 1 KaKTO M3BECTHaTa, Taka U HoBOyCTaHOBeHaTa [1K
ONCHYHKLMA Ca MPEAVKTOPU 38 CMbPTHOCT.®8

MNosagaTta Ha bX npwn naumeHTn c LHD moxe Aaa ce gbmkm 1 Ha
APYIY NPUYMHK, BKIIOUNTENHO HeanarHocTuuympada CTEPH nnn
BAX. OcBeH TOBa, CbMBTCTBAWM pecnupaTopHu 3abonaBaHuA
kaTo XOBb v cbHHa anHeA CbLLo ca YyecTn npu naumeHTn ¢ LHD n
MoraT fja gornpuHecat 3a bX 1 ga noBnuAaT Ha nporHo3arta. Mayu-
eHTtuTe ¢ HFPEF 1 BX, cBbp3aHa ¢ HFpEF,’>7¢ cbuio moraT aa umat
Hucbk DLCO, KOMTO e He3aBUCUM NPEANKTOP Ha NporHo3sara.’”

8.2. lnarHosa

Mpwv naumeHTn ¢ LHD cumntomuTe (Hanp. AUCIHeA Npy ycunue) n
dunsmKanHuTe NprsHaum Ha bX (Hanp. nepudepHn oToum) YecTo ce
NPUNOKPUBAT C Te31 Ha NOAMIEXaLL0TO NEeBOCTPaHHO 3abonaBaHe
1 06MKHOBEHO ca HecneunduyHu. Bbnpekn ToBa, gokaTto bero-
ApobHaTa KOHrecTVA NN NneBpanHUAT 3n1B nokaseat LHD kaTto
OCHOBHa NpWYmnHa 3a bX, HAKOM ApPYrn XapakTepUCTMKM MoraT Aa
nopacKa<aT HanMumMeTo Ha CboTBeTHa bX (BX. Paszdesn 5.1.1).

PyTnHHUTEe amarHocTVuHM uscnepsaHus, Bkmousawm BNP/NT-
proBNP, EKI 1 exokapaunorpadusa, morat aa nokaxat npusHaum Ha
nopnexawa LHD, Ho moraT 1 ga nokaxat bX. Bbnpekun ye BNP/NT-
proBNP He MOXe Aa pasrpaHuuy NeBOCTPaHHA MM AeCHOCTPaHHa
CH, EKI HaxofKKn KaTo OTKMOHEHME Ha enekTpuyeckaTa OC HaACHO
nnun K cTpeliH moraT fa nofckaxaT Hanunuve Ha bX npw naumeHTu ¢
LHD. Exokapgunorpaduata Moxe aa avarHoctiumpa HFrEF n HFpEF,
Aa vaeHtuduumpa cneumduyHn cbpaeyHn 3abonAaBaHvA, BKIOYM-
TE/HO TaKMBa C PECTPUKTVBEH MOAEN Ha Mb/IHEeHe, 1 ia AvarHOCTALW-
pa [JOMbJHUTENHO KNarnHo CbpAeyHo 3abonaaHe. Chllo Taka Moxe
[Aa oTKpue nosuLLeHo sPAP 1 gpyrv xapaktepuctuku Ha bX (mnowy Ha
O, punataumwa Ha BA, cbotHoweHre [K/JK, nHgekc Ha JIK ekcuen-
TpUYHOCT, 06pa3yBaLua Bbpxa [K), koeTo Boar Ao exokapamorpadcka
BepoATHOCT 3a bX (B. Pasdes 5.1.5). CrbnanosuaeH KOMOVHVPaH exo-
Kapamnorpadcku cKkop MoXe fia pasrpaHuym npe- oT NoCTKanuaApHa
BX v ga npepckaxke PVD npu nauveHTtn ¢ LHD.%%%6%0 NonbaHutenHa
nHdopmaLma moxe fa 6bae NonyyeHa OT No-HaTaTblUHW U3CneaBa-
HWA KaTo Griomapkepy, Mmapkepu 3a [K aucdyHKuma, nonyyeHn ot
06pazHMTE METOAW, U MPOMEHSINBY, NosyyeHmn oT CPET.'#

Kato ce uma npeaBup CnoXHOCTTa M BapmabuIIHOCTTa Ha
KapAvonynMoHanHata xemMoanHaMmmka npu nauuveHtn ¢ LHD,
pasrpaHnyeHneTo Mexay nocT- u npekanunapHa bX n anarHo-
3aTa PH-LHD cnpsamo apyru ¢opmu Ha BX moxe fia 6bae TpyaHo.
OT nonsa npu AnarHoCTUYHaTa oLeHKa Ha nofo3mpaHa bX npu
LHD morat pa 6baat: (1) AMarHo3a 1 KOHTPOS Ha NoAasexalyata
LHD; (2) oueHka 3a bX 1 peHOTUNM3MpPaHe Ha NauneHTa; U (3) uH-
Ba3MBHa XeMOJMHaMMYHa OLeHKa, KOraTo e noKasaHa.
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bPAeUYHA HelOCTaTbYHOCT/Kapanommonar

HFrEF HFmrEF
EF <40% EF 41-49% EF =50%

JIM HanAaraHe ® 3acroi

LA pressure (nmHg)

20 40 60 80 100 120
LA volume (ml)

benopgpo6Ha KOHrecTus

JleBoKamepeH ¢peHoTUN

ma,

PasnunuHa cTeneH Ha GEHOAPOGQH 3acTon, Ba30OKOHCTPUKLMA, CbAOBO pemogenupaHe |

~(®)(®)=

JII ducpyHkyus BazokoHcmpukyus BeHo3Ho ApmepuanHo  JKoucgyHkyus

AK-BA
AeKynnupaHe

benopgpo6Ha cbaoBa 6onecr

Hama bX IpcPH

KnanHa cbppeuHa 6onect ]

AopTHa Knana MwuTpanHa Knana

CreHo3a/Peryprutayms

y,

PemopenupaHe JlecHoKamepeH cTpeiiH

CpcPH?

JecHokamepeH ¢peHOTUN

@ESC @ ERS—

O®urypa 11: Matodpusnonorua Ha 6enoapobHa XMNepToHMA CBbP3aHa CbC 3a601ABaHNA Ha NABOTO CbpLe (rpyna 2).

CpcPH, KoM6rHVpaHa NocT- 1 Npe-KanuiasapHa nyMoHanHa xvuneptoHus; HFmrEF, cbpaeyHa HEAOCTAaTbYHOCT C NIeKO HamaneHa
n3tnackBawa ¢pakumsa; HFpEF, cbpaeyHa HeJOCTaTbUYHOCT CbC 3anaseHa ustnackeala ¢pakums; HFrEF, cbppeyHa HegocTaTbu-
HOCT C HamaneHa ustnackeala ¢pakums; IpcPH, n3onnpaHa nocT-KanunapHa NyaMoHanHa xunepTonus; JIM, nABo npeacbpave;
LHD, neBocTtpaHHa cbpaeyHa 6onect; [IK, aacHa kamepa/aecHokamepeH; BA, 6enogpobHa aptepus; bX, 6enogpobHa xunepToHus.

@ CpcPH ce pedurHmpa kato nocT-kanunapHa bX n BCC >2 WU; a BCC >5 WU moxe fia ce cumTa 3a TeXKa NnpeKanuisapHa KOMMOHEHTa.

8.2.1. [AmarHocTuKa 1 KOHTPON Ha NoAnealoTo
NeBOCTPaHHO CbpAeYHO 3abonsaBaHe
MauuneHtnTe cbe cycrnekTHa BX-LHD TpsAbBa Aa vmat notBbpheHa
aunarHosa LHD, kato HFrEF/HFmrEF, HFpEF, knanHo cbpaeyHo 3a6o-
nasaHe n/unu BCb. PasrpaHnyaBaHeTo mexpay bX, cebp3aHa ¢ HFpEF,
n gpyrv dopmu Ha BX (Hanp. BAX, CTEPH) moxe pa 6bae TpyaHo

0CO6€eHO KaTo Ce Ma NpeABuf yBenvyeHaTa YecToTa Ha CbpAaey-
HO-CbA0BY KOMOPOUAHOCTY cpef nonynauuaTa ¢ BAX B peanHua
CBAT.142293450661 B 10311 KOHTEKCT, YTBbPAEHUTE CKOPOBE 3a Auar-
HoCTVumMpaHe Ha HFpEF (HFA-PEFF, H2FPEF)'6662663 morat na 6baart
MonesHn 3a OTKPMBAHETO 1 KaTo NMOAJIEXALLO CbCToAHMe npu bX n
TpAbGBa fa ce onpefenyt HaNMUMETo UKW OTCHCTBUETO Ha PYCKOBM
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dakTopu 3a BAX nnu CTEPH. MauneHTuTe € NpusHaum Ha npeobna-
nasaw K ctpeitH n/munmn bX Tpabea aa 6baaT oLeHeHN AOMbAHUTEN-
Ho. MauveHTHTe TPAGBa Aa ce OLieHsBAT WU NPEOLIEHABAT, KOraTo ca
HaMb/IHO PEKOMMEHCVPaHN 1 B CTAaOWITHO CbCTOsAHME.

8.2.2. OueHKa Ha 6enoapo6Ha XxuNepToOHNA N
deHOTMNM3MpPaHe Ha NaleHTa

MaumeHTnTe ¢ LHD 1 cobmMHeHwme 3a BX Tpabea ga 6baaTt oLeHeHN,
KaTo Ce criefjBa AuarHoctTuyHata ctpaterus 3a bX (Bx. Pazden 5).
ToBa m3nckBa NAeHTUPMKALMA Ha KIIMHUYHKTE NPU3HALM 1 My-
TMOAAeH NOAX0M C U3MOM3BaHe Ha HENHBA3UBHU AVArHOCTUYHN
TecToBe KaTo exokapguorpadwusa, EKI n Huesa Ha BNP/NT-proBNP.
Mpy Hannumne Ha neka bX 1 npeo6bnagasawa LHD moxe fa He e
Heo6xoOMMO AOMbIHUTENHO W3cnefBaHe. B npotuseH cnyvaii
CTEPH 1 3Haunmo 6enogpo6Ho 3abonaBaHe TpAbBa fa ce U3Ko-
yaT ypes V/Q cumHturpadua n PFT, a B u3bpaHu cnyyam Moxe Aa
ce 0OMUCTIAT JOMBAHUTENIHN 06Pa3HN U3CNEABAHUS, BKIOUNTEN-
Ho cMRI. 3a peHOTUNM3NPAHE MOXKe Aia € MONIE3HO M3MOJI3BaHETO
Ha KOMOUHALMA OT BapuabuiHK 3a onpeaessaHe Ha BEPOATHOCTTa
3a LHD n ocobeHo HFpEF cnpamo gpyru npuunHm 3a bX (Tabnuya
23). benoppobHa XMNepToHUs, CBbpP3aHa C TEBOCTPAHHO CbPAeY-
HO 3a6onsBaHe, e BepoATHa NPU HaNIMume Ha N3BECTHO CbPAEUYHO
3a60/15BaHE, MHOXECTBO CbPAEUYHO-CbA0BM KOMOPOMAHOCTW/pU-
CKOBM paKTOpU, NPeACbPAHO MbXKAEHE B MOMEHTA Ha ANArHOCTU-
uMpaHeTo n cneunduyHm obpasHn Haxomku (JIK xmneptpodus,
yBenuyeH pasmep Ha JII n HamaneH J1T cTpeiH). Bbnpekn ve exo-
KapauorpaduaTa c HaToBapBaHe ce mpefnara 3a AemackmpaHe
Ha HFpEF, Ta He MoXe pa guarHoctuumpa nnmn knacuouumpa bX 8
TO3U KOHTEKCT. Heobxoama e KOMOUHaLMA OT KNMHUYHN HAXOAKW
1 GeHOTUNM3NPAHE 3a B3EMaHE Ha peLleHe 3a HE0OX0ANMOCTTa
OT AOMbJIHUTESTHA MHBA3VIBHA OLIEHKaA.

Ta6bnuua 23:
noppo6Ha xnunepToHns

MpunsHak

Bb3pacT

3aTnbCTABaHE, XUMNEPTOHMA, ANCAIUNUAEMUA, HAPYLLEH FOKO3€EH
TonepaHc/anabet

Hanunuwne Ha gokasaHa LHD
MNpepwecTBallya CbpaeyYHa MHTEPBEHLMA
MNpepacbpaHO MbXAeHe

CrpykTypHa LHD

EKI

Exokapaunorpadus

CPET

CMRI

8.2.3. l/HBa3mBHa oLeHKa Ha XeMoAVNHaMunKaTta
PelweHneTo 3a n3BbpLUBAHE HA CbpAeYHa KaTeTepumsaumsa 1 3a
WHBa3VBHA OLEHKA Ha KapAuomnyrMoHasHaTa XeMoAUHaMuKa
TpAbGBa fa ce onpepens OT HaNMYMETO Ha CpefHa 4O BUCOKA
exokapaunorpapcka BepoaTHoOCT 3a bX 1 ot HeobxogumocTTa
Aa 6bhe nonyyeHa nogxopaaLa nHGopmaLma 3a NPorHosmpaHe
nnu neyexne. Mpun nayneHTn ¢ ronAma BepoAaTHocT LHD pa e oc-
HOBHa NpuynHa 3a bX nnun c yctaHoseHa nognexauwa LHD v neka
BbX (Tabnuya 23), HBa3nBHa oLeHKa 3a bX 06MKHOBEHO He ce
Hanara. MNoka3sanuaTa 3a ICK npn LHD BknousaT: (1) cycnekuma
3a BAX unn CTEPH; (2) nogo3peHue 3a CpcPH ¢ TeXxKa npeka-
NUNAPHa KOMMOHEHTA, KbAETO AOMbAHUTENHaTa nHGopmauna
e noagnomMorHe Ha GeHOTUNU3MPAHETO 1 TepaneBTUYHUTE pe-
weHwna (Queypa S2); n (3) HanpepHana CH 1 oueHKa 3a cbpaeyHa
TpaHcnnaHTauma. HAKoNKo xemogmHaMmyHy nokasatenu (mPAP,
BCC, 6enonpobeH apTepraneH komnnaiaHc [PAC], TpaHcnynmo-
HapeH rpagneHT Ha HanAaraHe n DPG) kopenupat ¢ nporHo3ata
npu PH-LHD,42632635 4o Haii-uzyepnaTenHmn u nocnefosaTesiHy
ZaHHM ca HannyHu 3a BCC. MHBa3nBHaTa oueHKa TpAbea fa ce
M3BbpPLUIBA B OMUTHU LIeHTPOBE Ha GOHA Ha ONTUMU3MPAHO fne-
YyeHue Ha noanexauwarta LHD 1 KnMHMYHO CTabunHO CbCTOsIHME,
LLlo ce oTHacA fo pecnupaTopHUTe BapmaLmn Ha MHTpaTopaKka-
HOTO HanAraHe, BCUYKM N3MEPBAHMA Ha HanAraHna Tpabea aa ce
NpaBAT B Kpas Ha U3MLLBAHETO.

Mo Bpeme Ha ACK morat fa 6bat nonesHn [OMbAHUTENHN
U3CnefBaHyA 3a pasrpaHnyasaHe mexxay BAX n HFpEF,18:23:664-669
1 3a paskpuBaHe Ha LHD nmpu naumeHTn C BUCOKa BEPOATHOCT
3a BX-LHD un HopmanHo PAWP B nokoir;%7°-73 g nsbpanu cnydan
MOKe fia ce 0OOMMCAIM TeCT C HAaTOBApPBaHe, KakTo 1 MPOBOKaLuMA
c 06eMHO obpemeHsBaHe (BX. Pazdesn 5.1.12). CbCTOAHNATA, CBbP-
3aHu ¢ HamaneH J1IK gractoneH KOMNIanbHC UM KNAMHO Cbpaey-

deHOTUNM3NPAHE Ha NAaLMEeHTa N BePOATHOCT JIeBOCTPAHHO CbpAeYHO 3abonABaHe fa e npuynHa 3a 6e-

BX-LHD MexanHHa BX-LHD

ManKo BepoATHa BEPOATHOCT BepoATHa
<60 rognHu 60-70 roguHn >70 roguHn
Hama pakTopun 1-2 pakTopa >2 pakTopa
He Ha Ha
He He Oa
He MapokcramanHo MepmaHeHTHO/nepcncTMpaLLo
He He HannuHa
HopmanHa nnn npus- Jleka LVH LBBB nnn LVH

Hauu Ha [K cTpeitH

Hama JIM gunataunsa
E/e' <13

Hama JIN gunatayma
<2-pa cTerneH gnacTon-

JIN gunartaums (LAVI >34 mL/m?)
LVH

Ha AnchyHKLUUA >2-pa cTeneH juacTonHa
ancoyHKuma
Bucok VE/CO, HaknoH MoBunweH Jleko nosuuieH
be3 EOV VE/CO, HaknoH VE/CO, HakfoH
EOV EQV
HAama neBocTpaHH® LVH

aHoOManuun

JIN gunatauuna
(cTperH nan JIN/AMN >1)

cMRI, cbppeyeH marHuteH pesoHaHc; CPET, kapanonynmoHaneH TecT ¢ HaToBapBaHe; E/e’, CbOTHOLIEeHMEeTO Mexy CKOPOCTTa Ha PaHHWA
MUTpPasieH BXOAALY KObBOTOK U paHHaTa AMacTONIHA CKOPOCT Ha MUTpanHuA npbcTeH; ECG, enektpokapanorpama; EOV, pabotHa ocuymna-
TopHa BeHTunauws; J1M, naso npeacbpave; LAVI, nigekc Ha neBonpencbpaHvs obem; LBBB, nae 6eapeH 6nok; LHD, neBocTpaHHa cbpaey-
Ha 6onecT; LVH, neBokamepHa xuneptpodus;bX, benogpobHa xmneptoHus; PH-LHD, BX, cBbp3aHa ¢ neBocTpaHHO CbpaeyHo 3abosisiBaHe;

[, pacHo npepcbpaue; OK, aacHa kamepa; VE/VECO2, BeHTMNAaTOPHM eKBMBANEHTU Ha BbINepoaHMA UOKCAL,

OnpegensiHe Ha BepoATHOCTTa 3a LHD kaTto npuumnHa 3a BX. Ta3u oueHKa Moxe fja MOMOTrHe ia ce peLuv Kou nauuneHTn Tps6sa aa
6baaTt NoANOXeHN Ha MbJIHO U3CNefiBaHe, BKITIOUYUTENHO MHBA3MBHa XeMOVIHaMUYHa oueHKa (BX. Queypa 11 n Queypa S2).
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HO 3a6onABaHe, MOXe Aa Ca CBbp3aHu C 6bP30 yBenmnyaBaHe Ha
PAWP B yc/i0B/siTa Ha MOBULLEHO CUCTEMHO BEHO3HO BPbLuyaHe.5’4
[lokaTo ropHara rpaHuLia Ha HopMaTa OCTaBa CropHa, 42143665667
ce npepnara nparosa ctonHoct Ha PAWP ot >18 mmHg 3a ngeH-
Tndurumpare Ha HFpEF KaTo nognexalia npuunHa 3a bX Bbnpeku
HOpManHoTo nsxoaHo PAWP."3 Makap ue ToBa MOXe ia NOMOrHe
3a KnacndurumpaHeTo Ha bX, TepaneBTMYHUTE NocneanLm oT Ta-
KbB BUJ TECTYBaHe OCTaBaT HEYTOUHEHN.

Tbi KaTo pasrpaHnyaBaHeTo mexay Texkka bX, cebp3aHa ¢
HFpEF, n IBAX cbc cbpaeuHn KOMOpPOUAHOCTY, e Npean3BuKa-
TeNCTBO, NaLMeHTUTe C HeACHa iMarHo3a, ocobeHo Te3u ¢ npe-
obnagaBalla npekanunAapHa KomnoHeHTa (Hanp. BCC >5 WU),
TpA6Ba Aa 6bAAT HACOUEHU KbM LieHTbp no bX 3a nHanesuagyanu-
31MpaHo neyeHue.

8.3. Tepanua

OcHoBHaTa cTpaternsa npu neyeHneto Ha bX-LHD e ontu-
MU3MpaHe Ha NeYeHNeTo Ha NoANEeXaLloTo CbpAeyHo 3abonsa-
BaHe. Bbnpekun ToBa Npyv MHOro NaumMeHTn e Hanuue natodu-
3MONOMMYHa MOCNefoBaTeNIHOCT, Bapupalla OT NeBOCTPaHHO
cbpAeyHo 3abonsaBaHe npe3 6enopgpobHaTa UMpKynauvsa Lo
XPOHUYHO AeCHOKaMepHO obpemeHABaHe (B MOKOW wman npu
du3nuecko HaToBapeaHe).*” Tbii KaTo BIOWABAHETO Ha QyHKLW-
ATa Ha [JK ¢ TeueHne Ha BpemeTo e CBbP3aHO C foLla NPorHo3a
npv HFpEF,%°8 cbxpaHssaHeTo Ha dyHKumATa Ha K Tpabea aa ce
CynTa 3a BaXkHa Lien Ha neyeHueto. inypetnumte octaBaT Kpai-
‘brb/ieH KaMbK Ha MefijkaMeHTOo3HaTa Tepanua Npu HaanyHa 3a-
OpbXKKa Ha TeyHoCTn nopapm BX-LHD.

Vima orpaHuyeHun 1 NpoTUBOPeUNBI JOKa3aTencTaa 3a ynotpe-
6aTta Ha nekapcTtBa, ogobpeHn 3a BAX, npu naumeHtn ¢ bX rpyna
2. Hakou nekapcTtBa Morat fia MMaT pasnmnyHy 1 NOTEHLUMANHO He-
6naronpuATHW epeKTy NpW TakmBa NaLMeHTV U CliefoBaTeNHO He
ca nokasaHu npu PBX-LHD. Crpaternnte 3a neueHue Ha bX npwu
pasfIMYHN NEBOCTPAHHM CbpAEeYHM NaTONOM 1K Ca OMNMCaHN No-AoNy.

8.3.1. benopgpo6Ha xMnepToHUA CBbp3aHa C
neBocCTpaHHa CbpAe4YyHa He,oCTaTbYHOCT

8.3.1.1.  CopdeyHa HeOOCMAMBYHOCM C HAMAseHa Pakyus Ha
usmJackeaHe

MaunenTtute ¢ HFrEF nan HFmrEF n3nckeat npenopbuaHo ot
pbKoBOACTBaTa NeyeHre, BKNIOYBALLO YTBbPAEHN MenKaMeH-
TO3HV U MHTEPBEHUMOHAHK Tepanun.?’ MNpn naumeHTn ¢ Ha-
npepHana HFrEF umnnantupaHeto Ha LVAD moxe 3HauntenHo
[la Hamanu unu aopu aa Hopmanusupa mPAPS> Bbrnpeku ue
TOBA He Ce MOCTUra NP BCUYKM NaumneHTn,%’® a Kato HeraTmeeH
nporHocTnyeH ¢aktop cnef nmnnaHtauyma Ha LVAD ce ouep-
TaBa nosuweHnaT DPG.%77 Mo oTHOlEHMe Ha NekapcTeaTa 3a
BAX 603eHTaH e oueHeH B PKI npu naumeHTn ¢ BX, cBbp3aHa
¢ HFrEF,%’8 kbaeto He e nokasan epuKkacHOCT, HO e YBenuuun
HeXenaHnTe CbOUTUA B CpaBHeHNe ¢ nnaue6o, NpearMHO CBbp-
3aHM CbC 3apbKKa Ha TeYHOCTU. MiMa AaHHM OT Mankm npoyu-
BaHUA, ye cungeHadun moxe Aa nofobpu xemogmHamumKata v
drsnueckus kanaumtet npu BX n HFrEF,%79-%81 o nuncear PKIT.

8.3.1.2. (CevpOeyHa He0OCMAMBYHOCM CbC 3aNad3eHd Ppakyus Ha
u3msackeaHe

Mpw nauneHTn ¢ HFpEF apTepuanHoTo HansraHe, 06eMHUs CTa-

TyC 1 puckoBuTe akTopm TpAbBa fa 6baaT KOHTPONMpPaHW, Koe-

TO MOe [1a MOHWXKM HaNAraHyATa Ha mbiHeHe 1 PAP.?” CkopoluHo

npoyuysaHe ¢ SGLT-2i emnarnndno3mH nokasa nogobpssaHe Ha

KJIMHWYHWSA 13xog Npu naumneHTy ¢ JIK dpakumsa Ha n3TtnackeaHe

40-60%.%%2 AHTaroHUCTUTE Ha eHAOTENNHOBUA PELIenTop He ca
MoKasanw Mnonsa npw Tasu Nomysaums, Tbid Kato 1 603eHTaH,%3
1 MauuTeHTaH®®* He ca ycnenn fa AeMoHCTpUpaT epUKacHoCT, a
ca IoBeNn JO NoBeye HexenaHn cboutua (3agpbKKa Ha TeUHO-
CTY) cnpamo nnaue6o npu naumeHTn ¢ bX, cebp3aHa ¢ HFpEF, n
cboTBeTHO CpcPH, cBbp3aHa cbe CH ¢ Pppakuma Ha n3tnackBaHe
>35%. NHxubutopute Ha dochoamecTepasa 5 ca OLieHEHN B fiBe
manku PKIM npwu naunentn ¢ HFpEF n BX ¢ pasnnyHn xemoamHa-
MUYHW XapakTepucTnkn. Mpu naumeHTy ¢ npegmumHo IpcPH npo-
dun cunpeHadun He e uman epekT Bbpxy MPAP (mbpBryYHa Kpaii-
Ha TOYKa) UK SPYrv XeMOAUHAMUYHN N KIMHWYHW NOKa3aTenm
cnpAamo nnaue6o.° Mpu nauneHTy c npeobnaaasaiy CpcPH npo-
dun cungeHadun e nopobpun xemoguHamukata, K GyHKUmMA 1
KauecTBOTO Ha XMBOT Ha 6-Tu 1 12-T1 mecew cnpsamo nnaue6o.58
OcBeH TOBa, PETPOCMNEKTUBHM aHANN3M N PErnCTPALMOHHN faH-
HV Moka3BaT nopobpeHvie BbB pr3nyeckna KanaumuteT Ha GpoHa
Ha Tepanua ¢ PDES5i npu nauneHTn ¢ CpcPH, cebp3aHa ¢ HFpEF, n
C TeXKa npekanunapHa KomnoHeHTa (6CC >5 WU).4°0687

8.3.1.3.  Ycmpolicmaa npu mex0ynpedcspOoHU WsHMose
CKOpPOLIHM AaHHW Npeanonarart, Ye HAKOU cneunduyHn NHTep-
BeHUMM 6rxa Mornu fa ce B3emat npeasus B M3bpaHu cnyyam
Ha HFpEF, kato Hanpumep mexpgynpeacbpAHU LWbHHTOBM YC-
TpoWcTBa 3a flebapacupaHe Ha NABOTO CbpLe. Bbnpeku ve ToBa
e 6110 CBbP3aHO C HEMOCPeACTBEHO NoAobpeHne B 6enoapob-
HaTa cbaosa GyHKUMA,%E gbarocpouHuaT edpekT BbpXY 6eno-
ApobHaTa uMpKynaumsa octaBa HemssecTeH. CKOPOLHOTO Npo-
yusaHe REDUCE LAP-HF Il He ycnAa ga nokaxke HamansaBaHe Ha
cbbuTMATa cref NocTaBAHe Ha NPeACbPAHO WHHTOBO YCTPOWA-
CTBO B nonynauua ot naymeHTr cbc CH ¢ JIKND >40%,%8° npu
No-fowWww pesyntati npv HanuuHa PVD.%%° OcseH ToBa TpaHoTO
yBefyaBaHe Ha KpbBOTOKa B 6enogpobHaTa apTepua Moxe aa
6bae NoBof 3a 6e3MOKONCTBO, Thil KATO MOXe fa Npean3BMKa
CbA0BO pemofenupaHe Npu naumeHTn ¢ npegwecTtsalya bX.

8.3.1.4.  [JucmaHyuoHHO MOHUMOpUpaHe Ha 6es00pobHomMo ap-

mepuasnHo HanazaHe Npu CepOeYHa HeEAOCMAMBYHOCM
3HaueHneTo Ha AeKoHrecTMATa Npu nauneHTn cbe CH ce noguep-
TaBa OT M3MON3BaHETO Ha UMIMIAHTMPYeMI CeH30PW 3a HanAraHe,
MOHUTOPMPALLM ANCTaHUMOHHO PAP KaTo cyporaT Ha HanfAraHu-
ATa Ha MbJIHEHE B NIEBUTE CbPAEYHN KyXUHW. ViIMa aaHHu, ye ba-
3paHaTa Ha 6enoapobHOTO apTepuanHo HanAraHe Kopekuua
Ha TepanuATa 3a CH e Hamanuna 3HaunTeNHO XoCNuTanM3auumTe
nopaau CH n e nogo6pwrna pesyntatute npu naumeHtn ¢ HFpEF,
a cblwo 1 ¢ HFrEF,%1-%%* kato KopeKuyATa Ha AnypeTyHaTa Tepa-
nuA e Han-CblyecTBeHaTa TepaneBTMYHa nocneanua. Mpeacron
Aa 6bJaT yCTaHOBEHWN AOMbAHUTENHY CTPaTernn 3a onTUMK3N-
paHe Ha leYeHNeTo B 3aBNCUMOCT OT XeMOAVHAMUYHNA GeHoTUN
npw BX-LHD. Mpwu HFrEF HoBUTe MegMKaMeHTO3HM Tepanumn KaTto
APHW n SGLT-2i ca Hamanunm gucTaHUMOHHO MOHUTOPUPaHOTO
PAP 1 ynotpe6arta Ha guypetuun,5%°-998 npefocrassainkm noteH-
LManHu Bb3MOXKHOCTY 3a JOMbIHUTENHO ONTUMM3MPaHe Ha Pb-
koBogeHata oT PAP Tepanus 3a CH.

8.3.2. benoppo6Ha XMNepToOHUA, CBbp3aHa C
KJlanHo cbpAeYHo 3abonsaBaHe
Benoapo6HaTa XMNepPTOHMA YeCTo HAcTbMBa KaTo nocieamua
OT KNanHo cbpaedHo 3abonAsaHe. lokaTo XUPYPruyHNATE UK
WHTEPBEHLMOHAJHITE NOAXOAM 33 Bb3CTAHOBABAHE Ha KNanuTe
nopo6psABaT KaparonyIMOHaHaTa XeMOAMHAMIIKA Ype3 Hama-
nasaHe Ha PAWP 1 PAP u nogo6pssaHe Ha YO,%° nepcuctupa-
wata BX cnep Kopekuusa Ha KnanHoTo 3abonisBaHe e YecTa u e
CBbp3aHa C HebnaronpuATHN pesynTaTi, 634700
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8.3.2.1. bonecm Ha mumpanHama kaana

KakTo MuTpanHata CcTeHO3a, Taka 1 MUTpanHaTa peryprurauyma
4yecTo BOAAT A0 nocTKanunapHa bX. OyHKUnoHanHa (BTopuyHa)
MUTpPaHa peryprurtayma HacTbnea Kakto npu HFrEF, Taka n npun
HFpEF 1 e BaxkeH ponpuHacAw ¢akTop 3a bX npu LHD. Hama-
NABaHeTO Ha CTeneHTa Ha MUTpanHaTa peryprutaumsa cbriac-
HO HacokuTe Ha lMNpenopbkn Ha EKA/EACTS 2021 r. 3a neyeHne
Ha KnamHu cbpheyHn 3abonasaHnA 28 MMa peLuaBalla pons 3a
nopgobpsABaHe Ha xemoaMHaMuKaTa npw nauneHtn ¢ HFrEF, Tbin
KaTto Hamansasa mPAP 1 PAWP n nono6psasa C1.%%° Bbrnpeku ToBa
[JaHHW OT PerncTpu ca AEMOHCTPUPAK, Ye AOPU YMEPEHO MNo-
BuwweHoTO SPAP oka3Ba oTprLaTenHo Bb3aencTBME BbPXY NOCT-
npoueaypHUTE pesynTaT cied KateTbp-6asvpaHa Tepanus.’

8.3.2.2. AopmHa cmeHo3a

Mpu naunveHTV C aopTHA CTEHO3a, NOANIOKEHW Ha XMPYpPruy-
HO MM TPaHCKaTeTbPHO MpoTe3npaHe Ha aopTHaTa Knana,
BbX npean nHTepBeHUMATA e CBbp3aHa C MO-BUCOK PUCK OT
BBTPEOONHNUYHN HEXEeNaHN CbOUTUA U He6NAronpUATHY Obi-
rocpoyHmn pesyntatn.b46-61 Bunpeku ue noctnpouenypHOTO
nopobpeHne Ha bX Kopenupa c obnekyaBaHe Ha CMMATOMUTE
1 GnaronpuATHY pe3ynTaTi, nepcucTrpaHeTo Ha bX ce cpela
yecTo 1 popu ymepeHata bX e cBbp3aHa c no-Bucoka obuia
CMbPTHOCT.646-651

Mpenopbku Tabnuua 22:
Ta6bnuua 22A

Mpenopbku

I'IpM naunenTn ¢ LHD ce npenopbyBa ONTUMU3NPAHE Ha JIeYHEHUNETO Ha OCHOBHOTO 3abonsABaHe, npeav fa ce pseme npeaBuj oueHka

Ha nogo3npaHaTa px2728

[CK ce npenopbuBa npu cbMHeHwue 3a X npu naumenTn ¢ LHD, ako nognomMara B3eMaHeTo Ha TepaneBTUYHU peLleHmns

[CK ce npenopbyBa Npu NayneHTy C BUCOKOCTENEHHa TPUKYCNMAANHA peryprTaums cbe unv 6e3 LHD npean xupypruyxa nam uHtep-

BEeHUMOHHa KOpeKUMA Ha Knanata

Mpu naumeHTy ¢ LHD 1 cbmHeHVe 3a BX ¢ xapaKTepuCTUKM Ha TeXKa NpeKanuiapHa KOMNoHeHTa n/unv mapkepu 3a 1K aucyHkuma ce
npenopbyBa HaCOUBaHE KbM LIEHTBP MO bX 3a LANOCTHO ANArHOCTUYHO YTOYHABAHE

TpabBa aa ce ot6enexu, Ye MegMKaMeHTO3HaTa Tepanusa Ha
BbX cnep knanHa KopeKkuma MoXe Aa NpuYnMHU Bpefa. Pangomun-
31paHo NpoyysBaHe ¢ 231 NauneHTn C XMPYPruyHo KOpUrnpaHo
K/anHo cbpfeyHo 3abonasaHe 1 nepcmctupatla bX e nokasano,
ye TepanuATa CbC cunpeHadun cnpsamo nnauebo e cBbp3aHa ¢
no-now pesyntar;’%' ToBa npoyusaHe obade He NpaBy Pasnka
mexay pasnuyHuTe Buaose bX (npekanunapHa, IpcPH n CpcPH).

8.3.2.3. TpukycnudanHa pezypeumayus

BucokocteneHHaTa TP e cBbp3aHa C 06eMHO OOpeMeHsABaHe,
NMoBULLEHO PabOTHO HaToBapBaHe Ha [IK 1 ManaganTMBHO pemo-
fJenvipaHe, KOeTo BOAM [0 CUMMATOMaTUYHa AecHocTpaHHa CH n
HamaneHa npexunsaemoct.”%>’% [lokato nbpeuyHata TP e cpas-
HUTeNHO pAAKa, GyHKUMOHanHa TP Moxe fa Bb3HUKHE OT aHy-
NapHa gunatauma npu Hannune Kakto Ha bX, kakto u Ha LHD. B
nocnefHUTe roauHN ce NoABUXa TPAHCKATETbPHU NHTEPBEHLUN
Ha TpUKycnuaanHaTa Knana, uenswm HamansagaHe Ha TP n obem-
HOTO 06peMeHsABaHe Ha [IK. TpsibBa Aa ce oTOenexu, ye Kopuru-
paHeTo Ha TP npu naynentn ¢ BAX unu bX npu (HeknanHo) LHD
CbC 3HaumTenHo nosuweHo bCC n/vnu K ancdyHkuma 6u Tpab-
BaJIO [la Ce€ OOMUCIY MHOTO BHUMATESTHO, Thil KaTO MOXe [1a 6bae
onacHo.”* KynnupaHeTo gfAcHa kamepa-6enogpobHa aptepus e
He3aBMCUM NPeAUKTOP Ha obLaTa CMbPTHOCT NpY Tak1Ba Nauu-
eHT.”% MoabopbT Ha NaLUMEHTUTE € OT PeLLaBalLo 3HaYeHNE 1 B

MpenopbKu npu 6enoapo6Ha XMNepTOHNA, CBbP3aHa ¢ IeBOCTPaHHa CbpAeyHa 6onect

Knac® Huso®

29,47,142

Mpwv naunenTy ¢ LHD 1 CpcPH ¢ Texka npekanunapHa komnoxeHTa (Hanp. BCC >5 WU) ce npenopbysa MHAVBUAYaNV31paH NOAXOA KbM IeYeHNeTo

KoraTto nauveHTn ¢ BX 1 MHoxecTBO prckoBu daktopu 3a LHD, kouto nmat HopmanHo PAWP B nokoii, HO aBHOpMeH OTFroBOpP KbM
du3nyecko HaToBapBaHe UK obpemeHABaHe C TEYHOCTW, Ce NIeKyBaT ¢ iekapcTea 3a bAX, ce npenopbyBa BHUMATENHO NpociefaBaHe

Mpwv naymeHTn ¢ BX npu ACK, rpaHnyso PAWP (13-15 mmHg) n 6ene3un Ha HFpEF, moxe fa ce B3eme npeABua 4OMbAHUTENHO U3CnefBa-

b
He ¢ dpM3Myecko HaToBapBaHe UM 06eMHO obpemeHsABaHe 3a AemMackupaHe Ha nocTkanuaapHa bX >

KR

C

C

C

C

C

C
A

JNekapcTBa, ogobpern 3a BAX, He ce npenopbusat npu bX-LHD® RElleZelcad SEANICE

Ta6bnuua 22B
CTEMEH
b
Npenopbku KauectBoHapo-  Cuna Hanpeno- Knac®  Huso
KasaTencrBata pbKUTe
He moxe pa ce HanpaBu npernopbka 3a Win NpoTrB ynoTtpebata Ha PDE5Si npy nauneHTn ¢ Hucko HuKaksa _ _
HFpEF 1 kombuHvpaHa nocT- n npekanunsapHa bX
He ce npenopbyBa ynotpe6ata Ha PDES5i npu nayneHtn ¢ HFpEF n n3onvupaHa noctkanu-
nApHAIBX Hucko YcnoBHa C

CpcPH, kombrHupaHa nocT- n npekanunapHa bX; ERA, eHpoTenvH peuenTtopeH aHTaroHucT; CH, cbpaeyHa HegocTaTbuHocT; HFpEF, cbppeyHa HegocTaTby-
HOCT CbC 3ana3eHa n3tnackeala ¢ppakuyus; HFrEF, cbpaeyHa HEAOCTaTbYHOCT C HaManeHa usTnackeala ¢pakums; LHD, neBoctpaHHa cbpaeyHa 6onecTt; BAX,
6enoapobHa apTepmnanHa xmneptonus; PAWP, BKnMHeHo HanaraHe B 6enofgpobHata aptepus; PDESi, docdogmectepasa 5 nHxunbutopu; bX, 6enoapobHa xu-
neptoxus; PH-LHD, 6enoapo6Ha xvnepToHus, CBbp3aHa C IeBOCTpaHHa cbpaeyHa 6onect; 6CC, 6enoapo6Ho cbaoBo cbnpoTusieruve; CK, ascHa cbpaeyHa
kaTteTepusauus; K, pecHokamepHa; WU, eguHuum no Wood.

@ Knac Ha npenopbkuTe.

b Huso Ha fokasatencTeeHoCT.

¢ pnenTuduumpaHn ca onaceHns 3a 6esonacHocT, korato ERA ce nsnonseat npu nauneHty cbc CH (HFpEF 1 HFrEF cbe nnu 6e3 BX), n korato cungeHadun ce
13Mon3Ba Npu NaumneHTn c nepcucTmpatya bX cnep kopekuma Ha KnamnHo CbpAeyHo 3abonaBaHe.
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npoLieca Ha OLeHKa Npean Kopekuma Ha TPUKycnuaanHata Kna-
na e HeoOGXoAUM LIANIOCTEH AMArHOCTUYEH MOAXOS, MHTErpumpalLy,
06pasHN MeToaM 1 MHBA3MBHA XeMOLMHAaMMYHa OLieHKa, ocobe-
HO nopaan ¢akTa, ye exokapamnorpadpuata nogueHasa sPAP npu
Hanmyme Ha BucokocteneHHa TP.

8.3.3. [MMpenopbkm 3a ynoTpebaTa Ha NneKapcTBa
opo6penu 3a BAX npu 6X-LHD
MpenopbKkuTe 3a ynotpebaTa Ha nekapcTea, ogobpeHu 3a bAX,
npv naumeHTn ¢ BX-LHD ca yctaHoBeHM Ha 6a3aTa Ha K/o4oB
onucaTenieH Bbnpoc 5 (JonbaHuTeNnHN faHHu, Pasoen 8.3).
MpenopbknTe 3a ynotpeba Ha PDES5is npu nauveHTn cbe
CpcPH, cBbp3aHa ¢ HFpEF, ce ocHoaBat Ha PICO Bbnpoc I
(JonbnHUTENnHN paHHW, Pazden 8.4). geHTudunumnpanun ca ase
PKI1, B konto ca BKntoyeHn nauyneHTn ¢ HFpEF n BX, HO HAma
npoy4BaHe, KOETO KOHKPEeTHO Aa BKtouBa naumeHtn ¢ HFpEF
n CpcPH. BpeaHun edektn He Mmorat fa 6baaT N3KoUYeHW, AOPU
aKO HanMuHWTe AaHHW OT KNIVHUYHW NPOYYBaHNA, CepuK OT Ciy-
Yau 1 pernctpu npegnonarat, ye PDESi moraT ga ce npunarat
6e3onacHo npu nauneHTn cbc CpcPH, cebp3aHa ¢ HFpEF. ETo
3all0 He MOXe Aa ce HanpaBy obLa NpenopbKa 3a UM NPoTuB
ynotpebata Ha PDES5i npu nayuneHTn ¢ HFpEF n CpcPH. BaxHo 3a
npakTrKkaTta obaye e fia ce Hanpasy NpenopbKa NPOTXB yrnoTpe-
6aTa UM npu naunenTn c HFpEF n IpcPH.

9. benopgpo6Ha xmnepToHuA,
CBbp3aHa c 6enogpo6Hm
3abonaBaHnA n/Mnam XxMNokKcns

(rpyna 3)

BenoapobHa xvnepToHWA ce HabnoAaBa YecTo NP NaUyeHTn ¢
XOBB n/unu emduzem, IBB, kombuHnpaHa 6enogpobHa ¢prnbposa
1 emounsem (CPFE) 1 XMMNOBEHTUNALMOHHN CUHAPOMM,>% 165707708
BenoapobHaTta xunepToHUA ce cpeLua pARKo Npu 06CTPYyKTUBHA
CbHHa anHes, OCBEH aKko HAMa 1 ApYrv NpuAapYy»asalum 3abons-
BaHuA Kato XOBb unu aHesHa xunoseHTunauma.’%® CmsaTa ce, ue
Ha ronAMa HaAMopCKa BrcounHa (>2500 m) nHayLmpaHaTa oT Xu-
nokcusa bX 3acara >5% oT HaceneHneTo, KaTo pa3BuTHeTO Ha bX e
CBbP3aHo C reorpadusTa v reHetTruHm daktopu.”’'

EQHO cKpuHMHroBO npoyuysaHe 3a bX, nposegeHO Bbpxy
ronama rpyna ot >100 nauveHTn ¢ numdaHrmonenommomaro-
3a, NOTBbPAU, Ye Npu Tax BX obrnKHOBeHO e neka: oT wecT na-
uneHnTyn (5,7%) ¢ npekanunapHa bX HUTO eguH He e uman mPAP
>30 mmHg v BX e 6una cebp3aHa ¢ npomeHu B PFT, koeTo npes-
nonara, 4ye nosuwasaHeTo Ha MPAP ce Ab/iXn Ha NapPeHXMMHO
3acsrane.”" Eto 3awo bX npu numdarrnonenommomarosa cera
ce knacudrumpa B rpyna 3 Ha BX.

Mpu naymeHTnTe C 6enoppobHo 3abonasaHe BX ce Katero-
pu3npa KaTo HeTeXKa MM TeXKa B 3aBUCMMOCT OT XeMOAMHa-
MUYHUTe nokasatenn (Queypa 12). B MNpenopbkute Ha EKA/EPL
ot 2015 r. 3a gnarHocTumpaHe n neyeHune Ha bX, Texkata bX ce
onpegena ot mPAP >35 mmHg nnmn mPAP =25 mmHg c Cl <2,5
L/min/m?2.2>26 [Ige CKOpOLWHM NpoyuBaHusi obaue rnokasaxa, ue
BCC >5 WU e no-go6bp npar 3a oTrpaHnyaBaHe Ha naumeHTrTe ¢
no-nowa NporHosa npw nauymeHtu ¢ bX, cebpsaHa KakTo ¢ XOBb,
Taka 1 ¢ MIBb.”'27"3 Bb3 ocHOBa Ha Te3u [aHHV HacToAWMTe npe-
nopbku nsnonssat bCC 3a pasrpaHnyaBaHe Mexay HeTexxka bX
(BCC <5 WU) n texka bX (BCC >5 WU). lokaTto HeTexxkaTa bX e
yecTo cpelyaHa npwv HanpegHana XOBb n VBB, pedpuHmpaHa upes
CNPOMETPUYHY KpuUTepum, TexkkaTa bX e papka v ce cpelua npm

1-5% ot cnyyante Ha XOBb 1 <10% oT nauneHTnTe C HanpeHana
MBB, ¢ orpaHnyeHy AaHHK Npv 06e31Tac-XUNnoBEHTUNALNOHHS
cngpom.”'715 Nlopu HeTexkkaTa BX npu 6enoapobHo 3abonsAsa-
He Bfisie OTPULIATENHO BbPXY CUMMTOMUTE U MPEXUBAEMOCTTA
M e cBbp3aHa C no-vectn xocnutanusaumn.”>’" MaymeHTnte ¢
6enoapobHo 3abonsBaHe 1 Texka bX umat no-nowa nporHosa
OT Te3n C HeTexKa bX, KoeTo [0Ka3Ba, ue TOBa pasrpaHuyeHe
MMa KJIMHUYHO 3HaueHune, 712713718719 ThaGea na ce otbenexu,
ue Pa3BUTMETO Ha TeXKa bX B ronisima cTeneH e Ha3aBNUCKMO OT
CMMPOMETPUATA, HO OBMKHOBEHO Ce MPUApPY»KaBa OT XMMOKce-
musi, Hicko PaCO, 1 3HauMTeNnHO HamaneHme Ha DLCO.>1 714718719

benogpobHaTa XxMnepToHus, NPoABABaLLA Ce NPV NaUUeHTH
c 6enogpobHo 3abonsBaHe, MOXe a Ce Ab/IKM Ha peaunLa npu-
UMHK, BKITIOUYMTENHO HeanarHocTuuymupaHa CTEPH nunun BAX.714720
CbpaeyuHUTe KOMOPOVAHOCTM Ca CbLUO YECTV NPU MALNEHTU C
6enonpobHo 3abonABaHe U Morat aa gonpuHecar 3a bX. MNpea-
JIOXKEeHN ca pefuua ACHO ouepTaHu ¢deHoTunose bX npu naum-
eHTN ¢ 6enogpobHo 3abonsABaHe, BKIOUMUTENHO GenogpobeH
cbroB deHoTun.>72° benogpobHUAT CbA0B GpEeHOTHMN Ce XapaK-
Tepusnpa ¢ no-gobpe cbxpaHeHa cnvpomeTpus, HUCBbK DLCO,
XWMOKCEMMS, Pa3vyHN NPOMEHN B MapeHxumMa oT 6enogpob-
HUTe 06pa3HV U3CeABaHNA 1 UMPKYNATOPHO OrpaHnYeHne Ha
dusnueckna Kanaumtet.”' 714718722 MocnegHuTe npoyysaHuUA
MoKasaxa, Ye KAVHUYHNTE XapaKTePUCTUKYM, XOAbT Ha 3abons-
BAHETO, OTrOBOPbT Ha jledeHneto,*'71871% y xuctonornuHmaT
cy6cTpat’?>72* npy nauveHTy ¢ Texka bX 1 nekn 6enogpobHm
3abonABaHWA ca pas3iMyHKM OT Te3un npu nauneHTn c BAX, kato
BKJ/IOUMTESIHO MPOrHO3aTa e no-yiowa.

9.1. AnarHosa

Mpu nayneHTn ¢ 6enogpobHo 3abonaBaHe cumntTommuTe Ha bX,
0Ccob6eHO AucnHeaA Npw ycunue, ce NPUNOKPMBAT C Te3N Ha OC-
HOBHOTO 3abonaBaHe. DU3nKaNHUTE HAXOAKWM CbLWO MoOraT Aa
6baaT HecrneynduyHNM, Hanpumep: NoAyBaHe Ha rne3eHuTe e
YyecTo CpeLLaHo Mo BPeme Ha env3ofn Ha BeHTWUNALMOHHA He-
poctatbyHocT npu XOBB, KbaeTo akTUBMPaHETO Ha cucTemaTa
PEHVH—-aHTMOTEH3H-aNLOCTEPOH MOXEe a NPUYMHMN 3a4PbXK-
Ka Ha TeYHOCTU, 06MKHOBEHO Npu 3ana3eHa [K oyHKLmA.
HeunHBasuBHM TecTtoBe — KaTo EKI, noka3Balla gAcHa enek-
Tpuyecka oc nnu [IK obpemeHaABaHe, noBuweHn H1Ba Ha BNP/
NT-proBNP, CPET nnu npu3sHaum ot n3obpasutesiHiTe METOAN —
MoraT Aa NofAcKa)aT AvarHosata bX npu nauymeHTn ¢ 6enofpob-
HO 3abonsgaHe.”?>7?° ExokapmuorpaduaTta ocTaBa Hal-LWIMPO-
KO W3NON3BaHUAT HEVMHBA3VBEH AMArHOCTMYEH MHCTPYMEHT 3a
oLeHKa Ha bX. Bbnpekun ToBa, TOYHOCTTa Ha exoKapanorpapuata
npu NaumMeHTN C HaNpPeHanu pecnupaTopHy 3a6onAaBaHNA e HK-
cKa, Kato TRV He moxe fa ce n3amepu npu >50% OT nauneHTuTe
B HAKOW MPOYYBaHUA 1 MMa TeHAEHUMA 3a HagLeHABaHe Ha PAP
1 norpelHo Knacuduumpare Ha nauueHTy ¢ bX.887727 Mo-Hosun
JaHHW npepfnonarat, Ye CTbMANoBUAHMAT COOPEH exoKapano-
rpadCKm CKOp Moxe fa MaeHTMoULMpPa NaLneHT ¢ TexkKa bX, cbc
n 6e3 nsuncnasaHe Ha TRV, KaTo ce 13M0N3BaT APYrn exokapau-
orpadCKmn xapakTepucTuky, BktountenHo AN nnow, cboTHowwe-
Hue JK:JIK 1 nHaeKc Ha ekcLeHTpuuHOCT Ha J1K.728 Korarto ce no-
fo3unpa bX, KombrHMpaHeTO Ha exokapanorpadua ¢ KOHTPACTHa
KT moXe fa NoAnoMOrHe 3a AnarHOCTUYHaTa OLEeHKa U Knacuou-
umpaHeTo Ha 3a6onasaHeTo.'%872%731 lunartayuaTa Ha 6enoapob-
HaTa apTepusa, xunepTpoduaTa Ha U3xoaHWA TpPaKT Ha K u no-
BULLEHOTO CboTHOLWeHMe [K:[K moxe aa nogckake AnarHosara
BX.'%8 B ngeanHua cnydain oueHkata TpsAbBa 4a ce Harnpasu Uan
NMOBTOPMW, KOFaTo NaLMUEHTHT € KANHUYHO CTabuneH, Tbih KaTo ek-
3auepbaunnTe MoraT 3HauUMTENHO Aa nosuwat PAP.
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XObb

Eméunsem

npenlllMHO B@HTU/NAaTOPHO

$unsnuecko orpaHnyeHne

CPFE

Pemo,qenmpaHe Ha AUXaTeJIHUTe NbTUlla, GEHOAPOGHI/IH napeHxmm mn cbgoBeTe

®nbposa

PemogenupaHe Ha 6enogpo6HuTe cbaoBe

Texxka bX
H X H X
Aama b eTexka b (BCC >5 WU)
YecToTa ~70% ~20% ~5-10%

XvnokcemuA B NOKOWN n/unn npyu HatoBapBaHe

Cb0BO OKacTpsAHe

MpeAVMHO LMPKYNaTOPHO
du3nuecko orpaHnyeHne

@ESC @ ERS—

O®urypa 12: [Matodusnonorus Ha 6enoapobHaTa XMNepToHus, CBbp3aHa ¢ 6enoapobHo 3abonasaHe (rpyna 3).

XOBb, xpoHuyHa 0b6CcTpyKTMBHa 6enoapobHa 6onect; CPFE, kKom6UHMpPaHa nynmoHanHa ¢rubposa n emdursem; b6, nHtepctmum-
anHa 6enogpo6Ha 6onect; bX, 6enoapobHa xunepToHus; BCC, 6enoapobHo cbaoBo cbnpoTtusneHune; WU, eaunnum no Wood.
MokasaHu ca nognexawm 6enonpobHy 3abonsBaHNA (ropeH naHen); AONPUHACALLM MNATOreHHN 6enoapPo6HY N3MEHEHUS Ha
[OVIXaTeJIHUTE MbTULLA, MapeHXUMa U CbAoBETe (CpeAeH NaHen); M Bpb3KaTa Ha PeMOAENNPAHETO Ha AVXaTeNHNUTE MbTULa/na-
peHX1Ma 1 CbA0BOTO pEMOAEeSIMpaHe CbC cTeneHTa Ha bX 1 HellHMTe NocneaCcTBUSA 3a OrpaHyaBaHe Ha Gpr3nYecKns KanaunteT

(BEHTMNATOPHO CpeLly LMPKYNaTOPHO, MO-A0JEeH NaHen).

KnoyoBun enemeHT Npu oueHKaTa Ha cycnekTHa bX npu
6enofpo6HO 3abonaBaHe BKOUBAT CbueTaHue oT: (1) Hanuumne
WY OTCbCTBME HA puckoBm dakTopu 3a BAX, CTEPH vnn LHD;
(2) KNUHWYHK XapaKTEPUCTVKY, BKITIOUMTENTHO XOf Ha 3abonsBa-
HeTo (Hamp. 6bP30 CKOPOLIHO BJIOWABaHE CpeLly NocTeneHHa
npomsAHa Npe3 rognHuTe, KUcnopogHu Hyxawv); (3) PFT, Bknto-
yntenHo DLCO v KpbBHO-ra3os aHanus; (4) nsmepsaHua Ha NT-
proBNP, EKTI" u exokapanorpadus; u (5) nanonssaHe Ha 06pasHu
MEeTOAMKM C HanpeyHU cpe3oBe KaTo KoHTpacTHa KT, SPECT nnn
V/Q 6enoppobeH ckeH, a B n3bpaHu cnyyan cMRI73? 3a oueHka
Ha HeobxopmmocTTa oT [ICK. KapanonynmoHanHmAaT TecT ¢ Ha-
TOBapBaHe MOXe [la Ob/ie Mosie3eH 3a OLeHKa Ha BEHTUNIATOPHM

WNU UMPKYNaTOPHY OrPaHNYeHnsa Npy naymeHTn ¢ 6enoapobHo
3abonsgare,'?'733 pbrnpekn ye JaHHNTE Ca OrpaHnueHn Lo ce
OTHacA O K/MHMYHaTa My ynoTtpeba 3a naeHTUdmUmpaHe Ha
nauvieHTn c BX npu 6enopgpobHo 3abonsasaHe.

MNokasaHuaATa 3a ACK npu 6enoapobHo 3abonsaBaHe BKIOY-
BAT OLEHKA 33 XMPYPrnyHO JieyeHre (M36paHn naumeHTun, npu
KouTo ce obmucns LTx 1 onepauua 3a HamansaBaHe Ha 6enoapo6b-
HusA obem), cycnekuma 3a BAX nnn CTEPH u Korato gonbiHu-
TefHaTa MHPopMauKA Le NoanomMorHe GeHoTUNU3MPaHeTo Ha
3a00nABaHeTO 11 OOMUCIAHETO Ha TepaneBTUYHN MHTEPBEHLIN
(Queypa S$3).712718734 B ypeanHusa cnyyaii n3cnefBaHeTo Tpsbea
[a ce nposefe B LeHTbp no bX, korato naymeHTuTe ca KNMHUYHO
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CTabUHU 1 NIEUEHNETO Ha OCHOBHOTO 6en1oapobHO 3abonaBaHe
e onTummnsmpaHo. TpabBea Aa ce 06bpHe BHUMaHME Ha HaunHa,
MO KOWTO Ce U3BbPLIBAT M3MEPBaHUATA Ha HanAraHeTo nopaau
BAVIAHMETO Ha MPOMEHSALLOTO CE UHTPATOPaKasHO HafAraHe Bbp-
xy 6enoapobHaTa XeMoa1HaMMKa Mo BpemMe Ha pecrnmnpaTopHus
UMKDBA (BX. Pazden 5.1.12).73°

9.2. Tepanua

TepaneBTUUHMAT Nofxog npu rpyna 3 bX 3anousa c onTumumsn-
paHe Ha fleuyeHreTo Ha NoasiexaloTo 6enofpobHo 3abonasaHe,
BK/IOUNTENIHO AOMbBIHUTENHA KMCIOPOAHa Tepanua U HeMHBa-
31BHA BEHTWNALMA, KOraToO € MoKa3aHo, KakTo U BK/lOUYBAHE B
nporpamu 3a 6enoapo6Ha pexabunutauua.’>° ima orpaHuueHn
1 MPOTUBOPEUNBY fOKa3aTeNCTBa 3a ynoTpebaTa Ha NieKapcTBa,
opobpeHm 3a BAX npu naumeHTn ¢ BX rpyna 3, a Te3n nekapcTea
Morart ia MaT NPOMEHJIMBM U MOHAKOTra HebnaronpuaTHY edek-
TU BbBPXY XeMOAUHaMMKaTa, GU3MUECKUA KanauuTeT, ra3oBus
06MeH 1 pesynTaTuTe Npu Tasv nonynauus nayueHTn,'81737-740

9.2.1. benogpo6Ha XxunepToHUsA, CBbp3aHa C
XPOHNYHa 06CTPYKTMBHa 6enogpo6bHa
6onect unu emdpunsem

MpoyuBaHmMATa, U3ron3BaLLm nekapcTea ofgobpeHu 3a BAX npu na-

umeHTn ¢ bX, cBbp3aHa ¢ XObb unu emdurizem, ca ganv npotreope-

UMBU PE3YNTaTV 1 Ca OFPaHMYEHN Hal-Beye OT MabK pa3mep Ha

13BaJKaTa, KpaTKa NPOLbIIXKMTENHOCT U HEAOCTAaTbYHO XEMOLNHA-

MVYHO XapaKkTepusupaHe Ha bX.73%741742 B 16-cegmumuno PKI1 c 28

naumeHTn ¢ XOBb n Texkka bX, notBbpaeHa ¢ ICK, TepanuaTta cbe

cunpgeHadun e gosena [0 CTaTUCTUYECKU 3HAUMMO Mofo6peHue

8 BCC 1 KauecTBOTO Ha XMBOT.** [laHHM OT PErnCTbPM Ca YCTaHO-

Bunu, ye npu ~30% ot nauymeHTute ¢ XOBb n Texka bX, nekysaHu

npeavmHo ¢ PDESi, ce Habntogaea nogobpexmne sbe OK no C30,

6MWD 1 BCC cnpsaMo 13X0[HOTO HMBO U TE3U OT TAX, KOUTO OTrO-

BapAT Ha JIeYeHMeTo, UMaT NofobpeHa NpeXmBAEMOCT 6e3 TpaHC-

nnaHTauuaA.>"’'8 Bbrnpeku ToBa, Nopaam nrcara Ha rofieMmn paHao-

MM3VpaHV NPOYYBaHNA, JOKa3aTeNICTBaTa ca HeloCTaTbyHY, 3a Aa

noAKpenAT MacoBaTa ynotpeba Ha nekapcTsa, ofobpeHu 3a BAX

npwu naunenTy ¢ XObb n bX. Mayunentn ¢ XObb 1 nopgo3mpaHa nnu
noTBbpheHa TexkKa bX Tpabea fa 6b4aT HACOUEHUN KbM LIEHTPOBE
3a bX 3a B3emaHe Ha MHAMBUAYaANHO peLueHne.

9.2.2. benoppo6Ha x1nepToHUA, CBbp3aHa C
UHTepcTuumnanHa 6enogpobHa 6onecr

Penvua npoyuBaHua ¢asza 2 n dpasa 3 ca mscnegsany U3nonssa-
HeTo Ha ERA 3a neueHue Ha VIBb, KaTo BCMUKM ca € oTpuLaTenHu
pesyntatin.”40744745 PDES| cunpgeHadun CblWo e U3CseABaH BbB
¢da3a 3 npoyuBaHua Ha nauuneHTn ¢ VBB — cblyo ¢ oTpuLaTenHm
pesyntati.”4674 HannuHn ca HefocTaTbyHO AaHHM oT PKI npw
naumeHTn ¢ bX, cebp3ana ¢ VIBB, n MHOro ot npoyyBaHmATa, n3-
BbpLUEHM 3a TOBa NoKasaHue,’*874% ctpagaT oT CblnTe OrpaHu-
YeHUs,, KAaKTO ropecromMeHaTuTe npoy4saHusa npu bX, cebp3aHa
c XOBbb. OcBeH ToBa IMa HAKOJIKO HEGNAronpusaTHY CMrHana 3a
6€30MacHOCT: aMbPUCEHTAH € CBbP3aH C MOBULWEH PUCK OT KNK-
HWYHO BJIOLIAaBaHe Npw naumeHTn ¢ Mbb cbec unn 6es bX,7407>0
a puouuryat e CBbp3aH C MOBULIEH PUCK OT B/IOLWABAHE, BKIIO-
YNTENHO MOTEHUMANHO YBEMYEHa CMbPTHOCT, NP NaLMeHTH C
BbX, cBbp3aHa ¢ naMonaTMyHa NHTEPCTULMANHA NHEBMOHMA.'S!
O6paTHo, Npu ynoTpeba Ha UHXanaTopeH TPENPOCTUHM bsaxa
nonyuyeHn obelasalym pesyntatu. Boe ¢pasa 3 PKIM (INCREASE)
€ NPOYYEHO MPUSIOKEHVNETO HA MHXANATOPEH TPEMNPOCTUHA C
npuvuenHa [o3a oT 72 g, NpwiaraH YeTupy MbTu JHEBHO NpW

326 nauueHTy ¢ BX, cebpsaHa ¢ MBB.73*75" [lnarHosata BX e no-
TBbpAeHa ¢ [ICK B pamkmTe Ha 1 roguHa npeau BKNoyBaHeTo. Ha
16-TaTa cegmuua nnayebo-kopurmpaHoto 6MWD ce nogobpnsa
€31 m Brpynara Ha MHXanaTopeH TPenpOCTUHWI, MMa nofobpe-
Hue cbLyo Taka B NT-proBNP n knuHnyHuTe cbbrtnA Ha BRoLwa-
BaHe, KaTo NOCNEAHOTO Ce AbJIKM Ha NO-HUCKWA AAN NaUneHTH,
yneto 6MWD e Hamanano ¢ >15% ot nsxogHoTo.

KaTo ce nma npensua 3HaYNTENIHOTO Bb3JENCTBME JOPU Ha
HeTexxkaTa BX npu naumeHTn ¢ 6enofpobHo 3abonsaBaHe, OTro-
BapALWMTE Ha YCIOBUATA MauneHTn Tpabea fa 6baaT HacoyeHn
3a oueHKa 3a LTx. Bb3 ocHoBa Ha pe3ynTtatuTe OT NPOyYBaHETO
INCREASE npw nauuneHTn ¢ IBB n BX moxke fa ce B3eme npeasug,
MNHXanaTopeH TPEeNPOCTUHWI, HO Ca HEOBXOAUMN AOMBAHUTENHN
JaHHW, 0cOO6EeHO MO OTHOLLEHME Ha ObArOCPOYHMTE pe3ynTaTu.
PyTuHHaTa ynotpeba Ha Apyru nekapctea, ofobpeHu 3a BAX, He
ce npenopbyBa Npu nauneHTn ¢ Ibb n HeTexka bX. Mpn nauner-
™ C Texkka BX n/unm texxka K ancdyHKUmMA nnm, Korato uma He-
CUFYPHOCT MO OTHOLUEHWE Ha NleyeHneTo Ha bX, ce npenopbusa
HacouBaHe KbM LieHTbp o bX 3a BHMMaTenHa oueHKa, 3a Aa ce
ynecHu BkntouBaHeTo B PKI 1 ga ce ombucnar Tepanun 3a bBAX
Ha nHauBupyanHa ocHosa (Queypa S3). laHHM OT perncTpu no-
Ka3Bar, ue HAKOM naumeHTu ¢ rpyna 3 bX ce nekyBaT c nekapcTea
3a BAX, npegumno PDES5i,”'8752753 Ho He e ACHO [anu 1 0 KakBa
cTeneH Te3u NauyeHTV NMaT rnos3a oT TOBA JlieueHune.

9.2.3. [penopbku 3a ynotpebata Ha nekapcTBa,
opo6penu 3a BAX npu BX, cBbp3aHa ¢
6enoppo6HO 3a60onsiBaHe

MpenopbknTe 3a ynotpeba Ha nekapctea, ogobpeHn 3a BAX,

npuv naymeHTn ¢ bX, cebp3aHa ¢ XObb n Wb, ca cb3gageHn Bb3

OCHOBA Ha KJIOYOBW ONMcaTeNHy Bbnpocn 6 n 7 (JonbnHuten-

HW AaHHW, Paszoesu 9.1 n CboTBETHO 9.2).

MpenopbkuTte 3a ynotpe6ata Ha PDESis npw naumeHTn ¢
Texka bX, cebp3aHa ¢ Mbb, ce ocHosaBat Ha PICO sbnpoc Il (Jo-
MbJHUTENHN AaHHW, Pazden 9.3). Hama gupekTHn gaHHm ot PKIM
3a 6e30MacHOCTTa, MOHOCMMOCTTa U edpUKacHOCTTa Ha PDESI npu
nayueHTn ¢ bX, cBbp3aHa ¢ IBbb. KocBeHnTe AaHHW, BKMIOYEHN B
MpenopbKuUTe, He NO3BONABAT fa CE HAMPABAT KaTeropuyH 3a-
KntoyeHus. Kato ce nma npeasua nnncaTa Ha CoNMAHN foKasaTen-
CTBa, uneHoBeTe Ha paboTHaTa rpyna He ca B CbCToAHME Aa Aaaat
npenopbka 3a unu NpoTre ynotpeba Ha PDES5i npu nauymeHTn ¢
BB n Texxka BX 1 npenopbyBaT T€31 NauMeHTy fa 6baaTt Hacou-
BaHM KbM LIeHTbp 3a bX 3a B3emaHe Ha MHAMBUAYANHO peLleHue.

10. XpoHnyHa TpomboembonnyHa
6enogpo6bHa xMnepToHNs

(rpyna 4)

Bcruky mayumeHTy, YnnTO CUMNTOMM MOraT Aa 6baaTt npunrca-
HM Ha nocT-TpomboemMbonMyHN PrbpPo3HM 06CTPyKUUK B BA,
ce cunTaT 3a nauymneHTn ¢ CTEPD cbc unum 6e3 bX; CTEPH ocTaBa
npeanoynTaHnAT TEPMUH 3a NaureHTn ¢ BX, KakTo e gpedpuHu-
paHo B Pazden 3.1 (Tabnuya 5).>* XpoHnuHata Tpom6oembonny-
Ha 6enogpobHa 60MecT onMCBa CMMMNTOMHM MaLMUEHTU C HECH-
oTBeTcTBalM nepdy3noHHn fedekTn npu V/Q ckaHupaHe n ¢
JaHHM 33 XPOHWMYHY, OpraHM3npaHu, GrubposHM cbcupeun npu
KTMA nnn OCA, KaTo NPbCTEHOBUAHN CTEHO3U, MPEXOBUAHN/
LIenKOBUZHU NTE3UN 11 XPOHUYHW TOTaSTHM OKNy31K (TOpOOBUAHN
€31 AU C NOCTEMNEHHO U3TbHABAHE), CNlef Han-Manko 3 mece-
Lla TepaneBTMYHA aHTVKoarynauusa. benogpobHaTa xunepToHus
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Mpenopbkn Tabnuua 23:
Ta6bnuua 23A

Mpenopbku

Ako npu naymeHT c 6enoapobHo 3abonsasaHe ce noaosnpa bX, ce npenopbyusa NpoBexaaHe Ha exokapanorpadusa® n uHTepnpeTupaHe
Ha pe3synTatute 3aefHo c ATA, PFT, BkntountenHo DLCO, n KT nsobpasasaHe

Mpwv nauymeHTn ¢ 6enogpobHo 3abonsBaHe U CbMHeHne 3a BX ce mpenopbyBa ONTUMK3MPAHE Ha JIEYEHNETO Ha NoAsexalwoTo 6eno-
[po6HO 3abonABaHe 1, KOraTo 1MMa NokasaHusA, Ha XMMOKCeMUATA, AVXaTeIHUTE HapyLWeHUA No BPeMe Ha CbH W/Unu anseonapHata

XmnoseHTMUIauna

I'IpM naymeHTn c 6en0,qp06Ho 3abonABaHe 1 CbMHeHue 3a TexKa bX nnu korato uma HEeCUrypHOCT NO OTHOLWEeHWEe Ha JIeYeHUNETO Ha BX,

ce NpenopbyBa HACOUYBAHE KbM LIEHTbP NO pxd

Mpu nauneHTn ¢ 6enoapobHo 3abonaBaHe 1 TexKa bX ce npenopbyBa MHAVBMAYANN3UPAH NOAXOA B JIeYeHNETO
Mpu nogxoaswm nauveHTu ¢ 6enoapobHo 3abonsasaHe 1 bX ce npenopbysa HacouBaHe 3a oLieHKa 3a LTx

I'Ipvl naumeHTn c 6€ﬂ0ﬂp06H0 3abonABaHe U CbMHeHMe 3a bX ce npenopbyBa NCK, aKko ce oyakBa pe3yntatuTe Aa NnoAMNOMOrHat Tepa-

NeBTUYHUTE pelleHna

MHxanaTopHMAT TPenpoCTUHN MOXKe Aa ce B3eMe npeasu npuv nauneHTn ¢ bX, cebpsana ¢ b
YnoTpebaTa Ha ambpuceHTaH He ce MpenopbyBa Npu NaumeHT ¢ bX, cebp3aHa c IP
YnoTpebaTta Ha puoLuryat He ce npenopbyBa Npu NaymeHTn ¢ bX, cBbp3aHa ¢ [1p'8l

Ynotpe6ata Ha MefKameHTV 3a BAX He ce npenopbyBa Npu NaumeHTy ¢ 6enoapobHo 3ab6onaBaHe 1 HeTexka BX®

Ta6nuua 23B

Mpenopbku

PDES5i MoXe Aa ce Ma npefBuA Npu nauneHTn ¢ Texka bX, cebp3aHa ¢ IBb (MHanBuayanHo

B3eMaHe Ha pelleHue B LieHTpoBe no bX)

He ce npenopbyBa ynotpebata Ha PDE5i npu nauvenTn ¢ BB n HeTexka BX

Mpenopbku 3a 6enoapo6Ha XnepToHNA, cBbp3aHa ¢ 6enoapo6Ho 3a6onAaBaHe N/MAN XMNOKCUA

Knac? Huso®

C

n

p/34

-

F740

Nn © © ©

CTEMNEH
b
KauectBoHapo-  Cuna Hanpeno- Knac®  Huso
KasaTencreata pbKuTe
MHoro Hucko YcnosHa 119 C

MHoro Hucko YcnoBHa C

ATA, apTepunaneH KpbBHO-ra3oB aHanus; KT, komnoTbpHa Tomorpadus; DLCO, 6enoapobeH Andy3noHeH KanaymTeT 3a BbriepofeH moHokcug; IIP, ngnona-
TUYHA UHTepCTULMaNHa NHeBMoHUsA; IPF, nanonatnyHa nynmoHanHa ¢rubposa; BB, nitepctuumnanta 6enogpobHa 6onect; LTx, 6enoapobHa TpaHcnnaHTa-
uuns; BAX, 6enoppobHa apTepuanHa xuneptoHus; PDESi, pocdoanectepasa 5 nHxmbutop; PFT, 6enopapobeH dpyHKLuMoHaneH Tect; bX, 6enoapobHa xunepTo-

HusA; CK, gAcHa cbpheyHa KateTepumsauumsa.

@ Knac Ha npenopbKuTe.
b Hueo Ha gokasaTencTeHoCT.

B naeanHmna Cl'ly“lal7l OoueHKaTa TpF|6Ba Aa ce HanpasKn, KOrato nNayneHTbT € KINMHNYHO cTabuneH, Tbil KaTo eK3aLlEp66L|I/II/ITe MoraTt fla NnoBuLaT 3Ha4YnTeNHO

HanaraHeTo B 6enogpobHaTa apTepus.

9 Tazn npenopbKa He Ce 0THACA 3a NaLMEHTV C KpaeH CTaauii Ha 6enoapo6bHo 3abonAaBaHe, KOUTO He ce cYMTaT 3a KaHAMAaTY 3a LTx
€ ToBa He BK/IOUBA MHXANaTOPEH TPENPOCTHHWI, KOMTO MOXe fia Ce MMa Npefsua npuv nauyneHTu ¢ BX, cebpsaHa ¢ BB, HezaBucmo ot TexecTTa Ha BX.

npv TOBa CbCTOAHKE He € CaMo NOC/IeCTBMNE OT 06CTPYKLMA HA
BA oT opraHusmpaHun ¢pubposHu cbcrpeun, HoO Moxe fa 6bae
CBbp3aHa U CbC CbueTaHaTa MUKpoBackynonatua. Mpu nauu-
eHTUTe 6e3 bX B MOKON 3afyxbT MOXe Aia ce Ab/MKK Ha BX npwu
dur3nyecko HaToBapBaHe (BMXTe AeduHuumaTa B Paszden 3.1,
Tabnuya 5) n/vnn noBulleHa BEHTUNALMA Ha MbPTBOTO NPOC-
TPaHCTBO.>* VI3KMI0YBAHETO Ha BEHTUIATOPHO OFpaHnYeHve, fe-
KOHAOVLMOHMPaHe N NCUXOTeHEH XUMepBEHTUNALMOHEH CUHA-
pom upe3 CPET u Ha JIK MmokapgHa unu KnanHa 6onect upes
exoKapauorpadua nmaT U3BbHPELHO rofAama pona npu B3ema-
HeTO Ha TepaneBTUYHW peweHuns npuv nauyneHTn ¢ CTEPD 6e3 bX.

10.1. OmnarHosa

XpoHnyHaTa TpomboembonnyHa 6GenofpobHa XWUNepToHMA e
YecTo cpeLlaHa 1 BaxHa npuunHa 3a bX ¢ gobpe ouepTaHa cTpa-
Terua 3a neyeHue. Mo Ta3n NPUUMHA, Bb3MOXKHOCTTA 3a Hannume
Ha CTEPH Tpabsa BHMMaTENHO fa ce B3eme Npeasua npv BCuy-
K1 naumeHTn ¢ BX (Queypa 13). B koHTeKcTa Ha ocTbp BE, CTEPH
TpAb6Ba Aa ce nMma npeasug;: (1) ako peHTreHoNorMYHUTE NPU3Ha-
un (NogpobHo onucaHn B Pazden 5.1.7) nopckassat CTEPH npwm

KTMA, nssbplueHa 3a aguarHocTuumpade Ha bE,"'2 u/vnu ako uns-
umncneHoTo exokapavorpadckm sPAP e >60 mmHg;'"? (2) korato
AncnHeaTa unu GYyHKLMOHANMHUTE OrpaHNYeHna nepcucTMpaTt B
KNMUHUYHYA Xof cneq BE;7>4 n (3) npn 6e3cuMnTOMHM naumeHTy
¢ puckosu ¢akTopu 3a CTEPH nnu BMcoka NporHocTnyHa Bepo-
ATHOCT 3a CTEPH.”>> HAKOW CbCTOAHMSA KaTo MOCTOAHHU BbTpe-
CbAOBY YCTPOWCTBA (MeICMeKbp, MOCTOAHHM BEHO3HM MbTULLA,
BEHTPUKYNO-aTpUasHN LWHHTOBE), Bb3MNanutesHn 3abonasaHuA
Ha yepBaTa, eceHUManHa TpomboLuTeMUaA, NOANLUTEMUA BEPa,
cnneHeKToMMA, aHTMPochonunupeH CUHAPOM, 3aMecTuTesHa
TepanuA C BUCOKM A03W TMPEOVAHW XOPMOHW 1 3/I0KaueCTBeHW
3a6onasaHua, ca puckosu dpakTopu 3a CTEPH,>4103.756
AnTepHaTUBHU NPUYMHK 3a 06CTPYKLMA Ha BA (cbLyo BKto-
YeHu B rpyna 4 Ha Knacudukaumara Ha bX) - BkntounTenHo cap-
KoMy Ha BA, apyrv 3nokayectBeHU Tymopm (Hanp. 6b6peyeH
KapuMHOM, KapLUMHOM Ha MaTkKaTa M repMUHATUBHOK/IETbUYHN
TYMOPW Ha TeCTUCUTE), HE3NTOKaYeCTBEHM Tymopu (Hanp. neno-
MUOMa Ha MaTKaTa), apTepuunt 6e3 CTB, BpofeHu nnm npngobu-
T cTeHo3n Ha BA, napasntn (xugatnpHa Kucta) n embonua ot
yy»KAo TAno — TpAbBa Aa ce Mmat npeaBuA B AudepeHumnanHata
anarHoctuka Ha CTEPD.”>” Te morat ga 6bfaT uscnieasaHu upes
cneundrYHN AOMBAHNUTENHN 06Pa3HN METOANKN KaTo CKaHupa-
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LOvarHoctuyeH anroputbm 3a CTEPH npu cumnTOMHY NaymeHTn

CycnekTtHa CTEPH
nopaau aHamHe3a 3a bE®?
nnmn puckosu paktopm 3a CTEPH
t J
¥

Mep¢y3noHHo n3o6pasaBaHe
(V/Q ckaHunpaHe nnn HoBa

JunarHocTnyHa anroputobm 3a bX

MopganHocT)
HecboTBeTcTBaLM
nep¢ysnoHHN gedeKTur
u
Exokapauorpadpusa AGHOPMHM TeCTOBE C HaTOBapBaHe
YmepeHannu . @ » (CPETS, cTpec exokapamorpadus)
BMCOKa BEpPOATHOCT 3a bX npegnonarawm CTEPD

? M
fla :
v
HacouBaHe KbM LLeHTbp
3a CTEPH/BX «
L|An0CTHO AMarHOCTHYHO yTouHABaHeS
(Ta6nuya 14, ReCo Tabnuya 2)

l

n

l

MayneHTn c notBbpaeHa CTEPH

l

OueHka Ha nevyeHuneto ot MDT B ueHTbp no CTEPH
(Knacl)

L @ESC@® ERS

®urypa 13: [JuarHOCTMYHa CTpaTerna npv XpoHWYHa TpomboembonnyHa 6enofpobHa XMnepToHus.

CPET, kapavonynmoHaneH TecT ¢ HatoBapBaHe; CTEPD, xpoHun4yHa TpomboembonmnyHa 6enogpobHa 6onect; CTEPH, xpoHuyHa
TpomboembonmyHa 6enoapobHa xunepToHus; KTIMA, KomnioTbp-ToMorpadcka nysMoHanHa aHruorpadus; KT, nByeHepruiiHa
KomnioTbpHa Tomorpadus; ACA, gurutanHa cybTpakumoHHa aHruorpadus; MDT, myntugucumnnuHapeH Tm; MRI, marHuTHo-
pe3oHaHCHO n3obpasnasaHe; BE, 6enogpobeH embonusbm; PerCO,, MakcMManHo HanAaraHe Ha M3AMLIAHUA BbINMEPOAHNA ANOK-
cnp; bX, 6enogpobHa xuneptoHus; ReCo, npenopbka; ACK, AacHa cbpheyHa Katetepusauus; sPAP, cuctonHo 6enogpo6bHo ap-
TepuanHo HanaraHe; V/Q, seHTunauyma/nepdysus; VE/VCO,, BEeHTUNATOPHU eKBUBaNeHTU Ha BbrnepoaHua anokcng; VO,/HR,
KucnopogeH nync; VO,, KNCNopoAHa KOHCYMaLMA.

2@ CycnektHa CTEPH nopagv aHamHe3a 3a BE, BkntouutenHo nosuiweHo sPAP oT exokapaviorpadusaTa v npusHaum, npeanonara-
wu CTEPH npu KTMNA, n3ebpLueHa no Bpeme Ha ocTbp BE (Pazoes 5.1.7).

b B MoMeHTa ce NpaBu OLEeHKa Ha aNTepHATVBHU TEXHUKM 3a Nepdy3noHHO n306pa3siBaHe KaTo KapTorpadupaHe ¢ nogHa cy6-
Tpakuusa, OKT n AMP-nepdy3usa.

¢ Tununyex mopen, BKNoUBaLL HNCKO Pg;CO,, Brcok VE/VCO,, Hnucbk VO,/HR 1 Hucbk nukos VO, (Pasdesn 5.1.11).

4 Moapo6bHO AMArHOCTMYHO YTOUHABaHE Cied 3 Mecela TepaneBTUYHA aHTMKOArynauva Uam no-paHo Npu HeCTabuaHN uan
6bp30 BroOLWaBaLy ce nauneHTu. B ngeanHus cnyyan KTMA, ACA n OCK ce n3sbpLiBat B LeHTpose no CTEPH, Ho noHskora ce
M3BbPLUBAT B LLeHTPOBe No bX B 3aBMCUMMOCT OT AbpkaBaTa U opraHu3aymaATa.

KTMNA + CA, koraTto

KTIA e HegnarHoCTUYHa gck

He c 18F-2-pnyopo-2-ge30Kcn-D-rnioKo3a No3nTPOH-eMUCHOH-
Ha Tomorpadua (PET), KOATO MOXe fa oCcUrypu AOMbAHUTENHA
nHbopMaLVA MPU CbMHEHME 33 CapKoM Ha BA.7>8
BeHTtunaumonHo/nepoysvorHata cumHturpadua®’ cm ocra-
Ba Han-eQeKTUBHUAT MHCTPYMEHT 3a M3KJtouBaHe Ha CTEPD. An-
TepHaTUBHMTE Nepdy3nOHHN TEXHUKM 3a M306pa3faBaHe — KaTo
KapTorpadupaHe upes ogHa cybTpakuma, OKT n AMP-nepdy-
315 — UIMAT MHOTOOPOWHM TeOPEeTUYHY NpegmumcTBa npeg V/Q, Ho

Ca MO-CJIOXKHM TEXHMYECKN U MO-CKBMKU, UMAT OrpaHnyeHa Joc-
TBMNHOCT M KbM HAaCTOALLMA MOMEHT He Ca LUMPOKO BanngnpaHu.
KomnitoTbp-TomorpadckaTta 6enonpobHa aHrnorpadua c 6u-
nnaHapHa PeKOHCTPYKLMA ce U3MOM3Ba WMPOKO 3a AMarHOCTU-
umnpaHeto Ha CTEPD n oueHKaTa 3a onepabuiHOCT, HO HeraTuB-
HaTa KTIA, fopwv n ¢ BUCOKO KauecTBo, He n3kntousa CTEPD, Tvin
KaTo AMCTanHoTo 3abonaBaHe Moxe Aa 6bAe nponycHaTto. Auru-
TafHaTa cy6TpakuMOHHa aHrnorpaduma Bce olle ce U3Mon3ea 3a
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OLeHKa Ha Bb3MOXXHOCTUTE 3a fieyeHue, korato KTIA e Hegumar-
HocTMYHa. CenekTMBHATa CerMeHTHa aHrnorpadusa, KT ¢ KoHnYeH
by v nnow AetekTopHa KT no3BonABaT No-To4Ha BM3yanv3aums
Ha cyb6CcermMeHTHrTe Cb0BE 1 Ca NOJMIE3HM 3a NPoLefypPHO Hacou-
BaHe Ha BlA. [Mon3uTe oT HOBUTE TEXHONOMMN N3NCKBAT Bannau-
paHe B NPOCMEKTBHN NMPOyYBaHMA npeamn Aa 6baat npenopb-
YaHu 3a PyTUHHA KNMHWYHa ynoTpeba; B MOMEHTa ce NpoBexaa
rosIIMO €BPOMENCKO MHOTOLIEHTPOBO MpoyyBaHe.”>?

10.2. Tepanusa

AnroputbmbT 3a NeveHne Ha CTEPH Bknousa myntumopaneH
nogxopn ¢ KOMbUHaumsa ot 6enioapobHa eHaapTepekTomus (PEA),
BMA n meankameHTO3Ha Tepanus, HaCOYEeHN KbM KOMOMHaLMA-
Ta OT aHAaTOMUYHU NEe3UN: MPOKCUMAITHO, AUCTANIHO U MUKPOCH-
noBo 3acaraHe (Queypu 14w 15).

O6wuTe MepKu, KOUTO ce npenopbuBat npu BAX, ce npu-
narat v npu CTEPH, KaTo BKNtoYBaT KOHTPONMpPaHn Gpusnyeckmn
TPEHVPOBKM, KOUTO ca ebeKTNBHU 1 Ge30MacHK Npy Heonepa-
6vnHy naumeHTy ¢ CTEPH,”® kakTo 1 paHo cnep PEA.7S!

Mpun naumenTn ¢ CTEPH ce npenopbyBa [OKMBOTHA Tepa-
MeBTMYHA aHTMKOarynauus, Tl Kato peuupmsupalyata 6eno-
LpobHa Tpomboembonua, MpUAPYKeHa OT HEMbJIHA pe3onioLua
Ha Tpom6a, e KJlloYoBa NaToGU3MONOrNYHa XapakTeprcTika Ha
ToBa 3abonsaBaHe. Hama PKIN npu CTEPH c HAKol oT 0fo6peHnTe
aHTMKoarynaHTy;. Bbnpekn nuncata Ha foka3aTenctsa obaue,
VKA ce npenopbyBaT OT eKCnepTuTe N ce N3Mon3BaT Haur-Wmn-
POKO KaTo CcTaHAapTHa Tepanusa npu nauneHTtn ¢ CTEPH. Ha-
nocneabk NOAC ce 13mon3BaT No-4ecTo KaTo anTepHaTBY Ha
VKA, oTHOBO 6e3 poka3saTenctBa oT PKI. EgHa peTpocneKkTus-
Ha cepua cniyyam ot O6eAVHEHOTO KPaicTBO M MHOTOLIEHTPOB
npocnektuBeH pernctbp (EXPERT) nokasaxa cpaBHMMa YyecTo-
Ta Ha KbpBeHe ¢ VKAs n NOACs npu CTEPH, Ho yecToTaTa Ha

&

@ESC @ ERS

Qurypa 14: CrpaTerus 3a JieueHMe Ha XPOHUYHA TpomboembonnyHa 6enogpobHa XNepTOHMs.

BIMA, 6anoHHa nynmoHanHa aHruonnactrka; CTEPD, xpoHuuyHa TpomboembonmyHa 6enogpobHa 6onect; CTEPH, xpoHunyHa
TpomboembonmyHa benogpobHa xuneptoHus; MDT, myntugucumnnmHapeH ekun; BAX, 6enogpobHa apTepuranHa X1nepToHus;
PEA, 6enogpo6bHa eHpapTepekTomus; bX, 6enogpobHa xunepTtoHus; BCC, 6enoapobHo cbaoBo cbnpoTtusneHne; ReCo, npeno-

pbka; WU, eanHnum no Wood.

2 /36paHn cumnTomHn naumeHTn ¢ CTEPD 6e3 BX moraTt cbLyo Aa 6baat nekysanu ¢ PEA v BIA.

b Cpewjata Ha MDT moxe aa 6bae BUpTyanHa.

¢ OLeHKaTa Ha JleYeHNeTOo MOXe fia ce pa3/inyaBa B 3aBUCUMOCT OT HUBOTO Ha ekcriepTu3a B PEA n BIA.
d3a HeonepabunHu naumenTn ¢ 5CC >4 WU TpabBsa aa ce 06MMCAN MeaKaMeHTO3Ha Tepanusa npeau BIMA; naHHuTe 3a BIMA Kato

TepanuA OT NbpBa JINHNA Ca OrpaHUYeHNn.
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DOuctanHa ¢ubposHa
06cTpyKuma Ha BA

MpokcnmanHa

MukpoBackynonatus
$nbpo3Ha 06¢cTpyKUMA Ha BA P y

MyntumopanHo CTEPH neuenne

- @ESC® ERS—

®urypa 15: [pynoKpriBaHe Ha IeYeHETO/MYNTMOAANEH MOAXOZ, MPU XPOHMYHA TPOMOoeM6onMyHa 6enofpobHa XUNepToHWs.

BIMA, 6anoHHa nynMoHanHa aHrnonnactmka; CTEPH, xpoHnuHa TpomboembonmuHa 6enogpobHa xunepToHus; BA, 6enoapobHa
aptepus; PEA, 6enogpo6bHa eHOapTepeKToMus.

TopHy naHenu: (A) MpokcumanHn Gubpo3HN obCcTpyKummn Ha BA (guameTbp Ha cbaa 10-40 mm). (B) luctanHa cermeHTHa 1
cybcermeHTHa ¢or1bpo3Ha obCTPyKLUMA Ha BA, noTeHUmanHo nogxoaAwa Kakto 3a PEA, Taka v 3a BINA (gnametbp Ha cbia 2-10
mm). (C) AncTanHu cybcermeHTHU GUbPOo3HM 06CTPYKLMK Ha BA 06pa3yBaT MpeXKoBrAHA N1e3UA B CyOCErMEHTEH KNOH Ha BA,
nopaxopALy 3a uHTepeeHuMn ¢ BIMA (guametbp Ha cbaa 0,5-5 mm). (D) AuctanHuTe cybcermeHTHU GUOPO3HN 06CTPYKLMMU Ha BA
06pasyBaT MPEXXOBUAHY €311, KOUTO MoraT Aa 6bAaT NPUAPYKEHN OT MUKPOBACKyionaTua (AMameTbp Ha cbia <0,5 mm). (E)
MuKpoBackynonatus (gmameTbp Ha cbaa <0,05 mm), nekyBaHa C MefMKaMeHTO3Ha Tepanus.

[onHun nanenu: (A) pony BnAso: PEA; anameTbp Ha cbia (0,2-3 cm). [lacHaTa BA e oTBOpeHa 1 acnnpauioHHUAT ANCEKTOp ce
BbBeXKAa MeXy CTeHaTa Ha apTepuaATa n ¢pnbposata. CnefBarikv BbTPELIHOCTTa Ha apTepuaTa Hagosy Ao CErMeHTHO 1 cybcer-
MEHTHO HUBa, GNOPO3HMAT MaTepMa BNOCIEACTBIE ce 0CBOOOX4aBa OT CTeHaTa 1 ce OTCTpaHsABa ¢ popuenc. (A) 4ony BAACHO:
XvpypruyeH matepuan ot PEA ¢ ,onawkn” KbM cy6cermeHTHU KIOHOBe Ha BA; HanpeyuHo ceyeHrie Ha YaCTUYHO OpraHM3npaHa n
HanpaBeHa NpoxofvMa TPOMOOTUYHa Nle3us Ha ronsimMaTa bA, arcekrpaHa no Bpeme Ha PEA. (B, C, D) BogaubT ce BbBeXXaa MeX-
oy dnbpo3Hua matepuran (1), cnen Koeto 6anoOHBLT ce HaflyBa, KOETO BOAM A0 Pa3KbCBaHe Ha MpexaTta (2). DubposHuAT matepu-
an e NprKpeneH Kbm cbroBaTa cTeHa (3). (E) Manka myckynHa BA, nokasBalua eKcLeHTpUYHa MHTUManHa ¢pubpo3sa, BKoyBaLla
3apebenaBaHe 1 nponudepaLmsa Ha HTMMaTa — TapreT Ha MeflkaMeHTOo3HaTa Tepanus.

peunanBupalLy BEHO3HN Tpomboembonun e 6rna no-Brucoka
npu nonyyasawmte NOAC.”52763 Mpu nauneHTn ¢ aHTrdocdo-
nunuaeH cnHapom (10% ot nonynauuaTta ¢ CTEPH) ce npeno-
pbuBa VKA.103764765 Mpu guarHoctuumpaHe Ha CTEPH tpa6sa
[a Cce V3BbPLWN CKPUHUHT 3a aHTUdOCHONUNUAEH CUHOPOM.
Mpw nnca Ha KakBUTO 1 Aa 61O JoKa3aTencTea 3a Uam NpoTuB
nNpoabKUTENHATa aHTMKoarynaums npu naumeHTv ¢ CTEPD 6e3
BX, obnarocpoyHaTa aHTMKOarynaHTHa Tepanus ce OCHOBaBa Ha

WHAMBUAYaNHO pelleHue. Ta ce NpenopbyBa, KOrato PUCKbT OT
peumnave Ha BE e ymepeH nnu Brcok B cbotBeTcTBME C [penopb-
knte Ha EKZ/EPL o1 2019 I. 3a ANarHOCTMKa U NeYeHne Ha OCTbp
6enonpobeH emb6onuzbm (Tabnuya 11).193

10.2.1. Xupypru4Ho neyeHme
XupypruyHata PEA e neyeHvie Ha n36op npv naureHTn ¢ joc-
TbMHW ne3un Ha BA.'92 Tbi1 KaTo onepaymaTa MoXe ia HopMa-
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nusupa 6enofgpobHaTta xeMoamHaMurKa (65% HamaneHue Ha
BCC)7%¢ n dpyHKLMOHANHUA KaNaLuuUTeT, EKCNepTeH MyNTUAMNC-
UMNANHAPeH TUM, BKNYBaly onuteH PEA xupypr (Ha mAacTo
Uy B TACHa Konabopauuna) e 3aAb/PKuTesleH 3a oLeHKa Ha
onepabunHOCTTa 1 B3eMaHe Ha OKOHYaTeNIHO pelueHue 3a
neyexne.'%?

OnepabunHocTTa ce onpegens Ha 6a3ata Ha OMUTHOCT Ha
eKunna, [OCTBMHOCT Ha ne3nuTte Ha BA, kopenauuata mexgy Te-
xecTTa Ha BX n cteneHTa Ha obcTpyKunn Ha BA v npugpyxa-
BawuTe 3a60naBaHNA.’’ XMpypruyHarta TEXHMKA € CJIOXKHA, HO
fob6pe cTaHaapTM3npaHa ¢ Hag 30-roguweH onuT. CbcTomn Ce
OT NbJIHa ABYCTPaHHa eHAapTepekToMuA Ha BA fo cermeHTHO
N cyb6CerMeHTHO HVBO B YC/IOBUATA HA AbNOOK XunotepmMmuyeH
umpKynartopeH apect (Queypa 15).757768 B yentposete 3a CTEPH
XVIPYPruyHuTE pesyntati ca 61aronpusaTHY C NepuonepaT1BHa
CMBPTHOCT <2,5% nopaaun Nofo6peHo NeyeHne Ha CbpAeYHN 1
6enoApo6HN YCNOXHEHNA U AO6pe yTBBPAEHOTO M3MON3BaHe
Ha EKMO.7%8 YecTo ce Habnogasa noctonepatnsHa bX (~25%),76°
HO AbArocpoyHmuTe pesyntatu cnep PEA ca oTanmyHm no oTHO-
LWeHMe Ha npexmBaeMocTTa (cpegHo 90% Ha 3-TaTa roguHa) u
KauyecTBOTO Ha *MBOT,’%°77" nopn 1 Npy NauMeHTy ¢ gucTanHa
o6cTpyKums Ha BA.”72 OT gpyra cTpaHa, NauueHTuTe C NPOKCU-
ManHa onepabunHa 6onect, KOWTO OTKa3BaT XUPyprus, nmat
oWy ObArOCPOYHM Pe3ynTaT C 5-roAuiiHa NPexynBaeMocT
53% B cpaBHeHue ¢ 83% npu NaumueHTn, NoasIoxKeHn Ha PEA.”73
CnepoBatenHo, PEA TpAabBa fa ce npepnara Ha BCUYKY onepa-
OUSTHN MALMEHTM € 6NaroNPUATHO CbOTHOLIEHNE PUCK:NON3a, B
npeanHua ciydar no Bpeme Ha NnepcoHaseH pasroBop Mexay
naumeHTa u Xupypra, nssbpusawy PEA.'%?

MN36paHn cumntomHu naumeHTn ¢ CTEPD 6e3 BX morat ga
6bAaaT nekyBaHu ycnewwHo ¢ PEA, C KMMHWYHO 1 XeMOANHAMUYHO
nofobpeHne B NOKOW 1 Npu Gpr3nuecko HaToBapBaHe.'>>774 Tesn
NauMeHTn ce HY»KAasaT OT BHUMATENHO o6CbxaaHe 3a 6anaHcu-
paHe Ha pu1cKa 1 nonsara.

10.2.2. MeguuunHCcKa Tepanua

3a noBnvABaHe Ha MMKpOBAacKynapHaTa KomnoHeHTa Ha CTEPH
(Queypa 15) ca n3nonseaHu off-label megnkameHTo3HM Tepa-
Ny Ha 6a3ata Ha HeKOHTPONMPaHU NPOYYBAHNUA U/UNN Perno-
HanHu opobpeHus. MexayBpemMeHHO ycnewHo 6axa nposepe-
Hu Tpn PKI. MbpeoTo dasa 3 PKIM nscnensa edprikacHOCTTa Ha
puouuryat npu naymeHTn ¢ HeonepabunHa CTEPH nnn nep-
cncTmpalla/peuvaneupaia bX cneng PEA7®> Cnep 16 cegmu-
un Tepanua puouuryat nogobpasa 6MWD un pegyumpa BCC c
31% B cpaBHeHwMe c nnauebo 1 e ofobpeH 3a TOBa NOKa3aHume.
TpenpocTnHnn s.c. e n3cnegBaH BbB ¢asa 3 PKI1, KoeTo e noka-
3ano0 nopobpeHne Ha 6MWD Ha 24-Ta cegmunLa Npv NaLUeHTn
¢ HeonepabunHa CTEPH unu nepcuctupalya/peunmserpalla
bX cnep PEA, nonyyasalm BMCOKa A03a B CPaBHEHMUE C HUCKa
[033;77¢ s.c. TpenpocTHUN e 0Jo6pPeH 3a ToBa NokasaHue. Bbs
¢dasza 2 npoyusaHe, BK/IOYBALO CaMO NaLMEHTU C Heonepa-
6unHa CTEPH, mauuteHTan 10 mg nogobpasa bCC n 6MWD
CnpAmo nnaue6o cboTBETHO Ha 16-Ta 1 24-Ta ceamunua.’”’’ Kbm
MomeHTa Teue PKI pa3za 3 3a oueHKa Ha 6e3onacHocTTa U edu-
KaCcHOCTTa Ha MauuTeHTaH 75 mg npu HeonepabunHa unu nep-
cncTupawa/peungmeupaiya CTEPH (NCT04271475).

Odpyrn megnkameHTo3HU Tepanuu — PDESI (Hanp. cungeHa-
¢un) n ERA (Hanp. 603eHTaH) — ca nsnonssanu off-label, Tbi1 KaTo
TAXHaTa epuKacHoCT Npu HeonepabunHa CTEPH He e gokasaHa
o1 PKIM vunu gaHHn ot pernctpn.’s>77877% Bpnpekn ToBa, nepo-
panHaTa KOMOMHMpaHa Tepanus, BknoyBawa PDESis n ERAs , e
obunyaiiHa npakTunKa npu naumeHTn ¢ CTEPH ¢ Texkko Komnpome-
TUpaHa xemoanHamuKa.”80

10.2.3. lHTepBeHLNOHANHO SlIe4eHne

BbanoHHata nynmoHanHa aHruonnactuka (Queypa 15) ce e npe-
BbpHasa B yTBbPAEHO NeyeHre 3a u3bpaHu NaumeHTn C Heore-
pabunHa CTEPH unn nepcuctunpawa/peumamnsrpaita bX cnep
PEA, koeTo nopobpaBa xemofnHamumKkata (HamaneHne Ha BCC
49-66%), pecHokamepHaTta OyHKUMA 1 dU3MYecKna Kanauu-
Tet./81794 IbnirocpoyuHunTe pesyntati ca obellasawm, HO AoKa-
3aTeficTBaTa BCe olle ca OCKbAHW.”%

MpeanounTa ce noetanHa UHTEPBEHLMOHHA Mpoueaypa C
AunaTtauua Ha orpaHnueH 6poii cermeHTn Ha BA Ha cecun.10%788
BpoAaT Ha HeobxopumuTe cecnn n epekbT BBPXY XeMoAuHa-
MUKaTa 3aBucAT ot onuTa.’®! Makap ue BMA e edekTuBHa, TA e
CBbP3aHa CbC CEPUO3HM YCIIOKHEHMSA, HAKOW OT KOUTO MoraT Aa
6baat dpatanHu. MNpoueaypHUTe N NOCT-MHTEPBEHLUMOHANHNUTE
YCNOXHEHMA BKNIOYBAT CbOBO yBpeXxaHe nopaau nepdopa-
uMa oT Bofjaya n 6enoapobHO yBpexaaHe C XeMONTr3a n/unm
XUnokcua.'02781.796.797 KakT1o npu BCUYKU VHTEPBEHLMOHAHN
npouenypu, obyumTenHaTa KpMBa e 3HauMTeslHa C HaManAaBaHe
Ha YecToTaTa Ha YC/IOKHEHMATA C TedeHue Ha Bpemet.;’®! ETo
3alo Tasu npoueaypa TpAbBa Aa ce U3BbPLLBA B LIEHTPOBE 3a
CTEPH c ronam ob6em. Tbil KaTo YecToTaTa Ha UHTEPBEHLMIOHHK-
Te yCNoXHeHNA MoKe fla 6bjle HamaneHa upes npeaBapuTenHa
MefVKamMeHTO3Ha Tepanus, naynenTute ¢ bCC >4 WU Tpabea ga
6baart nekysanu npegw BMNA (Queypa 15).7°8

MN36paHn cumntomatnyHm nauymeHtn ¢ CTEPD 6e3 BX u cer-
MEHTHM/CYy6CermeHTHI 1e3nmn morar ycrnewHo Aa 6baat nekysa-
HW ¢ BIMA, ¢ KNMHNYHO 1 XeMOoANHAMUYHO Nofob6peHme B MOKOMN
1 Npu HaToBapBaHe.”*?

MpegBaputenHute gaHHM 3a PADN couat nopobpeH ¢usu-
yeckmn KanauuteTt n 6enogpobHa XeMoANHaAMMKA NP NALUEHTN
cnepcuctupaiia bX cnen PEA;8° kaTo ce ouakBa AOMbAHUTENTHO
NOTBbP)KAEHME Ha flaHHUTE.

10.2.4. MynTumoganHo neyeHne
MyntumopanHa Tepanus, BKOYBALA XUPYPrusa, MefnKaMeH-
TU Y UHTEPBEHLMSA, Ce npenopbyBa Npy U3bpaHy naumeHTn ¢
CTEPH (Queypa 15).19

M3non3BaHeTo Ha MeArKaMeHTO3Ha Tepanua Npuw NauneHTn ¢
BMCOKO npeponepateHo bCC 3a nogobpsBaHe Ha 6enoapobHaTta
xemopfvHamuKa npeamv PEA e obryaliHa npakTrKa, HO BCE OLLe Npo-
TVBOPEUMBa, TbIA KaTo ce CMATa, Ye 3abaBsA HaBPEeMeHHOTO Hacou-
BaHe 3a XVPYPrvis 1 CbOTBETHO AedUHUTUBHOTO NieveHne,801-803

3HauuTenHa YacT OT CYMMTOMHUTE NALVEHTV MOXe [ia MaT nep-
cancTrpalya nnm peungmeupatta bX cnep PEA, 3a KOATO CbLio Moxe
[a 1Ma nosi3a oT MeArKaMeHTO3Ha /U HTePBEHLIMOHaNHa Tepa-
nus (Queypa 15).804-8% CpepHo (M)PAP =30 mmHg e cBbp3aHo CbC 3a-
noyBaHe Ha MeguKameHTo3Ha Tepanuu cnef PEA, a mPAP =38 mmHg
1 BCC =5 WU - c no-nolua AbArocpoyHa npexmeaemoct.t

Hakon naunenTtn ¢ CTEPH moXe fa MMaT CMeCeHn aHaTo-
MUYHU JIe31n — XMPYPTrMYHO AOCTBMHU fie3nn B efuHUA 6an
Apo6 1 HeonepabunHy ne3un B apyrus 6san Apo6. Takmea nauu-
€HTW MoraT fa MMaT nonsa oT KombuHupaH noaxog ¢ brA (npe-
OV VNN eQHOBPEMEHHO ¢ onepauumaTa) n PEA 3a HamanABaHe Ha
XMPYPrnyHUsA puck n nogobpseaHe Ha KpanHus pesyntar.to’

MNpenopbkuTe 3a bIMNA 1 MegrkameHTO3Ha Tepanua Npu naym-
eHTU c HeonepabunHa CTEPH ca cb3paneHn Ha 6a3aTa Ha KNoyoB
onucateneH Bbnpoc 8 (JonbAHUTENHN AaHHK, Pasoden 10.1).

MpenopbKaTa 3a M3MoM3BaHe Ha MeAMKaMEHTO3Ha Tepanus
npeayn MHTepBeHUMOHanHa TepanuA npu nauyneHtn ¢ CTEPH,
npeLeHeHN KaTo HeonepabuiHy, HO KaHgmaaTh 3a BlA, ce oc-
HoBaBa Ha PICO sbnpoc IV (JonbnHutenHn gaHHu, Pazden 10.2).
BknioueHnTe foKa3aTencTtsa npeanonarat, Ye npeTpeTupaHeTo
nogobpsaea 6enoapobHaTa XeMogMHaMMKa U 6e30MacHOCTTa Ha
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npouenypara. ToBa ce MOTBbPXKAaBa OT KIMHUYHKA OMUT Ha Yne-
HoBeTe Ha PaboTHaTa rpyna. Bbnpeku ToBa, nopagm HUcKaTta cu-
ryPHOCT Ha [JoKa3aTeCTBaTa, NpenopbKarta e yC/IoBHa.

10.2.5. NMpocnepasaHe

HesaBucrmo ot pesyntata ot PEA/BINA nauneHTuTe TpAbBa Aa
6bhaT npocnefsBaHN PefOBHO, BKOUYMTENIHO C MHBA3MBHA
oueHka ¢ [ICK 3-6 meceua cnep UHTEPBEHUMATA, KOETO AaBa
BB3MOXHOCT 3a MpeLeHKa 3a MyNTUMOJaneH Noaxo Ha neye-
Hue. Cref yCrneLuHo fleyeHre e NoKa3aHo eXXerofqHo HeMHBa3mB-
HO NpocneaABaHe, BKOYBALLO exokapanorpaduma 1 oueHKa Ha
dur3nyeckna KanaumTeT, TbiA KaTo ca ONMCaHK Cllyyan Ha peuu-
ausvpawa bX (Queypa 14).806

Mpenopbkn Tabnuua 24:

OueHkaTa Ha pucka ¢ EKA/EPL nnu REVEAL prckoBun ckopo-
Be, pa3paboTeHn 3a bAX, e BanugmpaHa npy megnuKaMeHToO3HO
nekyBaHn nauveHTn ¢ CTEPH,300808809 o e e nssectHo ganu
M3MON3BaHETO MY MM HAKaKBWM TepaneBTUYHW nocneauun m
BNMAE Ha pe3ynTarTa.

HAma gaHHW MM KOHCEHCYC 3a TOBAa KakBa e Tepanes-
TnyHata uen cnep PEA/BIMA nnn megnkameHTO3Ha Tepanua
npw CTEPH. lMoBeyeTo ekcnepTn npmemaT NOCTUraHETO Ha
Jo6bp dyHKumoHaneH knac (OK no C30 I-11) n/vunn Hopma-
NIN3UPAHETO MM MOYTU HOPMANM3NPAHETO Ha XeMOJMHa-
MUKaTa B nokon, obekTmemanpaHa ¢ ACK 3-6 meceua cnep
npouepypata (PEA unn nocnegHo BIMA), n nogobpaBaHe Ha
KauyecTBOTO Ha XWBOT.

MpenopbKu 3a XpoHNYHA TpoM6oemb6onnyHa 6enoapo6Ha XMNepToHNA U XPOHNYHA TPpOoM6oem60-

nuyHa 6enoapo6Ha 6onect 6e3 6enoapo6bHa XMNePTOHNA

Ta6bnuua 24A

Mpenopbku Knac? Hueo®

CTEPH

MMNpw Bcnukn nauneHTn ¢ CTEPH ce npenopbyBaT AJOXUBOTHO TepaneBTUYHY J03U aHT|/|KoaryJ1aHT|/|762 | C

Mpwu naunenTn ¢ CTEPH ce npenopbyBa nscneasaHe 3a aHTupochonmnuaeH CMHAPOM | C

Mpwv naunenTn ¢ CTEPH 1 aHTudochonmnmaeH CMHAPOM ce NpenopbyBa aHTUKoarynaymsa ¢ VKAs'03:764.765 | C

MpenopbuBa ce Bcuyky nauveHTy ¢ CTEPH ga 6baaT pasrneaanu ot ekmn 3a CTEPH 3a oueHka Ha MynTMMoAanHo neyenne®? | C

PEA ce npenopbyBa KaTo fieyeHvie Ha M36op npu nauneHTn ¢ CTEPH n ¢prbposHm obcTpyKuuy B 6enoapobHrTe apTepui, OCTBNHM 3a

one 54,102 1 B
pauusa

BINA ce npenopbyBa Npu NaUMEHTH, KOUTO ca TEXHUYECKW HeoMepabunHm unm nmat octatbuHa bX cnep PEA 1 guctanHm o6cTpyKumu, | B

NoAXoAALLYN 3a BIAS4102.783,784,789,793,798 811

Pvioyuryart ce npenopbyBa Npvi CUMNTOMATUYHU NaLMeHTH ¢ HeornepabunHa CTEPH nnn nepcuctrpalia/peumavsupalya bX cnep PEA77> | B

lNpenopbuBa ce AbArocpoyHo npocnepasaHe cnep PEA um BIIA, kakto n npu nauyveHtn ¢ CTEPH, Ha meaukameHTO3Ha Tepa-

ns782/805,806,812 1 C

MynTumoganeH noaxop TpA6Ba Aa ce B3eme NpeABWz NpK nauyeHTn ¢ nepcuctupalia bX cnep PEA v npy naumeHTy ¢ HeonepabunHa

CTEPH804,805,812 lla C

TpenpocTrHMA s.C. MOXe fa ce uma npeasua npu naunerTy B 1I-IV OK no C30, Kouto umat HeonepabunHa CTEPH nnu nepcnuctupalua/ ™ B

peuuavsupatya bX cnep PEA77°

Off-label ynotpe6a Ha nekapctBa, ogobpeHu 3a BAX, Moxe fia ce nMa NpeABU NP CUMNTOMATUYHU NALUEHTU, KOUTO MaT Heornepa-

6unHa CTEPHS5.777-779,801,803 lib B

Mpwv naymeHT c HeonepabunHa CTEPH moxe fAa ce B3eme npefsma kombutauusa ot sGC ctumynatop/PDES5i, ERA,””7 vnn napeHTepanHn b c

MPOCTaLVMKNHOBY aHanosn’ /0

BIA moxe pa ce B3eme npeABuA NPU TEXHNYECKM OnepabuiHy NaureHT C BUCOK AAN fUcTanHa 6onecT 1 HebnaronpuaTHO CbOTHOLLE- b c

Hue puck:nonsa 3a PEA

CTEPD 6e3 BX
Mpw naunenTn ¢ CTEPD 6e3 BX gbnrocpoyHarta aHTUKOarynaHTHa Tepanusa TpsabBa fja ce B3eme NpefBuA Ha MHAMBUAYanHa 6a3za‘ lla
PEA unu BINA Tpa6Ba Aa ce B3emaT npeAsuz npv n3bpaHu cumntomaTyHm naumeHTn ¢ CTEPD 6e3 BX lla
Ta6bnuua 24B
CTEMEH
Mpenopbku KauectBoHapo-  Cuna Hanpeno- Knac® Huso®

Mpwu nauymenTn ¢ CTEPH, kouto ca kKaHgmaaty 3a BINA, Tpabea ga ce Ma nNpeasua MemuKka-

MeHTO3Ha Tepanuna npeaun I/IHTepBeHLlVIFITa7g8

KasaTtescTrBaTa PbKunTe

MHoro Hucko YcnosHo lla B

BlA, 6anoHHa nynmoHanHa aHruonnactuka; CTEPD, xpoHuyHa TpomboembonuyHa 6enogpobHa 6onect; CTEPH, xpoHnuHa TpomboembonmuHa 6enogpo6-
Ha xunepTtoHus; ERA, eHgoTennH peuenTtopeH aHTaroHncT; BAX, 6enogpobHa aptepuanta xuneptoHus; PDESi, pocpoanectepasa 5 nHxubutop; PEA, 6e-
nogpo6bHa eHpaptepekTomus; PE, 6enogpobeH Tpomboembonunsbm; bX, 6enoapobHa XvunepToHus; s.C., NOAKOXKHO; SGC, pa3TBOpPUMA ryaHWUnaT-uMKIasa;
VKA, ButamuH K antaronuct; ®K no C30, dyHKLUmoHaneH knac no CBeToBHaTa 3ipaBHa opraHm3ayus.

@ Knac Ha npenopbKuTe.
b Hueo Ha gokasaTencTeHoCT.

€ cibnrocpouHa aHTMKoarynaHTHa Tepanis ce NpenopbUBa, KOraTo PUCKBT OT peuuamns Ha BE e ymepeH nnm Bucok,

Tpomb6oemb0onn3bM.

oS NN KOrato HAMa aHaMHe3a 3a BeHO3eH
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10.3. Ekvun 3a XxpoHU4YHa Tpomb6oemb60-
nn4yHa 6enogpo6bHa XMNepToOHNA U
KpuTepum 3a ONUTHOCT

3a onTMMM3MpPaHe Ha pe3ynTaTuTe Npu NaunMeHTUTe LeHTpoBe-
Te 3a CTEPH TpsibBa fa OTroBapAT Ha KpUTEPUIUTE 3a LIEHTBP Mo
BX (Pazden 12) n ga nmat myntuancumnnuHapeH ekmn 3a CTEPH,
cberoAw, ce ot PEA-xupypr, BINA-nHTEpBEHUMOHNUCT, cneymna-
nuct no BX 1 TopakaneH peHTreHosor, obyyeHu B LLEEeHTPOBe 3a
PEA/BIA c ronam o6em. Eknnst Tpabea aa ce cbbrpa pegoBHo,
3a [a pasrnexha HOBOHAcOYeHMTe MauueHTV U cilyvyauTe Ha
npocnegsaBaHe cnep neyveHve. B ngeanHua cnyyam LeHTpoBeTe
3a CTEPH Tpsa6ga ga ocbuiecteasat PEA (>50/roanHa)®'® n BIMA
(>30 mauvenTu/rogrHa unu >100 npouedypu/rognHa),’® Toin
KaTo Te3u uncna ca CBbp3aHu € no-gobpu pesyntatu. LleHTpo-
BeTe 3a CTEPH Tpsi6bBa ga npocneassat u MeAnKaMeHTO3HO fe-
KyBaHV MauMeHTW. Bb3 OCHOBa Ha pervioHanHuTe U3nMCKBaHUs,
Te3n uncsia Morat aa 6baaT KOPUrMpaHu CnpsiMo HaceneHneTo
Ha CTpaHaTa, KaTo B UAeasiHUsA Clyyall rpyxknTe 1 eKcnepTraTta
[a 6baaT KOHLUEHTPMPAHY B LIEHTPOBE C rofisiM 06em.

11. Benoapo6Ha xMnepToHNA C
HeACHN /NN MHOropaKTOpPHN
mexaHvusmm (rpyna 5)

BbenogpobHata XMNEpPTOHUA C HEACHW W/unu MHorodakTop-
HU MexaHusmn (Tabauya 24) BKNOYBA HAKOMKO 3abonsaBaHusA,
KOUTO MoraT fa 6baaT YCNOXKHEHM OT KOMMJIEKCHO 1 MOHAKOra
NPUNOKPUBALLO Ce 3acsiraHe Ha 6enoapobHUTe cbiose. Bbnpe-
K1 ue BX rpyna 5 BknouBa no-cnabo npoyyern ¢opmu Ha BX,
T NpeacTaB/sABa 3HauYMTeNIHAa YacT OT ToBapa Ha bX B ceeta.!

Ta6bnuua 24: bBenoapo6Ha XNNEPTOHNA CHEACHN U/unu

MHOFO¢aKTOpHM MexXaHnsmmn

HapyuweHus, cBbp3aHu ¢
6enoapo6Ha xunepToHUsA

1. XeMaTonornyHm Hapy- HacnepctBeHa n npyvpobuta XpoHuYHa
LeHunA XEMOIMTUYHA aHeEMUA
+ CbpnoBuAHOKNETbYHA bonecT
« B-Tanacemusn
« Cdepoumtosa
« CromatouuTosa
+  ABTOVMYHHU 3a6onsaBaHNA
XpOHUYHU MuenonponudepaTUBHU 3a-
6onaBaHuA
+ XpOHWYHA MyenoreHHa neskemus
+ Polycythaemia vera
« WavonatnyHa mnenodrbposa
+ EceHumanHa TpombouuTOneHns
+ Npyrn
2. Cuctemuu 3abonsBaHus » Capkongosa
» benoppobHa KneTbyHa XUCTUOLUTO-
3a Ha Langerhans
+ HeBpodubpomatosza tvn 1
3. MeTabonnTHM HapyLue- BonecT Ha HaTpynBaHeTo Ha FNKOreH
HuA Bonect Ha Gaucher
4. XpoHnyHa 6b6peyHa
HefloCTaTbyHOCT c/6e3
Xemopvanusa
5. benopgpo6Ha TymopHa
TPOMOOTUYHA MUKPOAH-
rmonarus

6. OUbpPO3VpaLL MEANACTUHNT

BbX rpyna 5 BknouBa: xeMaTonornyHn HapyweHuna kato CKb n
XPOHWUYHU MUeNonponndepaTMBHN HEOoMNasmu; CUCTEMHI 3a-
60nABaHNA KaTo Capkomao3a; MeTaboNnTHY 3a60NABaHNA KaTo
60/1eCT Ha MVKOreHHOTO HATPYMBaHE; Y APYrY KaTo XPOHUYHA
6bbpeyHa HeJOCTaTbYHOCT, 6enofgpobHa TyMOpHa TPOMOOTINY-
Ha MrKpoaHruonatus n ¢pubposmpawy MeanacTuHnT. ObLya xa-
paKkTepUCTMKa Ha Te3mn 3a6oNsBaHNA e, ue MexaHn3MmTe Ha bX
He ca AOCTaTbuHO M3yyeHy, a AonpuHacawmTe GakTopu morat
[a BK/IOYBAT CaMOCTOATENIHO UM B KOMOMHALMA XUMOKCUYHA
6enoapobHa Ba3oKOHCTPUKLKA, 6enofpobHO CbAoBO pemoge-
npaHe, Tpomb03a, Prbpo3Ha AECTPYKUMA U/ BbHLUHA KOM-
npecus Ha 6enogpobHuUTe cbaose, 6enogpobeH BacKynuT, BU-
cokonebutHa CH n neBoctpaHHa CH. Te3n naumeHTN ce HyXganaT
OT BHMMaTesNHa OLeHKa 1 neyeHneTo TpsabBa Aa 6bae HaCoUeHo
KbM MOANexXaLloTo 3abonssaHe.

11.1. XemaTtonornyHun HapyweHunsa

Mpy xeMornobnHONaTUN 1 XPOHWYHW XEMONUTUYHN aHeMWUU,
BkntoumtenHo CKB, BX ce oyepTaBa KaTo OCHOBHa NpuyMHa 3a
3aboneBaemMoCT U CMbPTHOCT. YecToTaTa Ha BX, notBbpAeHa ¢
ACK, e 6-10% B Npoy4YBaHNA Ha Bb3PacTHU MaLMEHTM CbC CTa-
6unHa CKB.%**4813 NMaumeHtuTte cbe CKB ¢ npekanunapHa bX ca
Mo-4ecTo XOMO3UFOTU 3a XeMOrNO6WH S, fOKaTO HAKOW MMaT
S-B0 Tanacemusa (S- O thal) nnu xemorno6buHosa CKB.8' Tpom-
60TUYHUTE Ne31N ca OCHOBEH KOMMOHEHT Ha bX, cBbp3aHa cbe
CKB, no-uecto npu xemorno6rHosa CKB.8" MauymneHTute ¢ BX
CKbB TpabBa fa 6baaT npocnefasaHy oT MynTUANCLUUMANHAPHN
ekmnu 3a CKb n BX, Tbin KaTo NeyeHneTo Ha aHeMuATa e K-
UOBa YaCT OT UANIOCTHOTO Neverune.t™ Jlunceat gaHHu B nog-
Kpena Ha ynoTpebata Ha nekapcTsa 3a BAX npv nauymeHTn c BX,
cebp3aHa cbe CKB. B npoyusaHe npu nauymeHtn cbc CKB ¢ TRV
>2,7 m/s n 6MWD 150-500 m cungeHadun He e nokasan HuKa-
KbB TepaneBTuyeH epekT Bbpxy 6MWD, TRV unu NT-proBNP, Ho
n3rnexpaa nosuLlaBa YectoTaTa Ha XoCNUTanmM3auumTe nopaam
60nKa.t" MpegBapuTeNHN AaHHW MOAKPENAT KPAaTKOCPOUYHUTE
N ABArOCPOYHUTE MON3M OT XPOHUUYHNTE 0OMEHHU KpbBoOmpe-
NIMBAHUA MpPU NaumeHTM ¢ npekanunapHa bX, ycnoxxHaBalia
CKB.8'° MpekanunsapHaTta bX, ycnoxHsasawa CKB, nma 3Haummo
Bb3/AeNCTBME BbPXY NPeXmBAemMocTTa C obla cMbpTHOCT 2,0-
5,3% B pa3nuuHM Nonynaumm CbC CXOAEH CPOK Ha Npoc/eanBa-
He (26 Meceua 1 cboTBeTHO 18 mecewa).’*8" Mpu B-tanacemus
MHBa3VBHaTa XeMOAMHaMMYHa OLEeHKa MOTBbpXKAaBa npepaka-
nunapHa bX npu 2,1% ot cnyvaute, gokato npu 0,3% e oTKpuTt
noctkanunapeH npodun.t’® MoteHunanHute TepaneBTUYHN
cTpaTerum oyakaT no-Aobpo pasbupaHe Ha naTodusnonormy-
HUTe MexaHu3mu. Mpun chepounTo3a CNNEHEKTOMUATA € PUCKOB
dakTop 3a CTEPH.80

MHoXecTBO npuumHM 3a BX ca onvcaHn npu nauueHTn ¢
XPOHMUYHM MuenonponudepatnsHy 3abonasanuna.2 Mpu xpo-
HWYHA MMeNIoreHHa fieBKeMUA yronemMsaBaHeTo Ha cneskaTta U’
aHeMuATa MoraT fja foBefaT [0 XUNePKMHETUYEH CUHAPOM. Xe-
naTocnieHoMeranmaATa CbLio Moxe fa npuunHmn PoPH. Onncanu
ca cny4yaun Ha noteHumanHo obpatuma DPAH c pasaTtnHub, 60-
CYTUHMG 1 NoHaTMHMG. MpW nonuUUTEMUA Bepa U eceHumanHa
TpomboumUTEMMA NMa NOBULLEH PUCK OT BEHO3Ha Tpomboem60-
nnyHa 6onect n CTEPH; ocBeH ToBa, Tpomb03a B YepHOAPOOHM-
Te BEHM MOXe fa gosefe Ao cnHapom Ha Budd-Chiari n nocnegn-
Bawa PoPH. benogpobHata ekcTpamepynapHa xemartonoesa,
YCNOXHABala manonaTMyHa munm BTOpUYHa muenodunbposa,
CbLLO MOXe Aa fonpuHece 3a ancnHea u bX.

lpyna 5 BX ce onucsa 1 nNpu gpyrn XemMaTonornyHu 3abo-
NABaHWA, KaTo BapuabuneH umyHeH AeduuunTt; 3abonsasaHe,
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CBBbP3aHO ¢ MMyHornobynuH G4 (IgG4); 6onect Ha Castleman;
M MONIMHEBPOMNATUA, OpraHOMeranus, eHAOKPMHOMaTUA, Mo-
HOKJ/OHANEH VMYHOTIO0YNINH, CUHAPOM Ha KOXHUTE MPOMEHM
(POEMS).821-823

11.2. CCcTeMHN HapyLieHns

[loknaaBaHOTO pa3npocTpaHeHre Ha BX npu naumeHT cbe capko-
npo3a e 6-20%.%%* MpuurHUTe ca MHOrO(GaKTOPHY, BKITIOUUTETHO
dunbposnpalla 6enogpobHa 6onecT, rpaHynomu B 6enoapobHuTe
apTepun n/unn 6enofpobHnTe BeHn, Grubposnpally MeanacTUHNT
W/Mnn BbBHLWHa Komnpecua oT numoHn Bb3nW, benonpobeH Ba-
ckynut, CTEPH 1 PoPH.>882> Cebp3Ba ce Cbe 3HaunTesnHa 3abosne-
BAaeMOCT W MOBMLIEHa CMbPTHOCT B CPaBHEHME CbC CapKomao3a
6e3 bX.%852> B equH perncTbp GakTopurTe, HE3aBMCMMO CBbP3aHM
C MpOrHo3aTa, BKoYBaT GU3MONOrMYHN (OTHOLWEHUe dopcupaH
ekcnmpatopeH obem 3a 1s/FVC n DLCO) n dyHKumoHanHm (6MWD
) napameTpu.>® B ronisimo NpoyyBaHe Ha TeXKKa, CBbp3aHa CbC cap-
kompo3a bX, nekapcrteata 3a BAX ca nogobpunn HenocpencTBEHO
6enoapobHa xemoauHamvKa 6e3 aa nopobpar 6MWD.> Manku
PKIM couat edpurKacHOCT Ha nekapcTteaTta 3a BAX npu Tesn nauymnen-
TV, KOETO V3UCKBA MOTBbPXKAEHME B MO-TOfIeMy NpoyyBaHus.52
KopTukoctepounamnte nnm uMyHocynpecrBHaTta Tepanua morat aa
nofobpAT xeMoAMHaMmKaTa npv M3bpaHy MauMeHTU C akTUBHA
rpaHynomatosHa 6onect. Tpabsa aa ce otbenexu, ye KoraTto ce
noposupa 6enogpobHa cbaosa Komnpecusa (Grubposnpaly, meau-
ACTUHUT U/UNW BBHLLIHA KOMNPeCus OT IMMPHU Bb3NK), pe3ynTaTu-
Te oT 6enofpobHa aHrnorpadua n PET ckeHepbT ocurypaBsart fo-
MbAHUTENHa UHPOPMaLMA, oNpaBAaBalla eHA0BaCcKyNapHa u/mnm
NPOTUBOBB3MaNMTENHa TepanuaA. [JbarocpoyHata NpexmBaeMocT
npwu cBbp3aHaTa CbC capkongo3a bX octasa nowwa, koeto npasu LTx
pa3yMHa onums 3a 36paHn TEXKM Cryyan.

Mpwn 6enogpobHa naHrepxaHcoBa XMCTMOLMTO3a HaManeHNAT
duU3nyecKn KanauuTeT U3rnexaa He ce Ab/mKN Ha BeHTUNALMOH-
HO OrpaHuyeHune, HoO MOXe fja e CBbp3aH ¢ 6enoapobHO-CbAOBA
ancoyHkuma. Mpy 29 naumeHTtn ¢ bX, cBbp3aHa ¢ 6enoppobHa
NaHrepxaHcoBa XMCTUOLMTO3a, NekapcTaaTta 3a BAX ca nogobpu-
NIV XeMoAVHaMMKaTa 6e3 Aa Brioluasar okcemusTa. 8’

BenopgpobHaTa xvnepToHusA, CBbp3aHa ¢ HeBpodubpomaTo-
3a TUN 1, @ PAAKO, HO TEXKO YCNOXHEHNE, XapaKTepusmpalLyo ce
C npeob6nagaBaHe Ha XEHCKMA NOJ (CbOTHOLLEHWE KeHU/MbKe
3,9:1).8%8 Mpm Te3n nauyneHTy e Hanmue cneunduyHO 3acsraHe
Ha 6enoapobHUTE CbAOBE N BbNPEKM NOTEHLMANTHATA KPaTKO-
CpouYHa nonsa ot nekapcteata 3a bAX, nporHosaTta ocTaBa fiolua
n LTx TpaAbBa Aa ce uma npeasua npv n3bpaHy NaymeHTy C Tex-
Ko 3abonAsaHe. Mpn Hanuume Ha AUCMHeA e HeobxoaNM CKpU-
HuHr 3a VIBB ¢ HaTueHa KT 1 3a BX ¢ exokapauorpadua.828

11.3. MeTabonnTHM HapyLleHnsA

Bonectte Ha HaTPynBaHETO Ha [JIMKOreH Ce MPUUMHABAT OT
reHeTUYHU NPOMEHY B MeTabom3Ma Ha rIMKOreHa 1 ciyyam Ha
BX ca goknagsaHn npu 6oONeCT Ha HaTPYMBAHETO Ha MVKOreH
Tnn 1 1 2.8 Nosigara Ha bX ce onncea npegumHo npu 6onect Ha
HATPYNBaHETO Ha IMMKOTeH TUM 1, KbAETO MOXeE OTYaCTU fa ce
LIV Ha Ba30OKOHCTPUKTVBHU aMUHIN KAaTO CEPOTOHMH. B HAKOU
OT C/lyyanTe Ca M3Mos3BaHN ekapcTea 3a bAX.830

HenekyBaHu nayueHTn c 6onect Ha Gaucher morart aa passu-
AT BX, KOATO ce NPUUMHABA OT KOMOMHALWA OT GaKTOPK, BKIIOY-
BalLW acnieHys, 3anyluBaHe Ha CbOBOTO PYC/IO OT abHOPMHM
Makpodaru n 6enoapobHO CbAOBO pemogenupaHe. JleueHmeTo
C eH3MMHa 3aMeCcTUTeNIHA Tepanus MoXe Aa nogobpu bX.

11.4. XpoHunyHa 6b6peyHa
HeAO0CTaTbYHOCT

Bbnpeku ye e yecTo cpellaHa Npu XpoHNYHa 6bbpeyHa HeJoC-
TaTbYHOCT, NaToreHesara Ha bX octaBa cnabo npoyyeHa n bX ce
HabnofaBa Npy NALMEeHTV Npean 1 cnef nNpuaoXKeHne Ha pas-
nnuHn granusHn metoan.83! CkopolwHo npoyusaHe ¢ ACK npu
3504 naumeHTn ¢ XpPOHUYHO 6bOpPeyHo 3abonaBaHe ycTaHOBY,
ye CpcPH e Haii-yecTnAT PpeHoTMN 1 GeHOTUNBT C Hal-BMUCOKa
cmbpTHOCT.832 MocTkanunapHa BX e onucaHa npu 65% oOT nauw-
eHTUTe Ha xemoguanusa n 71% oT nauuneHTuTe 6e3 6bOpeyHa
3amecTuTenHa tepanua.83

11.5. Benogpo6Ha TymopHa TpoM60OTUYHA
MUKpOaHruonaTus

Benogpo6bHata TymopHa TPOMOOTMYHA MUKpPOAHTMonaTus
npeAcTaBsaBa MAUKPOEMOON OT TYMOPHW KIETKM C OKJTy3VBHO
dnbporHTMManHo pemogenvpaHe B Mankute 6enoapobHu ap-
Tepuu, 6enoapobHuTe BeHn 1 numdHUTe NbTrwwa. ToBa e paa-
Ka npuurHa 3a bX, KoATO Bb3HMKBA B pe3ynTaT Ha MHOXeCTBO
MeXaHV3MK1, HO BEPOATHO OCTaBa HEAOCTAaTbYHO [MArHOCTW-
LMpaHa, KaKTo Ce BUXKAA B ayTONCMOHHNTE pesynTatin.®34 3a6o-
NABAHETO € CBbP3aHO C KapLMHOMY, NO-CreumanHo KapumnHom
Ha cTomaxa. MporpecrBHaTa CbjoBa OKIy3Ks B KpaiiHa CMeTKa
Boau o BX, KOATO YecTo e TexkKa, C BHE3arnHO Havano u 6up-
3a nporpecnsa 1 e Npuapy»eHa oT NPOrpecMBHa XMMOKCEMUS.
KT Ha rpbAHMs KO MOXe [ja MOKaXKe 3aceHYBaHUA TUM MaTOBO
CTbKNO 1 3aaebeneHu centu (Hanopobssaliku PVOD).

11.6. ®ubpo3mpaw, MeanacTUHNT

Orbpo3nNpPaNAT MEANACTVHUT Ce MPUYNHABA OT nponundepa-
unA Ha ¢pnbpo3Ha TbKaH B MeAMacTHyma, obBMBaLLa Mefmac-
TUHANHU OpraHu 1 KoMnpecrpalja MeamnacTVHamHu H6poHXu-
anHu n cbgosum cTpykTypun.83 Mpe- unn noctkanunspHata bX
MOXe Aia YCIIOXKHU Xofa Ha Gnbpo3mpalymsa MeanacTMHKT, nopa-
[V BbHLUHA KOMMNpecus Ha 6enoipobHuTe apTepuun u/vnm 6eno-
Apo6HKTe BeHn. Drbpo3MpalaT MEANACTVHUT MOXe Aa Obae
NAMONaTUYEH UV MPUYNHEH OT 0b6NbuBaHe, nHbeKuna (Tybep-
Kyni0o3a, XMCTOMMa3mo3a) U CMCTEMHM 3abonABaHMA, KaTo cap-
Konposa n IgG4-cebp3aHo 3abonaBaHe — GMOPOBBINANUTENHO
3ab0nsBaHe, KaTo Cce XapaKTepusmpa ce C NOBULIEHN CEPYMHN
HMBa Ha IgG4 ¢ nHounTpauma Ha IgG4 + nnasmeHn KneTku n
Texka $pubposa B 3acerHatute TbkaHm.??' JleueHmerto Tpsibea
Aa 6bae HacoYeHO KbM OCHOBHOTO 3abonsaBaHe. He e onucaHo
AICHO KIMHMYHO NnofobpeHue ¢ iekapcTia 3a BAX. Mpepanoxexn
Ce XMPYPrryHU 1 eHJ0BaCKynapHM NpoLesypu 3a Ae3o6CTpyk-
umA nnm 6aiinac Ha KOMNPecupaHnTe apTePUANTHA U/ BEHO3-
HY CbAOBe.

Mpu nunca Ha nonoxutenHu PKI, kacaewwn ynotpebata
Ha nekapctBa 3a bAX 3a neueHue Ha bX oT rpyna 5, Tepanua
Ha 1360p OCTaBa NeYeHMEeTO Ha nognexawoTto 3abonasa-
He.836 BaxHO e fa ce noayepTae, ue Npu HAKom OT 3abonsea-
HUATa, 3bpoeHu B Tabsiuya 24, moxe aa nma 6enoapobHa Be-
HO3Ha KOMMOHEeHTa, KOATO fa ce BoLWK C nekapcTBa 3a bAX.
Eto 3awo off-label ynoTpebaTta Ha nekapcTea, ogobpeHu 3a
BAX, ako n3obwo ce obmumcna, ToBa TpA6Ba Aa CTaBa C ronsamMa
npeanasnueocT. lnayebo-KOHTpONNpaHW, paHfoOMU3MpPaHN
npoyuyBaHMA MoHacToAWeM HabupaTt Jobpe deHoTUNM3MpPa-
HU noarpynu BX ¢ HeACHN n/wnn MHOrodakTOpHN MexaHu-
3MU, KaTo Hanmpumep CBbp3aHa CbC capkomnposa bX.
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12. JedunHNLMA 3a LLEHTDP NO
6enoapob6Ha xunepToHNs

Makap ye BX He e HEOOUUYANHO CbCTOAHME, TEXKUTE GOpMM Ha
BbX, ocobeHo BAX n CTEPH, n3unckeat BUCOKOCMELMann3npaHo
neyeHue. Tbil KaTo MEAULIMHCKMTE LIEHTPOBE C MyNTUANCLMNIN-
HapHW eKnnu 1 ronam 6poi NaumneHT 0BUKHOBEHO Npepgnarat
Hal-gobpun rpuKKn, KOeTo ce u3pasdBa B NO-AOOPU KIUHWUYHK
pe3ynTtaTu, Cb3faBaHETo Ha LieHTpoBe no bX e npenopbuntenHo
OT KJIMHMYHA 1 MKOHOMMYeCKa rnefHa ToUKa 1 ce noakpensa ot
NauMeHTCKN opraHy3aumMm 1 HayyHu obulectsa. Llenta Ha ueH-
Tbpa no bX e: KbM Hero fa 6bAaT HacoUBaHW HOBW NMaLMEHTY;

OLleHKa 1 yTOYHABaHe Ha npuynHata 3a bX; BHMMaTenHo ¢peHo-
TUMU3MPaHe U PYTUHHO NleYeHre Ha NauneHTN C MeiKaMeHTO3-
HVY, HTEPBEHLUVOHANHN 1 XNPYPrUYHI METOAU; paboTa B TACHO
CBTPYAHMYECTBO C APYri AOCTaBUMLM Ha 3APaBHY YCyrn 3a Nno-
CTUraHe Ha Haii-gobpw pe3ynTaTy 3a NaLUMeHTVTE; U3BbPLUBaHE
Ha oauTV (JOKNafaBaHe Ha pasfvyeH BUA NaLMeHTH C NoKasaTenu
3a KauecTBO); 1 yyacTue B KIMHUYHU 1 TPaHCIALVNOHHN 13cnea-
BaHWA 1 0byyeHwne. I3McKBaHKATa, BKOYBaLWM fAebnHULmUA, Myn-
TUAVCUMINIYHAPHA CTPYKTYpa, 6poi ciyyau, mpoueaypu 1 HUBa
Ha NepcoHana, KakTo 1 YMeHUsA 1 pecypcu, Heobxoanmu B pede-
peHTHMA LeHTbp no bX - ca onucaHu no-gony n Bbe Quzypa 16.
Kputepuute 3a negmatpmnuHn n CTEPH ueHTpoBe ca onucaHu
npyrage (Cekyuu 7.8.3 v cbotBeTHO 10.3).

s

OcHoBeH MDT

Kapawonor / Mynmonor

Haii-manko 2cneymanuctu
no BX nekyBawn gpoctatbueH
6poin nauneHTn?

Haii-manko 2 xupyp3u
(EKMO)

LleHTBbp Nno 6enogpobHa XxunepToHns

KooppaunHupa ce ot ocHoBeH uneH Ha MDT, oTroBopeH 3a MynTUANCHMMINHaPHUA NOAX0A,

KapauoTtopakaneH xupypr

Cneunanucrt no BCb npu Bb3pacThu Benoppo6eH natonor

CneumnanusumpaHm cectpu

WNHTepBEeHUNOHHN

Haii-manko 2 cectpu no BX

e e B 3a guarHocTnyHa 6enoapo6Ha

aHrunorpadus, em6onusauus

peHTreHonosu/KapAmonosu

MeHngxbp Ha cnyqyauteb MeHugXbp Ha AaHHN

OTroBapsuy 3a
KOOPAVHaLMATA UN FPUKNUTE
Ha NaLMNeHTCKO HUBO

OTroBaps 3a cbbupaHe Ha

Ha OAVITHYU CpeLun

CounaneH paboTHMK CecTpa no npoy4YBaHusA FmHekonor/
Axkyuwep

AaHHW, aHanu3 N opraHnsnpa-He

Paswunpen MDT

CbpaeyeH peHTreHoNor JNekap/xupypr no
6enoppobHa TpaHcnnaHTayma’
KapanoTtopakaneH
e — NeauaTpuyeH Kapanonor
KOHCYNTaHT No reHeTMKa$

Mpouecn

MbT Ha rpuixa sa nauneHTa n KIMHN4YeH NPOTOKOJ 3a fne4yeHne

CTBNKM OT AMarHo3ara o Npoc/ieAABaHeTo, BKIIOUNTENTHO HanpeAHano 3abonABaHe, NannaTMBeH CTaguii N B KpaA Ha XXuBoTa

Cpeuwu Ha MDT

PepoBHN, 3a 06CbXKAaHE Ha MYATUANCUNININHAPHN aCNEeKTU Ha MHANBUAYaNHaTa rpua 3a nayneHTa

OBnacTaBaHe N 3alMTa Ha NnalyueHTa
fAlcHa ycTHa 1 nucmeHa MH¢0PMB“MR 3a NauneHTNTe, KOATO ONNCBa ANAarHOCTUYHUTE Npoueaypu N Bb3MOXHOCTUTE 3a iIevYeHune;
cnojesieHo B3eMaHe Ha pelleHus; Kona6opﬂm| crpynasa3acTblHNYeCTBO

B3saumopericTBue C BbHLWHW AOCTaBYMLW Ha 3ApaBHN ycnyru u Apyru sanHtepecoBaHu cTpaHun

GP, MecTeH cneymanuct, COuManHM yaIyru, pexabunutaymoHHN LLEHTPOBE, HALMOHANHN 3PaBHM CITY K61,
na6opatopuu, 3acTpaxoBaTenu, yunnuiie, pabota, CnopTeH Kny6, NCUXOJIOr 1 T.H.

KauecTBeH KoHTpon / OgnTn

C1>6upaHe Ha laHHW/PerncTpauns; MOHUTOPUHT Ha NOKa3aTennTe 3a Ka4eCTBO; PeJ0BHU BbTPELIHN OANTYN

UscnepoBaTtencka penHocT, oﬁytlemne n o6pasoBaH|ne

YyacTume B KNIMHNYHW U TPAHCNALMOHHN U3CNeBaHunA: 06y|-III|TeJ'IHM KypcoBe Ha MeCTHO, HaLUMOHAaTHO U MeXXAyHapoA4HO HNBO

Qurypa 16: Cxema Ha LieHTbpa 3a 6enogpobHa XMnepToHUs.

@ESC @ ERS—

BCB, BpoaeHa cbpaeyuHa 6onect; EKMO, ekcTpakoprniopanHa membpaHHa okcureHaums; GP, obwonpakTukyBsaly nekap; MDT,

MyITUANCUMIVHAPEH eknn; BX, 6enoapobHa XxvnepToHus.

3 BpoAT e afjanTUpaH KbM CneundUYHUTE XapaKTEPUCTUKN Ha CTpaHaTa.

b PbKOBOAUTENAT Ha Clyuaii MoXe Aa 6bae MeANLUMHCKa cecTpa cneuuanicT, colnaned paboTHUK, u3noTepanesT Uan agmu-
HUCTPATVBEH aCUCTEHT GYHKLMOHUPALLN B OPraHN3aLMOHHWSA LIEHTBP.

¢ Mo»ke fa ce HaMMpa B NApTHbOPCKU LieHTpoBe. AganTupaxo no Biganzoli et al.84¢
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12.1. O6opyaBaHe N ymeHuMs,
Heo6xoaMMM 3a LLeHTBbP No
6enoapob6Ha xmunepToHUNsA

LleHTpoBeTe 3a 6enoapobHa xunepToHusa Tpsbea Aa ce rpu-
»KaT 3a JoCTaTbyeH 6poli nayneHTr Ha Tepanua 3a bX , KakTo
1 32 HOBOHACOYEHU MaLneHTH, 3a Aa rapaHTMpaT TO3m CTaTycC.
CornacHo MNpenopbknte Ha EKA/EP o1 2015 r. 3a gnarHocTu-
Ka 1 neyeHne Ha bX n n3nckBaHMATa 3a KOMMNETEHTHOCT Ha
EBponelickaTa pedepeHTHa MpeXa 3a pefKkn pecnupaTopHu
3abonaBaHua (ERN-LUNG) ngeanHumat 6poi naumeHTn, npe-
rnefaHun B LEHTbpP 3a Bb3paCTHU BCSAKa roAnHa, TpsAbea aa e
He No-manko oT 200, OT KOUTO NOHe NosIoBMHATa fia Ca C OKOH-
yaTenHa anarHosa bAX. LleHTbpbT no bX Tpabsa ga npocne-
nABa Han-manko 50 nayneHTn ¢ BAX unu CTEPH n ga nprema
Hal-Manko ABaMa HOBOHACOY€eH M MaLNeHTN Ha Mmecel, C JOKY-
meHTupaHa BAX nnu CTEPH.2526:837-839 Te3y yncna morar ga
ObAaT aganTupaHu cnopep cneundruyHnUTe XapakTepUCTUKN
Ha CTpaHaTa (Manko HaceneHue, ronsma reorpapcka obnact),
npu ycnoBre 4ye MMa YTBbPAEHO AOOPO CbTPYAHMYECTBO C
LeHTpoBe c rofiAam obem. NoHacTosLemM TOBa Ce ynecHsBa oT
HaNMuYMeTo Ha HaJeXaHy BUpTyanHu nnatdopmu (Hanp. Knu-
HWYHa CMCTeMa 3a fleyeHure Ha naumeHTn ERN).840

MpaBunHOTO 06yuyeHMe Ha uNieHOBeTe Ha MepcoHana
BKJ1IOYBA OCHOBHW KOMMETEHLUMM KaTo Te3un, onncaHu B Mpe-
a 3a HenpekbcHaTo npodecroHanHo obyuyeHue no Geno-
Apo6HU cbaosu 3abonasaHua Ha ERS,2*' n ce ocHoBaBa Ha
YyTBbpAEHN NpodecroHanHn 4eiHOCTY, ONNCaHN B YTBbpAe-
HaTa yye6Ha nporpama Ha EK/1.84

KnuHnuyHuTe, nabopaTopHUTE U OOpa3HUTE eNeMeHTU
BK/IOYBAT: OTAENEHNe, KbAEeTO AOCTaBYMLNTE Ha 34PaBHM yC-
nyru umat ekcneptusa B bX; cneumnanusnpaHa ambynatopHa
cnyx6a; MeXAVHHO/MHTEH3VMBHO oOTAeneHue; 24/7 cneluHa
NMOMOLL; OTAENIEHNEe MO NHTEePBEHLMOHANHA PAagnoNorns; an-
ArHOCTUYHW U3CNefBaHNs, BKIIOYNTENHO exokapaunorpadus,
KT ckeHupaHe, HykneapHa meauunHa, MRI, TectoBe ¢ HaTto-
BapBaHe 1 PFT; nabopaTtopus 3a cbpAeyHa KateTepusauus;
JOCTbMN A0 FEHEeTUYHO KOHCYNTMpaHe U TecTyBaHe; 1 6bp3
N neceH [OCTbN A0 KapAMOTOpaKanHa M CbAoBa XUPYpPrus.
KntoyoBurTe frMarHOCTUYHM NpoLlenypu TpsibBa Aa ce N3BbpLU-
BaT B JOCTaTbyeH OpoO, 3a Aa ce rapaHTUpa eKkcnepTmsa
(Hanp. usnckeaHua 3a ERN-LUNG).8% Mo ananorus c ,otge-
NneHnATa 3a HanpeAHana cbpaeyHa HegocTaTbuyHOCT" 843 LeH-
TpoBeTe 3a bX TpAb6Ba Aa npepnaraT NbjHaTa rama Tepanuu
3a BAX, HanMuyHM B TAXHaTa CTpaHa (BKIOYUTENHO i.v./s.C.
NPOU3BOAHM Ha NPOCTaLUKIINH), U UMAT MPOTOKONN 3@ PaHHO
HacouyBaHe KbMm LeHTpoBe 3a CTEPH, LTx u pexabunutayus.
Tblh KaToO OUEeHKaTa U paHHWA JOCTbMN A0 HOBM NeKkapcTBa U
TEXHVKWN UMAT peLlaBallo 3HaYeHune, ueHTpoBeTe 3a bX Tpab-
Ba [la y4yacTBaT B CbBMECTHU KIVHUYHW U3CneaBaHus.

Heobxoaumu ca pegoBHY cpeLn Ha MynTUANCLMNINHAP-
HUA TUM, BKJIIOUMTENTHO NPU HEOOXOAMMOCT OCHOBHU YJIEHO-
Be M BbHLWHN KOHCYNTaHTX (pa3wmnpeH MynTuamcuuninHa-
peH ekun) (Queypa 16), 3a ycTaHOBABaHe M ajanTvpaHe Ha
WHAVBUAYANHN NbTULLA 3@ TPUXKK 32 NauuneHTa. JleyeHneto
Ha OTAEeNnHWA cnyval (KoopAWHMpPaHEe Ha WHAMBUAYaNHUTE
NbTULWA Ha NauMeHTa) TpA6Ba Aa BK/OYBA aAMUHMUCTPATUB-
HW 1 coOYManHn rpyxmn n nogkpena. JocTbnbT OT pa3cToAHMe
[0 ueHTbpa 3a bX upes TenedpoHHa Bpb3Ka, NMUCMa UK Mo
OPYr HauvH Ca XM3HEHOBa)KHa yYacT oT rpuxuTe. Tpabea ga
ce npunaraT cTpaTerumn 3a nofgobpsBaHe Ha 34paBHaTa rpa-
MOTHOCT 1 CNOAENEeHOTO B3eMaHe Ha peleHna C MoOMOoLTa Ha

crneymanHy CpeacTBa 3a B3EMaHe Ha pelleHne OT nauymeHTa.
MNpemnHaBaHeTo OT NeAnaTPUYeH LeHTbP Mo BX KbM LeHTBbP
3a bX npu Bb3pacTHU M3MCKBa NOAXOAALLO NAAHUPAHE C Luen
npepoTBpaTABaHE Ha MPOMYCKM B rpuXKMTe. BKNoUBaHETO Ha
HaUMOHANHN U/VNn MeXAYHapO4HN MaLMEHTCKN acounaunm
rnomara 3a njlaHMupPaHeTo Ha OPUEHTUPaAHMN KbM NaLMeHTa rpu-
W N 3@ Pa3npoOCTPaHEHNETO Ha MeANLMHCKM 3HaHWA cpeq
nayneHTuTe 1 NLaTa, KOUTO Ce rpuKar 3a TAX.

LleHTpoBeTe 3a 6enoapobHa xmnepToHua TpAbBa Aa 3a-
NnuUcBaT faHHUTE Ha NaLMeHTUTE, KaTo U3MOM3BaT MECTHW, Ha-
LNOHANMHN UK MeXAYHapOAHW NaLMeHTCKN perncTpu, 3a ga
MoraT Aa AOKnajBaT nokasaTesnn Ha npoueca (CboTBeTCTBUE
C HAaCOKWTEe 3a ANArHOCTUKA 1 NeyeHune, BKIYnTenHo LTx) n
nokasatenu 3a nsxoga, kato ®K no C30, pusmnyeckun Kanayu-
TET, XeMOANHAMIKA, KAYeCTBO Ha »KUBOT, YCIIOXKHEHWA 1 npe-
XuaemocT. Te Tpsi6Ba fa ce noanaraT Ha PeJOBHU OAWUTY 3a
OLleHKa Ha KauyeCcTBOTO Ha NpefoCTaBEHNUTE FPUXKMU.

Mpenopbku

Ta6nuua 25: MpenopbKu 3a LleHTpoBe No 6enoapo6Ha xu-
nepToHunsA

Mpenopbkn Knac®  HugoP

MpenopbuBa ce LeHTposeTe no bX aa npepgocTaBAT
rPVXKM OT MyNTUAVCLUMNAVHAPEH ekun (Kapauonor,
nysIMOJIOT, PEBMATOJION, MeANLIMHCKA CeCcTpa, PeHT-
reHosor, NCUXosorMyecka 1 coumanHta nogxkpena un
NMOAXOAALLA eKCrepT3a Ha PasnosioXeHne)

lMpenopbuBa ce ueHTpoBeTe no bX ga mmat gu-
PEeKTHU BPB3KM 1 anropuTbm 3a 6bp30 HacouBaHe
KBM ipyru ycnyru (KaTo reHeTUUYHO KOHCYNTUpaHe,
PEA/BIA, LTx 1 cny»<6a 3a BpOAEHN CbpAeYHM 3a-
6onABaHUA NPW Bb3PacTHM)

lMpenopbuBa ce yeHTpoBeTe nNo bX ga nogabpkat
NaLMeHTCKN perncTbp

MpenopbuBa ce LeHTpoBeTe no bX aa cn cvTpya-
HMYaT C MaLMEHTCKUTe acouymannm

N

TpAabBa fa ce 06MUCAN akpeanUTaLumUA Ha LEHTPO-
BeTe 3a bX (Hanp. https://ec.europa.eu/health/ern/ Ila C
assessment_en)

TpsA6Ba Aa ce MMa NpefBUA yyacTrie Ha Ha LIeHTPO-

IF] C
BeTe Mo bX B CbBMECTHW KIIMHUYHN U3CeaBaHus
LleHTpoBeTe no bX Tpsbea fa npocsiegssat 4oCTaTbyYeH
6poi NaumeHTn, 3a fa NoaabpxaT ekcrnepTrsa (Hai-
Masiko 50 naumeHTn ¢ BAX unmn CTEPH 1 Haii-manko no lla c

[1BaMa HOBOHaCOY€EHV NaLMEHTM € JoKymeHTupaHa BAX
nnm CTEPH Ha mecel) 1 Aa B3emaT npefBuA YCTaHOBA-
BaHe Ha CbTPYAHNYECTBO C LIEHTPOBE C rofiAm o6em

BlMA, 6anoHHa nynmoHanHa aHruonnactuka; CTEPH, XxpoHuyHa Tpom-
6o0embonnyHa 6enofpobHa xvnepToHus; LTx, 6enoapobHa TpaHcnnaH-
Tayus; BAX, 6enogpobHa apTepuranHa xuneptoHus; PEA, nynmoHanHa
eHpapTepekTomus; BX, 6enogpobHa XxunepToHuA.

@ Knac Ha npernopbKuTe.
b Hugo Ha nokasatencTeeHocT.

12.2. EBponencka pedepeHTHa Mpexa

Mpe3 2017 r. EBponenckaTa Komucua ctaptupa EBponenckm
pedepeHTHN mpexu (ERNs) 3a penku 3abonaBaHuMs, KOWUTO
BkntouBat ERN-LUNG c ocHoBHa mpexa 3a bX. EBponenckuTe
pebepeHTHN MpeXn ca OPMEHTUPaHN KbM NauueHTuTe mMpe-
XKW OT YMbIHOMOLLEHN LIeHTPOBe, Npefnaralyy HacoKu 1 Hal-
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[06pU TpaHCrpaHUYHU CTaHZapTW 3a rpywXn B EBponeickus
Ccblo3. MpexaTta 3a bX BkntouBa Hag 20 NbAHONPABHU YNEHa,
ocurypasalm Bcaka rognHa ~1500 Hosu naumeHTn ¢ BAX nnn
CTEPH.84* Ta BknlouBa 1 noaabpXKally LIeHTpoBe OT Benuko-
6puTaHNA 1 CBBP3aHN NAPTHLOPY (KOUTO He e 3a4bJIKUTENHO
[la OTroBapAT Ha MUHUMANIHUTE KPUTEPUM 3@ KOMMNETEHTHOCT
Ha bX mpexata ERN-LUNG ). ERN-LUNG n3unckBa 1 MOHUTOPU-
pa onpepneneHn cTaHdapTy 3a Te3n LeHTPOBe.

12.3. MNMayneHTCKM acoynaynm n
OoBJlacTAABaHe Ha NauuneHTuTe

LleHTpoBeTe 3a 6enogpobHa xuneptoHus Tpabea ga nHdop-
MUpaT MaumeHTMTe 3a MaLUEeHTCKWTEe acoumauuu v aa ru
HacbpuaBaT fla ce NPUCbeVHAT KbM TakuBa rpynu. Mauu-
E€HTCKUTE acoumalmnm ca LeHeH pecypc 3a leyeHune Ha naum-
eHTUTe, Thil KaTo ocurypsaBaT obpasoBaTesiHa U eMoLMoHan-
Ha mojKpena u moraT ja Mmat nonoxuTeneH ebpekT BbpXy
CNpaBsHeTo, yBepeHocTTa U nepcnektusute.?*> Mpenopbu-
Ba ce ueHTpoBeTe 3a bX ga cn cbTpygHMYaAT € NaymeHTCKnuTe
acoumauum No MHULMATUBK 3a OBNacTABaHE Ha MayneHTuTe
1 nofobpsABaHe Ha NaLMEeHTCKNA OMWT, 3aHNMaBalKm ce C Bb-
Npocy KaTo 34paBHa rpaMoOTHOCT, LdpoBM yMeHNA, 34paBo-
CNOBEH HaUYMH Ha XXMBOT, NCUXUYHO 3[ipaBe U CAMOKOHTPOJI.
3[paBHNUTE TPVXKM MOraT Aa ce NpefoCcTaBAT no-epekTUBHO
1 epUKacHO, ako NaLMeHTUTe ca NbAHOMPABHN NAPTHLOPU B
npoueca.

13. KnoyoBun nocnaHua

(1) XemopgmHamuuyHata geduHuuma Ha bX 6elwe akTyanusmpa-
Ha kato mPAP >20 mmHg. JeduHuumnata 3a BAX Bknousa
BCC >2 WU n PAWP <15 mmHg. Te3n nparosu CTOMHOCTN
oTpasAgaT no-gobpe rpaHULUTE Ha HOpMATa, HO Ha TO3M
eTan He OonpeaenAT HOBW TepaneBTUYHN NPENopPbKY, Tbil
KaTo eprKacHOCTTa Ha TepanuATa 3a BAX npu nauneHTn ¢
PVD n mPAP 21-24 mmHg n/unn bCC 2-3 WU Bce olye He
e HeusBecTHa.

(2

—

OCHOBHUAT AMAarHoCTMYeH anroputbm 3a bX e onpocTteH
ype3 NOAXO4 B TPU CTbMKM -NOAO3PEHME Ha nekapAa Ha
MbpBa JIMHUA, OTKPUBAHE upe3 exoKapauorpadua m no-
TBbpXKAeHMe ¢ [ICK B LeHTpoBe no BX. NpeHTuouumnpaHu
ca npepynpeanTenHu NnpusHayy, CBbp3aHn C NO-nowmn pe-
3yNnTaTh, KOUTO OMpaBAaBaT He3abaBHO HAaCOUYBAHE U Nleye-
Hue B LeHTOBe no bX.

(3

=

MpennoxeHu ca ctpaternmn 3a CKPUHUHT 3a BAX npu naum-
eHTU cbC SSc 1 npu Te3nm ¢ puck 3a HPAH Bb3 ocHoBa Ha
pe3yntaTute OT Nyb6AUKYBaHUTE KOXOPTHW MPOYYBAHUA.
MpunaraHeTo UM MOXe Aa CbKpaTy BpEMeTO OT NoABaTa Ha
CMMATOMUTE A0 AnarHocTmumpaHeTo Ha bAX.

(4) NopobpeHo pasno3HaBaHe Ha KT u exokapauorpadpcku
npu3Haum Ha CTEPH no Bpeme Ha octbp BE, 3aefHoO cbc
CUCTEMHO MpocnefAaBaHe Ha nauneHTn ¢ octbp BE, KakTo
e nocoyeHo B [Mpenopbku Ha EKA/EPC ot 2019 r. 3a gnar-
HOCTUKA M NleyeHne Ha ocTbp 6enoapobeH em60n3bM,
TpAbGBa @ MOMOrHe 3a KopurMpaHe Ha HeAoOCTaTbYHOTO
anarHoctmympare Ha CTEPH.

(5) TprucnonHMAT Mopen 3a oueHKa Ha pucka npu BAX e ycb-
BBPLUEHCTBaH crief BanAMPaHeTo My B MHOXECTBO permc-
Tpu. MRI n exokapanorpadpckute Kputepun ca fobaBeHn

KbM Tabnuuata Ha EKA/EP, npeunsrpainkyn HeMHBa3mMBHa-
Ta OLeHKa Npu AnarHoCTULMPaHEeTO.

(6) Mo Bpeme Ha NpocneasBaHeTo ce Npeasiara YeTUPUCIoeH
MOAenN 3a puckoBa cTpaTudumKaums, paspenswy ronamara
rpyna c yMepeH prcK Ha YMEPEH-HUCBK I YMEPEHO-BICOK
puCK.

(7) AnroputbmbT 3a NleueHrie Ha BAX e onpocTeH, c AceH doKyc
BbPXY OLleHKaTa Ha prCKa, KapAnonyMOHanHUTe KOMOp-
OGUAHOCTU 1 LenuTe Ha TepanuaATa. HactoAawuTe ctaHgapTm
ca MbpBOHAYasHa KOMOVHMpPaHa Tepanus 1 eckanauuarta
Ha NleYeHneTo Npu NpocneasBaHe, KOraTo ce Hanara.

(8) PaboTHaTa rpyna ce onuTa Aa 3anb/HU NPa3HUHATA MeX-
4y neanaTpuYHnUTE TPUXKK U TPUXKNTE 3a Bb3pacTHM € BAX,
C TepaneBTWYHW ¥ MOCneABawy cTpaterny Ha 6asarta Ha
puckoBaTa cTpaTUdUKaLusa U OTroBOpa KbM fleYeHUeTo,
eKCTpanonnpaHy oT Te3n Npu Bb3PacTHU, HO aaanTupaHy
KbM Bb3pacTTa.

(9) MNpenopbKKTe NpU CBBP3aAHUTE C NoNla BbAPOCK Npu na-
uneHTn ¢ BAX, BKNtounTenHo 6pemeHHOCT, 6Axa akTyanu-
3MpaHn, KaTo UHOPMaLUATa N CNOLENEHOTO B3eMaHe Ha
peLleHnA ca OT KNOYOBO 3HaUYeHMe.

(10)MpenopbkuUTe 3a pexabunuTauma n nporpamm 3a eusmye-
CKa akTMBHOCT npu bX 6Axa akTyanusmpanu cnep nybnu-
KYBaHeTO Ha AOMbJIHUTENHN NOAKPENALLN JOKa3aTeNcTBa.

(11) 3a nbpBM NBT MMa NpenopbKka 3a MefMKaMeHTO3Ha Tepa-
nua Ha BX B rpyna 3 BX, 6a3upaHa Ha eHO NONOXKUTENHO
PKM npu naunextn c UBb.

(12)bewe BbBeaeHa kKoHuenuuAaTa 3a CTEPD cbc unu 6e3 bX,
KOETO [1aBa Bb3MOXHOCT 3a MO-HATaTblWHW U3CneaBaHnA
BbPXY €CTeCTBEHATA UCTOPMA 1 IeYEHMETO NPU NIMMNCa Ha
BX.

(13) AnroputbmbT 3a neveHne Ha CTEPH 6ewe mogndunumpar
[a BKJ/IOYBa MyNTUMOLANHa Tepanus ¢ XUpyprus, nekap-
ctBa 3a bX n BI1A.

14. HepocTaTbyHM
AOKa3aTencraaTa

14.1. benopgpo6Ha apTepunanHa
xuneptoHusa (rpyna 1)

- EdukacHocTTa 1 6e30nacHOCTTa Ha NlekapcTeaTta 3a bAX
npv nauymeHTn ot rpyna 1 ¢ mPAP 21-24 mmHg, bCC 2-3
WU 1 BX npu ¢unsnyecko HatoBapeaHe TpsabBa fa ce Npo-
yun.

+ Ponata Ha nekapcTBaTta 3a BAX B pasnnyHu noagrpynu Ha
BAX, BKNoUMTENHO CBbp3aHaTa C WwucTtozommasa BAX,
TpAb6Ba Aa ce npoyuun.

« OueHkaTta Ha pucka npu bAX Tpa6sa fa 6bae fONbBAHU-
TeNHO BanuinpaHa NPoCnekTUBHO UYpe3 LefieBO OpueH-
TUPaHU NPOYYBaHUA 1 ONTUMMU3MPaHa 3a NaumeHTn c BAX
1N KOMOPOUAHOCTHN.

+  Hosute ¢eHoTMnOBe Ha BAX, HabngaBaHy Npy NaLnex-
TV CbC 3HAYUMM KapAMONYIMOHAHM CbNbTCTBaLM 3a60-
nABaHWA, ca yecTn 1 TpAbBa fa 6baaT PoKyc Ha AOMBAHU-
TeNHW NPOYYBaHUSA.

+  3HauyeHMeTo Ha peHoTUNOBETE Ha NaumeHTutTe c BAX n
BNVMAHNETO Ha CbNbTCTBAWMTE 3a60NABaHNA BbPXY Lie-
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nuTe 1 pesynTatuTe oT NeyeHneTo TpsAabBa fa 6baaT oue-
HeHV AOMbIHUTENHO.

Bb3pgencremeTto Ha TepanuuTte 3a BAX n cTpaternnTte 3a
neyeHne BbPXY NPEXMBAEMOCTTa Ce HYXKAaAT OT fONbI-
HUTesHa OLleHKa.

MoaBABaT ce nekapcTBa 3a 6enoapobHa apTepuanHa xu-
NepTOHMA, HACOYEHN KbM HOBM MbTULIA, U Bb3[eNCTBME-
TO Ha f,06aBAHETO Ha Te3n leKapCTBa BbPXy pesyntatute
TpAabBa ga 6bae oueHeHo B PKI.

PonAaTta Ha TexHuKWUTe 3a m3obpasasaHe Ha JK (exokap-
anorpadua, cMRI) npu gnarHocTULMpPaHeTo 1 cTpatudu-
uMpaHeTo Ha pucka npu BAX Tpsabsa fa 6bae npoyyeHa
fonbaHuTenHo. MNpeanoxeHnTe rpaHNYHM CTOMHOCTY 3a
cTpaTudmKauus Ha pucka TpAabBa fa 6bAaT KOPEKTHO Ba-
NVAMPAHN B MHOTOLIEHTPOBM NPOYYBaHUA.

Ponata Ha CPET B paHHaTa gmarHoctuka Ha BAX npwu
nonynauum C puck 3a passutne Ha BAX n 3a oueHka-
Ta Ha nporHo3aTta npu BAX Ha 6a3ata Ha KAMHUYHU U
XeMOAMHAMUYHU JaHHU Ce HyXXAae OT AONbJHUTENHN
npoyyBaHus.

Ponata Ha cTpec-exokapguorpadua n ICK ¢ HaToBapBa-
He Npu NauneHTn C puUck 3a passButne Ha BAX c natonoru-
yeH CPET, HoO HOpManHa exokapauorpama B Mokown, CbLo
ce Hy»K[jae oT JONbJIHNTENTHA OL|eHKa.

M3non3BaHeTo Ha MexaHUYHa LMpKynatopHa nogkpena,
ocobeHo npu obpatuma BX nnv npu nauneHTn c Hanpea-
Hana gacHa CH cbc cTpaTerna 3a usxop (kato LTx), TpA6Ba
fAa 6bAe NnpoyyvyeHOo JOMbIHNUTENHO.

Pasnukute B ecTecTBeHaTa eBOMIOLUA U OTroBOpa KbM
NeYeHneTo MexAay Bb3pacTHU U Jeua TpAabBa fa 6baat
NpoyYeHy AOMBAHUTENHO.

Heobxognmun ca gONbAHUTENHN NPOYYBaHMA 3a edeKkTu-
Te Ha PADN npu BAX v gpyru rpynu bX.

Bb3gencTBueTo Ha ob6ema, opraHmn3aumAaTa n ekcnepTunsa-
Ta Ha LeHTbpa BbPXY pe3ynTaTUTe OT IeYEHNETO Ce HYX-
flae oT AOMbJHUTENIHO NPOyYBaHe.

14.2. benoppo6Ha XNepTOHNA CBbp3aHa C

nesBocbppe4HO 3abonasaHe (rpyna 2)

JleyeHneTo Ha naumeHTn ¢ rpyna 2 bX ce Hyxpae oT go-
NBAHUTENHO NpoyuBaHe ¢ PKII.

Heob6xopumun ca JONbAHUTENHY U3C/IefiBaHUA 3a yNlecHA-
BaHe Ha HeuHBa3VBHaTa AMarHOCTMKa Ha CBbp3aHaTa C
HFpEF BX n pa3rpaHnyaBaHeTo 1 oT BAX.

PonAta Ha npoBokauuATa ¢ 06eMHO obpemeHsiBaHe U
TecToBeTe C HaTOBapBaHe 3a flemacKkunpaHe Ha nasa CH ce
Hy>jae OT AOMbJIHATENHO BaNuaupaHe.

Heobxoaumu ca JONbAHUTENHU NpoOyYBaHUs, GoKycupa-
HU Bbpxy PDE5i npu naymeHtn ¢ HFpEF n CpcPH deHoTun,
KOUTO Ce MpoBeXAaT B MOMeHTa.

EbekTute, KOMTO HOBUTE MepmkameHTn 3a CH (APHWU,
SGLT-2is) nmat Bbpxy BX upe3 o6paTtHO pemogenupaHe Ha
JIK, ce HyXX[aAT oT AONDBAHUTENHO U3CNefBaHe.

14.3. benogpo6Ha XMNepToHNA CBbp3aHa

c 6enogpo6HN 3a60naBaHNA n/unn
xunokcus (rpyna 3)

JNeyenueTo npu nauneHTn c BX rpyna 3 Tpa6sa aa 6bae npo-
yuyeHo fonbaHutenHo s PKI.

MpeunsnpaHeTo Ha peHoTMMnoBeTe We 6bae OT pellaBa-
O 3HAYEeHNe, TbIl KaTo Le NOCY»KM 3a OCHOBa 3a Npo-
BeXJaHEeTO Ha NpoyuYBaHuA.

KNMHMYHOTO 3HauyeHue 1 TepaneBTUYHUTE NOCNEnCTBUA
oT TexkaTa bBX npu 6enogpo6bHo 3abonABaHe TpabBa Aa
6baaT nscneaBaHu.

Heobxogummn ca AbAroCPOYHM AaHHU 3a edeKTUTe Ha
WHXANaTOPHUA TPenpoCTUHUA (M ApYyrn nekapcTea 3a
BAX) npu nauyveHTn ¢ bX, cBbp3aHa ¢ 6enogpobHO 3a-
6onsBaHe.

Bb3peicTBMeTo Ha xmunobapHaTa 1 XUNoKCMYHaTa cpeaa
Ha >150 MnanoHa Ay, XnBeewmn Ha HaAMOPCKa BMNCO-
ynHa >2500 m, Tpsi6bBa Aa 6bAe u3sicCHeHO u TpsibBa Aa
ce U3BbpLaAT NPOYyUYBaAHMA 33 OLEHKA Ha MOTeHLMaNHUTe
cTpaTeruu 3a neyeHue Ha bX.

14.4. XpoHnuHa Tpomb6oembonnyHa

6enoppo6Ha xunepToHus (rpyna 4)

PasrpaHruyaBaHeTo Mexay ocTbp U XpoHnyeH BE B 06pas-
HaTa guarHoctuka (KTIMA) Tpabsa na ce nogobpu.

Mpun nauyneHTn cbc cbmHeHue 3a CTEPH TpsbBa fga ce Ba-
nMavpa gmarHocTuyHaTa ponsa Ha OKT unu kapTtorpadu-
paHe c oaHa cyb6Tpakuusa B cpaBHeHune ¢ V/Q 6enoapob-
HaTa cymHTUrpadums.

TpsabBa fa ce ycTaHOBY ePeKTbT OT JlIeKapCTBeHaTa Tepa-
nuAa Bbpxy pesyntatute npu nauneHtute ¢ CTEPH.
LlenuTe Ha neueHneTo npu nauueHTtn ¢ CTEPH TpsbBa ga
6bAaT M3ACHEHU, THl KaTo BCe Olje He e ACHO fJanun Hop-
mManusupaHeto Ha mPAP n BCC Boagn go nopgobpeHun pe-
3ynrTatu.

PonsaTta Ha BIMA cnpsamo PEA TpsbBa fa ce U3sACHU JONbJI-
HUTENTHO: Koe JieyeHue npu Kon nayneHT? EKBMBaneHTHN
JIN Ca NpU NeYeHne Ha cermeHTHo/cy6cermeHTHO 3abonsa-
BaHe?

Mpu HeonepabunHa CTEPH vnu nepcuctupaia/peunn-
Brpawa bX cnep PEA TpabBa fa ce oueHW noTeHUManHaTta
pons Ha KOMOVHMpaHaTa Tepanus C fiekapcTea 3a bX.
PonAta Ha mefVKaMEHTO3HOTO NleyeHne KaTo MOCT KbM
WHTEPBEHLMOHANIHO 1 OMnepaTMBHO fevyeHne TpAbBa Aa
6bae oduLmanHo n3cneBaHa.

Heobxopumun ca paHfoMU3PaHy KOHTPONIMPaHW MpPoyY-
BaHMA 3a pa3rpaHuyaBaHe Ha edekTuTe oT PEA 1 paHHaTa
nocnefpatia pexabunurauma.

EdekTbT OT PEA, BMA 11 MeguKkameHTO3HaTa Tepanus npu
naymeHTn c CTEPD 6e3 BX He e ycTaHOBEH.

14.5. benogpo6Ha XMNEePTOHNA C HEACHN

n/unn mHOoropakToOpHN MeXaHN3MU
(rpyna 5)

HeobxoanmMu ca AOMbIIHUTENHN M3CNefiBaHMs, 3a fa ce Gop-
Mupa nosegeHneTo npu bX rpyna 5, Kato cBbp3aHaTa CbC
CKB BX n cBbp3aHa cbc capkomposa bX.
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15. MNocnannsa ,KakBo aa npaBum“ n ,,KakBo fla He NpaBMM” OT NpenopbKUTE

Mpenopbku Knac? HusoP

MpenopbKM 3a AsAcHa CbpAeYHa KaTeTepn3auus U Ba30peakTNBHO TeCcTyBaHe

DAcHa cbppeyHa KaTeTepusaumsa

MpenopbyBa ce n3BbpluBaHe Ha [ICK 3a noTBbpxAaBaHe Ha anarHo3ata bX (oco6eHo BAX unu CTEPH) 1 3a nognomaraHe Ha Tepa-
NeBTUYHNTE peLleHns
L

Mpu naumeHTn CbC cycnekTHa unm nssectHa bX ce npenopbyusa [ICK fa ce M3BBPLLUBA B OMUTHMW LIEHTPOBE

Mpenopbusa ce ICK aa BKNlOUBa MbJiHA OLIEHKA Ha XeMoMHamyKaTa 1 fja ce U3BbpLUBa NPV CNa3BaHe Ha CTaHAAPTV3VMPaHN NPOTOKOSN
BasopeakTuBeH Tect

BazopeaKTVBHO TeCTyBaHe ce mpenopbyBa npw nauveHTy ¢ I/H/DPAH 3a 0TKprBaHe Ha Te3u, KOUTO MoraT ia 6GbAaT IeKyBaHu C BUCOKM 1031 KA
MpenopbyBa ce Ba3opeaKTNBHO TeCTyBaHe fia Ce 13BbpLUBA B LieHTpoBe no bX

MonoxwuTenex OTroBOpP Mpu Ba3OPeaKTUBHO TeCyBaHe Ce npuema rnpu HamanAsBaHe Ha mPAP =10 mmHg [0 focTuraHe Ha abconioTHa

cToHOCT Ha MPAP <40 mmHg ¢ nosueH nnn HenpomeHeH CO®
3a u3BbpLUBaHE Ha Ba30PEaKTVBHO TECTyBaHe Cce NPenopbyBa MHXanaToPeH a3oTeH OKNC, MHXanaTopeH MNONPOCT AW i.v. eNONPOCTEHON

L
C
C
C
C

BasopeakTVBHO TecTyBaHe C Lien naeHTMPrKaumua Ha KaHamaaTn 3a Tepanua ¢ KA He ce npenopbysa npu nauueHTy ¢ BAX, pasnnyHa ot
I/H/DPAH, n npn bX rpynn 2, 3,41 5

MpenopbKy 3a ANarHoCTUYHa cTpaTerns
Exokapaunorpadus

EXOKap,E\I/IOFpad)VIﬂTa ce npenopbyBa KaToO HEMHBA3MBHO AMAarHOCTUYHO n3cnefBaHe OT NbPBa JIMHMUA NP CbMHEHNE 3a BX

MpenopbyBa ce fa ce onpefeny exokapanorpadckara BeposaTHOCT 3a BX Bb3 0cHOBa Ha abHopMHa TRV v HannumeTo Ha Apyru exokap-
auorpadckn npusHauw, npeanonarawm bX (8x. Tabauya 10)

MpenopbyBa ce NnofAbpKaHe Ha TeKylaTa rpaHuua 3a TRV (2,8 m/s) Ha exokapanorpadcka BepoATHOCT 3a BX, cbrnacHo akTyanmsupa-
HaTa XeMoAVHamMu4Ha AeprHULMA

Uso6passaBaHe

MpenopbuBa ce cUMHTUrpadua BeHTUNaLuma/nepdysmnsa nnmn nepdysmoHHo 6en1ofpobHO cKaHMpaHe Npu NauneHTn ¢ HeobsacHuma bX
3a oueHka Ha CTEPH

KT nynmoHanHa aHrnorpadua ce npenopbysa Npu ANarHOCTUYHO YTOYHABAHE Ha NALMEHTUN CbC CbMHeHue 3a CTEPH

I'Ipenop'buBaT Ce PYyTUHHN BMOXUMUYHY, XeMaTONOTNYHN, NMYHONOTMYHN n3cnenBaHus, HIV TecToBe 1 d)yHKLlI/IOHaﬂHI/I TeCToBE Ha Wn-
TOBUAHATa »KJie3a nNpu BCUYKM NayneHTn BAX, 3a pa ce I/I,E\EHTI/Id)I/ILlMpaT acouMmpaHn CbCTOAHNA

AbaomunHaneH ynTpasByk ce MpenopbyBa NPy CKPUHVHT 3a MopTaiHa X1NepTOHNA
Apyrn AnarHocTNYHN TecToBe

BenoppobHu dyHKuMoHanHM TecTose ¢ DLCO ce npenopbyBaT Npy MbpBOHaYanHaTa OLeHKa Ha naumeHTy ¢ bX

| i i i i ﬁlI

OTBOpEHa 1M TopakocKorncka 6enofpobHa 6roncus He ce MpenopbyBa Npu nauyeHTn ¢ BAX

MpenopbKu 3a CKPUHWUHT 1 NOA06GPEHO OTKPMBaHe Ha 6enoapobHa apTepmaiiHa XMNEPTOHNA 1 XPOHMYHa TpombGoembonuyHa 6enoapo6Ha XnepToHNsa
CncremHa ckneposa
Mpu naumeHTN cbe SSc ce NpenopbyBa exerofHa oLeHKa Ha prucka ot BAX

Mpy Bb3pacTHM NaLMEHTM CbC SSC C NPOABIMKUTENIHOCT Ha 3abonABaHeTo >3 roguHu, FVC =40% n DLCO < 60% 3a ngeHTudmumpaHe Ha
6e3cumnTomHy naumeHTn ¢ BAX ce npenopbusa anroputbmbT DETECT

Mpwv naumeHTn cbe SSc, Npy KOUTO 3ayXbT OCTaBa HEOBACHUM Crief HeMHBA3MBHA OLeHKa, ce npenopbysa [ICK 3a n3kniousaHe Ha BAX
CTEPH/CTEPD

Mpyv nauneHTy ¢ nepcucTrpaLla UM HOBOMOABIWA Ce AUCMHEN UM OTfpaHMYeHne Ha Gpr3nyeckaTa akTMBHOCT cnep BE ce mpenopbuBa
OOMbJIHATENHA AMArHOCTUYHa oueHKa 3a CTEPH/CTEPD

3a CMMNTOMHU NaLMEHTMN C HECbOTBETCTBALUM Nepdy3nMOHHN 6enoapobHn fedeKTr cnef 3-MmeceyHa aHTUKoarynauwys 3a octbp bE ce npeno-
pbyBa HacouBaHe KbM LieHTbp no PH/CTEPH cnep kaTo ce B3emat npeasup exokapavorpadckute pesyntatute, BNP/NT-proBNP n/unu CPET

Apyru

lpenopbuBa ce KOHCYNTUPaHe OTHOCHO pucka oT BAX 1 roguLleH CKPUHWHE NPY NnLa € NONIOXKMTENIeH TeCT 3a NpuunHAsawm bAX my-
Tauuu 1 NPy POAHUHK OT NbpBa CTeneH Ha nauneHTn ¢ HPAH

Mpwv nauneHTn, NoKasaHu 3a YepHOAPOOHa TpaHCNIaHTaUuA, exokapAauorpaduaTa ce NpenopbyBa KaTo CKPUHUHIOB TecT 3a BX
MNMpenopbKu 3a OLleHKa Ha TeXecTTa Ha 3a60NABaHeTO 1 pUCKa OT CMbPT NpM NauneHTu c 6enoapo6bHa apTepnanHa XunepToHus

MpenopbuBa ce fa ce oLeHN TeXecTTa Ha 3abonABaHeTo Npy NnauneHTn ¢ BAX Ypes naHen oT fJaHHW, NOyYeHN Ype3 KINMHUYHA OLieHKa,
TecToBe C HaToBapBaHe, BUOXUMUYHN MapKepy, exokapanorpadusa 1 XeMoaNHaMUYHN N3MepPBaHNA

l nl i i nll

Mpodwixasa
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lMpodwxeHue

MocTrraHeTo 1 NoAAbPXAHETO Ha HNCKOPUCKOB NMPodun Npu oNTUMU3MpaHa MefuKaMeHTO3Ha Tepanua ce NpenopbyBa KaTo Len Ha
neyeHuneTo npuv nauyneHTn c BAX

3a CTpaTVId)I/IKaLlVIﬂ Ha pucCKa Nno BpemMe Ha AnarHoCcTuynpaHeTo ce npenopbyBa M3MoN3BaHe Ha TPUCI0eH moaen (HUCBK, ymepeH n
BUCOK pI/ICK), KaTo Ce B3emart npeasng BCUYKN HaJIMYHW OaHHN, BKTIOUYNTENTHO XeMOANHaMMKaTa

3a cTpaTuduKaLuma Ha PrcKa Mo Bpeme Ha Npoc/ieasBaHe ce NPernopbyBa U3MoN3BaHETO Ha YETUPUCIOEH MOAeN (HNCHK, yMepeH-Hu- . .

CbK, YMEPEeH-BMCOK 1 BUCOK pUCK), 6asmpaH Ha OK no C30, 6MWD 1 BNP/NT-proBNP, ¢ LONbAHUTENHU NPOMEHNINBY, B3€TU NPeaBnA
npvi HEO6XOAUMOCT

MpenopbKu 3a 061wy mepKu 1 cneyuduyHmN o6cToATencTBa
06w mepKn

Mpwu nauneHTn c BAX Ha MeAMKaMeHTO3Ha Tepanus ce NPenopbYBaT KOHTPONMPaHU GY3NYECKN TPEHUPOBKM

Mpwu nauneHTn c BAX ce npenopbyBa NcnxocounanHa nogkpena
Mpu nauneHTn c BAX ce npenopbyBa nmyHmn3auma cpewy SARS-CoV-2, rpun u Streptococcus pneumoniae
Mpwn naunenTn ¢ BAX ¢ npusHaum Ha [IK HeJOCTaTbUHOCT 1 3aApbKKa Ha TEUHOCTM Ce MpenopbyBa JleueHne C AUypeTuK

Mpw nauneHTn c BAX, uneto aptepranHo KucnopofHo HanaraHe e 8 kPa (60 mmHg), ce npenopbyBa AbArocpoOYHa KUCIOPOAHA Tepam/md

N N N N N

Mpwv Hannyne Ha menﬂaop,ed)muwrua aHemuA npuv naumeHTn ¢ BAX ce npenopbyBa KOpeKL A Ha XXene3Hna cTatyc

Ynotpe6ata Ha ACEi, APB, APHW, SGLT-2i, 6eTa-6nokepu unu neabpaaviH He ce npenopbyBa Npu naumeHTr ¢ BAX, ocBeH ako He e Heob-
X0fu1Ma Nopaaun KOMOPOUAHOCTY (T.e. BUCOKO apTepuanHo HanAraHe, KOpoHapHa apTepuanHa 6onect, nesoctpaiHa CH nnv apntmum)

CneumnanHmn o6cToATencTBa

[punaraHeTo Ha KNCNOPOA MO BPeEME Ha MOJIET Ce NPENopPbYBa NPU NALMEHTH, KOUTO W3MON3BAT KNCIOPOA UV YMETO KUCTIOPOAHO
HansraHe B apTepuanHarta Kpba e 8 kPa (60 mmHg) Ha MOpCKOTO paBHuULLE

MpenopbKy Npu XKeHU € fleTepoAeH NoTeHunan

I'Ipenopqua Ce Ha XeHn c feTepoaeH noteHumnan n BAX pa ce OCUTYPAT ACHU CbBETK 3a KOHTPaLenuua, Kato ce B3emat npeasna nHan-
BUAyanHuUTe Hy>XAu Ha XeHaTta, HO CbLUo 1 (I)aKT'bT, ye nocniegnunTe OT HeyCrnelwHa KOHTpauenuua ca 3Ha4YnTenHn npun BAX

I'Ipenopqua ce XeHuTe c aeTepoeH noteHumnan n BAX pa 6'b,an KOHCYNTUPaHW Mo BpemMe Ha AnarHoCcTMumMpaHeTo OTHOCHO pUcKoBeTe
N HECUTYPHOCTTA, CBbP3aHN CbC 336peMeHﬂBaHETO; TOBa Tpﬂ6Ba [a BK/II0YBa CbBETU CpeLly SBGPEMEHﬂBaHe N Haco4YBaHe 3a NCnUxXosno-
rmyecka nogkpena, kKorato e HEOGXO,CWIMO

I'Ipenopqua ce xeHuTe ¢ BAX, KonTo cmATaT Aa 3a6p€MeHeﬂT mnn ca 336peM€HeﬂVI, Aa nonyyat cBOeBpeMeHHa KOHCyNnTayuAa B onnTeH
LueHTbp no bX 3a ynecHABaHe Ha reHEeTUYHOTO KOHCYNTUPaHe N CbBMECTHOTO B3eMaHe Ha peLleHnNA 1 3a OCUrypsaBaHe Ha ncmxonorunye-
CKa nogkpena Ha nauneHTuTe n TexHute CeMeNncTBa, Korato e Heo6xoaMmMo

3a xeHu c BAX, npu KONTo 6peMeHHOCTTa Ce NpeKbCBa, Ce nNpenopbyBa TOBa fla Ceé OCbLUeCTBABa B LLEHTPOBE No BX c ocurypsaBaHe Ha
ncuxonormyecka nogkpena Ha nauyneHTuUTe N TeXxHnuTe cemeicTBa

Tbih KaTo e foKknaaBaH TepaToreHeH noteHumnan B NnpeakAanHnyHu mogenu npun eHAoTeNIMHOBN peuenTopH aHTaroHNUCT U puouuryar,
Te3M NeKapcTBa He Cce nNpenopbyBaT Mo Bpeme Ha 6peMeHHOCT

N

MpenopbKu 3a neyeHne Ha BasopeakTUBHU NaLMEeHTU C MANONATNYHA, HacNeACTBEHa UK CBbp3aHa ¢ nekapcTBa 6enoapo6Ha apTepranHa XmnepToHus

Mpenopbusart ce Brcokun go3un KA npu naynentn ¢ UBAX, HPAH nnn DPAH, KonTo OTroBapAT Ha TecTa 3a OCTpa Ba30peaKkTUBHOCT C

MpenopbuBa ce BHMMaTENHO NpocsiefaBaHe C MbJiHa NpeoLeHKa cnep 3-4 meceua Tepanus (BkntountenHo ACK) npu naymenTtn c UBAX,

HPAH nnn DPAH, nekyBaHu ¢ BUcoku fosn KA <

MpenopbuBa ce npofbxKaBaHe Ha Bucokute gosv KA npu naumentn ¢ UBAX, HPAH nnn DPAH B | nnwn Il ®K no C30 ¢ noayepTaHo xemo-
AVHaMnyHo nogobpexmne (mPAP, 30 mmHg v PVR, 4 WU)

MpenopbyBa ce 3anoysaHe Ha Tepanua 3a BAX npu nauneHTn, kouto octasart B Il unu IV OK no C30 nnwv Takmnea 6e3 n3paseHo XxeMoau-
HaMWYHO nofobpeHmne cef BUCOKM go3u KA

KA He ce npernopbuBar npv nayneHTyi 6e3 nscneABaHe Ha Ba3opeakTUBHOCTTA UiV MPY HOHPECTOHAEPY, OCBEH KOraTo ca NpeAnvcaHu

o C
3a ApYrv nokasaHus (Hanp. peHomeH Ha PeiHo)

N

MpenopbKy 3a NbpBOHa4YanHa NnepopasnHa nekapcTBeHa KOM6MHMPaHa Tepanus 3a NaLMeHTN C MANONATUYHA, HaCNeACTBEHa NN CBbpP3aHa C ne-
KapcTBa 6enogpo6Ha apTepuanHa xunepToHua 6e3 CbNbTCTBALYM KaPANONYIMOHaNHN 3a6onasaHna®

MpenopbyBa ce MbpBOHayanHa KOMGMHUPaHa Tepanusa c aMbprceHTaH 1 Taganadun - B
MpenopbyBa ce MbpBOHayanHa KOMGUHUPaHa Tepanusa ¢ MaLMTeHTaH U Taganadun - B
He ce npenopbuBa HavyanHa KOM6VHVPaHa Tepanusa C MaLMUTEHTaH, Taganadun 1 cenekcunar - B

Mpenopbku 3a KOM6MHMPaHa Noce0BaTesHa JIeKapCTBEHA Tepanus Npy NauyueHTy C UANONaTUYHA, HacNe[CTBEHA UNW CBbP3aHa C IeKapcTBa
6enoapo6Ha apTepuanHa XunepToHns

°6I.I.|III npenopbKu 3a nocsiefqoBaTesiHa KOMGMHMPaHa Tepanusa

MpenopbuBa ce eckanaumaTa Ha NeyeHneTo fa ce 6as3vpa Ha PUCKOBa OLIEHKA M Ha OB cTpaTernmn 3a neyeHue (BUXKTe neyebHua
anroputbm)

N

[okasatencrBa ot npoy4yBaHunA c KOMGMHMpaHa Kpaﬁua TOUYKa 3a60ne3aemoc'r/cm‘bp1'uocr KaTo NbpBUYHa MAPKa 3a pe3ynTtat
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MpoodwxeHue

[lo6aBAHeTO Ha MauuTeHTaH Kbm PDESis unu nepopanHun/vHxanaTopHM aHano3mn Ha NpocTaumKAnH ce MpenopbyBa 3a HamanABaHe Ha
pucKa oT 3a6011eBaeMoCT/CMbPTHOCT

[lobaBAHETO Ha cenekcunar Kbm ERAf u/unu PDESis ce npenopbyBa 3a HAManABaHe Ha pUCKa OT 3a6051eBaeMOCT/CMbPTHOCT

[lobaBAHETO Ha NepopasieH TPenpoCTUHMA KbM MOHOoTepanua ¢ ERA nnu PDE5i/puouuryat ce npenopbysa 3a HamanAaBaHe Ha prcka ot
32601€BaeMOCT/CMbPTHOCT

He ce npenopbyusa fo6assHe Ha 603eHTaH KbM cuageHadmi 3a HamansiBaHe Ha pUCcKa OT 3a60/1eBaeMOCT/CMbPTHOCT
[loka3aTencrsa oT Nnpoy4YBaHuns c npomsiHa B 6MWD KaTo nbpBMYHa MspKa 3a pe3ynTar

[o6aBaHeTo Ha cunaeHadun KbM ernonpocTeHos ce NpenopbyBa 3a Nofo6psiBaHe Ha Gr3nYecKns KanayuTer
[llokazaTencrBa oT Nnpoy4YBaHus ¢ 6e3o0nacHOCT Ha KOM6GMHMpPaHaTa Tepanus KaTo OCHOBHa MAIpKa 3a pesynTar

He ce npenopbyBa KOM6MHMpPaHe Ha puouuryat u PDE5iY

MpenopbKiu 3a MHTEH3UBHO NeveHne Ha 6enoapo6Ha apTepunanHa XMnepToHns

Mpu neyeHne Ha naumeHTn ¢ gacHa CH B MO ce npenopbyBa Aa ce BKAOYAT leKapy C OMUT, Aa Ce NeKyBaT NpUYNHHMUTE GakTopw 1 Aa
ce 13Mon3BaT NoAAbPKaLUM MEPKU, BKIIIOUYMTENTHO MHOTPONY 1 Ba3onpecopy, 6anaHc Ha TEUHOCTUTE 1 NoAXoAALLM NekapcTBa 3a BAX

MpenopbKn 3a 6enoapo6Ha TpaHcNNaHTaUnA

MpenopbuBa ce NoTeHLMaNHO NOAXOAALMN KaHAMAATU Aa 6bAAT HaCOYeHM 3a oLeHKa 3a LTx, KoraTo umat HeajekBaTeH OTrOBOP KbM
nepoparsnHaTa KOMOUHMpPaHa Tepanyis, OLLEHEHO Ype3 yMePEH-BNCOK N BUCOK PUCK v puckos ckop REVEAL >7

MpenopbuBa ce Aa 6bAaT BKAOYEHM B IMCTaTa 3a LTX naumeHTn, KoMTo ca C BUCOK PUCK 3a CMbPT UK € puckos ckop REVEAL >10, Bbnpe-
K1 ONTUMMU3UPaHa MeAVKaMeHTO3Ha Tepanus, BK/oYBaLla S.C. UK i.v. NPOCTaLMKIVHOBY aHano3m1

Mpenopbku 3a 6enoAp06Ha apTepuasiHa XunepToHuA, CBbp3aHa C JieKapCcTBa WiIN TOKCUHN

lNpenopbuBa ce fa ce noctaBu AnarHo3a bAX, cBbp3aHa ¢ nekapcTBa UM TOKCUHK, NPY NaLMeHTH, KOUTO ca MManu CbOTBETHA eKCMo3M-
UMA N NPpY KOUTO Ca N3KNKYEHU APYTN NPUYNHN 3a BX

an/I naunmeHTn CbC CbMHEHKWE 3a CBbpP3aHa C NeKapcTBa NN TOKCUHN BAX, ce npenopbyBa, ako € Bb3MOXHO, He3abaBHO cnnpaHe Ha
npnynHUTEenAa

MpenopbKu 3a 6enoapo6bHa apTepnanHa XunepToHus, CBbp3aHa CbC 3a6onABaHe Ha CbeANHNTENHATa TbKaH

Mpu nauneHTn ¢ BAX, cBbp3aHa cbe CTH, ce npenopbyBa leyeHre Ha OCHOBHOTO 3abonABaHe CbrIacHO HaCTOALLUTE MPENOPbKM
Mpw naunenTn c BAX, cBbp3aHa cbc CTB, ce npenopbyBa CbLUMAT le4ebeH anropuTbM, KakTo npu nauymeHTn ¢ UIBAX
Mpenopbku 3a 6enogpo6bHa apTepmnanHa XunepToHusA CBbp3aHa Cc NopTanHa XunepToHusa

Exokapauorpadus ce npenopbyBa Npu NaureHTn C YepHOAPOOHO 3abonABaHe UM NopTanHa XMNePTOHNA C NPU3HALM UV CUMITOMU,
nopackassaly bX, 1 KaTo MHCTPYMEHT 3a CKPUHMHF NP NaLMeHT, OLEHABaHN 32 YepHOAPOOHa TpaHCMNAaHTaLMA UK 3a TpaHcoryna-
pPEeH NOPTOCUCTEMEH WHHT

MpenopbuBa ce naymeHtTute ¢ BAX, cBbp3aHa ¢ mopTanHa XMnepToHus, Aa 6bAaT HACOUBaAHV KbM LIEHTPOBE C OMUT B JIEYEHNETO U Ha
fiBeTe CbCTOAHNA

(g} N N ﬁI N N N N N

JlekapcTBata, ogobpeHu 3a BAX, He ce npenopbyBaT NPV NALMEHTU C MOPTaJHa XMNEPTOHUA 1 HeknacuduumpaHa bX (r.e. noBuweHo
mPAP, Bucok CO n HopmanHo PVR)

Mpenopbkn 3a 3aTBapsAHe Ha WbHTa NPY NALMEHTMN CbC CbOTHOWEHNE 6enofpo6eH KbM cMcTeMeH KpbBOTOK >1,5:1 Bb3 OCHOBa Ha U34MNCIEHOTO
6enoapo6HO CbA0BO CHNPOTUBJIEHNE

Mpwu naumenTn ¢ ASD, VSD unu PDA n PVR <3 WU ce npenopbuBa 3aTBapsiHe Ha LWbHTA

Mpwu naumernTn c ASD n PVR >5WU Bbnpeku neveHmeTo 3a BAX He ce npenopbyBa 3aTBapsiHe Ha WbHTA

Mpenopbku 3a 6enogpobHa apTepmanHa XunepToHUsA CBbp3aHN C BPOAEHM CbpAeYHM 3a6onABaHNA NpN Bb3pacTHU
OueHKa Ha pucka

MpenopbyBa ce oLeHKa Ha p1UcKa Npu NauyeHTu ¢ nepcuctupalla bAX cnep 3atBapsaHe Ha aedekTa

Jleuenne

BoseHTaH ce npenopbyBa NPY CUMMTOMHY NaLMEHTU CbC CMHAPOM Ha Eisenmenger 3a nogobpsaBaHe Ha Gr3nyeckms Kanaymtert

Mpw *keHn cbc cHApPOoM Ha Eisenmenger 6pemeHHOCT He ce npernopbyBa

Mpwv naumeHTn CbC CMHAPOM Ha Eisenmenger He ce npenopbyBa pyTrHHA GpeboToMMA 3a MOHMXKaBaHe Ha NOBULLEHWNA XEMAaTOKPUT
Mpenopbku 3a 6enoapo6bHa apTepmanHa XunepToHus C NPU3HaLM Ha BEHO3HO/KanuaspHO 3acAraHe

3a anarHocTuumpaHe Ha BAX ¢ npr3HaLm Ha BEHO3HO 1/vnu KanunapHo 3acaraHe (PVOD/PCH) ce npenopbyBa KOMOMHALMA OT KITMHUY-
HW [aHHW, pagnonornyHm Haxoaku, ATA, PFT n reHeTnyHoO n3cnepBaHe

NneHnTnounkaumaTa Ha 6ranenHa EIF2AK4 myTaums ce npenopbyBa C Liesl NOTBbPX/AaBaHe Ha AvarHosarta HacneacteeHa PVOD/PCH

L
C
A

C

MNpenopbuBa ce noaxoaawuTte nauneHtn ¢ PYOD/PCH pa ce HacouBaT 3a OLEeHKa KbM TPaHCMIaHTaLUOHEH LIeHTbP BegHara cnep no-
CTaBAHe Ha fjuarHosara

He ce npenopbuBa 6enofpobHa 6roncya 3a NoTBbpXKAaBaHe Ha AnarHosata PVOD/PCH C

Mpodwsixasa



92 Mpenopbku Ha ESC/ERS

lMpodwxeHue
MpenopbKu 3a negnaTpnyHa 6enoapo6bHa XunepToHns
Aeua

MpenopbuBa ce Aa ce N3BbPLIM AUArHOCTUYHO YTOUHABaHe, BKNouBawo [JCK 1 TecT 3a ocTpa Ba3opeakTMBHOCT, U AellaTta ¢ bX ga ce
NeKyBaT B LLleHTPOBe CbC cneunduyeH onut B negunatpryHata bX

I'Ipvl ndeuacbXce npenopbyBa UAOCTHO N3CneaBaHe 3a NOTBbPKAaBaHe Ha AnarHo3ata n cneumbquaTa eTnonorus (nofobHo Ha ToBa
npuv Bb3pacTHU, HO afanTUPaHO KbM B'b3paCTTa)

3a noTBbpxAaBaHe Ha AnarHosaTa bX ce npenopbusa ACK, 3a npegnountaHe npean 3anoysaHe Ha Tepanua 3a BAX

Mpwn peua c UBAX/HPAH ce npenopbuBa TeCT 3a OCTPa Ba30PEaKTUBHOCT, 3a fla Ce OTKPUAT Te31, KOUTO mMoraT Aa umart nonsa ot
Tepanua c KA

MpenopbyBa ce No NoAo6eH HauvH fa ce fednHUPa NONOXKMTENEH OTTOBOP NPW TECTYBaHE 3a OCTPa Ba3OPEaKTMBHOCT Mpu Aela
1 Bb3PaCTHU KaTo HamansaBaHe Ha MPAP =10 mmHg ao gocturaHe Ha abcontoTHa cToiHOCT Ha MPAP <40 mmHg, ¢ noBuweH nnn
HenpomeHeH CO

Mpu geua c BAX ce npenopbyBa TepaneBTWYHa CcTpaTterus, 6asvpaHa Ha puckoBaTta cTpaTudMKaLuua U OTrOBOPa KbM JIeUEHMeTo,
eKcTpanosnmpaxa oT Ta3u Npy Bb3PacTHW, HO aAanTMpaHu KbM Bb3pacTTa

lpenopbuBa ce MOHMTOPMpPaHe Ha OTrOBOPa KbM JleyeHreTo npu geua c BAX upes cepuiiHa oLleHKa Ha CbBKYMHOCT OT JaHHK, NoJiyye-
HV OT KJIMHUYHA OLieHKa, exoKkapamnorpadcka oLieHKa, BMOXMMUYHN MapKepy 1 TeCTOBE C HaTOBapBaHe

Kbpmauerta

MpenopbyBa ce CKPUHMPaHe Ha KbpmayeTa ¢ 6poHXoMnyIMoHanHa gucnnasus 3a bX

Mpu KbpmaueTa ¢ (MM € pUCK OT) bpoHXoNyIMOHanHa Ancnnasusa n bX ce npenopbuBa neveHmne Ha 6enoapobHO 3abonAaBaHe — BKNIOYMN-
TENIHO XMMOKCUA, aCNVpPaLna U CTPYKTYPHO 3abonABaHe Ha AnXaTesHUTe MbTULa — Y ONTUMM3NPaHe Ha AvxaTesHaTa noaKpena npeam
3anoyBaHe Ha Tepanua c BAX

MpenopbKu Npu nyAMoHaNHa XUNepTOHUA, CBbp3aHa C IeBOCTPaHHa CbpAeYHa 6onecr

Mpwv nayneHtn ¢ LHD ce npenopbyBa ONTUMM3VIPAHE Ha JIEYEHMETO HAa OCHOBHOTO 3abosiABaHe, Npean 4a ce B3emMe npeasug oLeHkKa
Ha nogo3supaHata bX

JCK ce npenopbyBa Npu cbMHeHwue 3a bX npu naumenTn c LHD, ako nognomara B3eMaHeTo Ha TepaneBTUYHU pelueHna

[CK ce npenopbyBa Npv NaLMeHTN ¢ BUCOKOCTEMEHHa TPUKYCNAaNnHa peryprutauma ¢ unu 6e3 LHD npefun xvpypriiHa unm nHtep-
BEHLMOHHA KOPEeKLVA Ha KnanaTa.

Mpu naumeHTy ¢ LHD 1 cbmHeHve 3a BX ¢ xapakTepuCTUKM Ha TeXKa NpeKanuiapHa KOMNoHeHTa n/unv mapkepu 3a IK aucdyHkuma ce
npenopbyBa HacoOYBaHe KbM LieHTbP No BX 3a nbJiHa AnarHocTnyHa oLeHKa

Mpw naumerTn ¢ LHD 1 CpcPH ¢ Texxka npekanunsapHa KommnoHeHTa (Hanp. PVR >5 WU) ce npenopbyBa UHANBMAYaNN3MPaHO fleveHne

KoraTto nauveHTn ¢ BX n MHoxecTBO prckoBu daktopu 3a LHD, kouto nmat HopmanHo PAWP B nokoii, HO aGHOpPMeH OTroBOP KbM
du3nyecko HaToBapBaHe UK obpemeHABaHe C TEYHOCTW, Ce NIeKyBaT ¢ lekapcTea 3a bAX, ce npenopbyBa BHUMaTENHO NpociefaBaHe

JlekapcTBa, opobpeHn 3a BAX, He ce npenopbyBaT Npu PH-LHD"
MpenopbKku 3a 6enoapo6Ha xMnepToHus, CBbp3aHa c 6enogpo6Ho 3a6onsaBaHe n/Mnu XMNoKcna

AKoO npu naumeHTy ¢ 6enogpobHo 3abonsABaHe ce nopo3vpa bX, ce nponopbusa Aa ce Hanpasw exokapanorpadus n pesyntatute ga
ce HTepnpeTupart 3aegHo c AlA, PFT, BkniountenHo DLCO, n KT

I'Ipvl naymeHTn c GGHORPO6HO 3abonsABaHe U CbMHeHue 3a bX ce npenopbyBa ONTUMU3MPAHE Ha JIeYEHUETO Ha NOoAJIeXalloTo 6eno-
,Elp06H0 3abonABaHe 1, KOraTo MMa NokasaHus, Ha XUMOKCEMUATA, AVXaTeNIHNTe HapyLlweHna no BpemMe Ha CbH n/vnn anBeoslapHaTa
XnnoBeHTuIauna

Mpwu naureHTn c 6enoapobHo 3abonsBaHe n CbMHEHNE 3a TeXKa BX unu Korato nmMa HecMrypHoCT No OTHOLLEHNKe Ha JleyeHmneTo Ha bX,
ce npenopbyBa HaCOUYBaHe KbM LIeHTbp Mo bX'

i i i In i i i ﬁ. .I i i i i i i i

Mpu nauneHTn ¢ 6enoapobHY 3a6onaBaHNA 1 Texka bX ce npenopbyBa NHAMBUAYaNV3VIPaH NOAXOA B IEYEHNETO
Mopxoaswy nauneHTn c 6enoapobHo 3abonssaHe 1 bX ce npenopbyBa fa ce Haco4ar 3a oueHKa 3a LTx

Mpw nauyeHTn ¢ 6enofpobHo 3abonsBaHe 1 CbMHeHwe 3a bX ce npenopbusa [ICK, ako ce oyakBa pesynTaTuTe fa NOANOMOrHaT Tepa-
NeBTUYHUTE peLueHus

YnoTpebata Ha ambpuceHTaH He ce mpenopbyBa Npu NaymeHTu ¢ bX, cebp3aHa c IPF

YnoTpebaTta Ha puoLuryat He ce npenopbyBa Npwv naumeHTn ¢ bX, cebp3aHa c lIP

ﬁII i

Ynotpebata Ha MefirkameHTU 3a BAX He ce npenopbyBa Npyv NauneHTn ¢ 6enonpobHo 3abonAaBaHe N HeTeXKa BXk

MpenopbKM 3a XxpoHM4Ha TpoMm6oembonuyHa 6enogpo6bHa XMNepToHUs U XpOHUYHaA Tpom6GoembonnyHa 6enoapo6Ha 6onect 6e3 6enogpobHa
XUNepToHNA

CTEPH

Mpwu Bcnukm nauneHTn ¢ CTEPH ce npenopbyBaT OXKMBOTHO TepaneBTUYHM 403U aHTUKOArynaHTmn - C
Mpw naunenTn ¢ CTEPH ce npenopbuBa n3cnenBaHe 3a aHTudochonunmaeH CUHAPOM - C
Mpu naunentn ¢ CTEPH n aHTdochonunuaeH cHapom ce npenopbysa aHTKoarynauma ¢ VKA - C

Mpodwixasa
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lMpodwxeHue

Mpenopbusa ce Bcnuky nauneHTy ¢ CTEPH pa 6baat pasrnepanm ot ekun 3a CTEPH 3a oueHKa 3a MynTUMOAANHO JleyeHne

PEA ce npenopbuBa KaTo fieyeHne Ha n3bop npwv nayneHTn ¢ CTEPH n prbpo3Hm o6cTpyKLmmn B 6enoapobHMTE apTepnm, AOCTBIHA 3a
onepauus

BIMA ce npenopbyBa Npwv NaumneHTH, KOUTO ca TEXHUYECKN HeonepabunHy nnv nmat octatbyuHa BX cnepg PEA u gnctanHim o6cTpyKumn,
nogxoaawm 3a blrnA

Pvouuryat ce npenopbysa Npy CUMNTOMATUYHM NaUMEHTN ¢ HeonepabunHa CTEPH nnn nepcuctupalya/pekypertHa bX cneg PEA

MpenopbuBa ce abnrocpouHo npocneaasaHe cnep PEA n BIA, kakTo 1 npu nauneHTn ¢ CTEPH Ha mearikameHTO3Ha Tepanua
MNMpenopbKu 3a LLeHTpoBe No 6enoApo6Ha XMNepToOHNA

I'IpenopbuBa ce ueHTpoBeTe no BbX pa NpPefoCTaBAT rPUXKKU OT MyNTUANCLUUNTINHaPEeH ekun (Kap,qmonor, nynamonor, peemartonor, meamn-

LIMHCKa CecTpa, PEeHTIreHOOr, MCUMXoiornyecka 1 couyanta nogkpena v NoaxoAALla eKCcrnepTmn3a Ha pasnosnoxeHune) e
MpenopbuBa ce LieHTpoBeTe No BX Aa MmMaT JUPEKTHN BPb3KU 1 anropuTbm 3a 6bp30 HacouBaHe KbM ApYry ycyru (KaTo reHeTUYHO c
KoHcynTupaHe, PEA/BMA, LTx 1 cny»6a 3a BpoaeHu CbpfeyHn 3a60naBaHNA Npu Bb3pacTHK)

MNpenopbusa ce LeHTpoBeTe nNo bX Aa nogabpKaT NaLUNEHTCKN PerncTbp C
Mpenopbusa ce LeHTpoBeTe nNo bX Aa cn CbTpyAHUYAT C NALMEHTCKATE OpraHm3aunm C

6MWD, N3BBPBAHO Pa3CTOAHME B 6-MVUHYTHUA TECT C XofeHe; ATA, apTepuaneH KpbBHO-ra3oB aHanus; AKEW, nHXn6MTOp Ha aHrMOTEH3UH-KOHBEPTMPALLNA EH3UM;
APB, aHrnoTeH3uH peuentopeH 6nokep; APHV, aHroTeH3nH peLlenTopeH Henpunmn3nHoB NHxMoMTOpP; ASD, MexxaynpencbpaeH centaneH aedekt; BNP/NT-proBNP,
MO3bYeH HaTpuypeTuyeH nentua/N-TepMrHaneH Mo3byeH HaTpuypeTudeH nponentua; BA, 6anoHHa nynMoHanHa aHrmonnactTuka; KA, Kanuues aHTaroHUCT;
CpcPH, kombuHMpaHa nocT- n npekanunapHa 6enoapobHa xuneptoHus; CPET, kapanonynmoHaneH TecT ¢ HaToBapBaHe; KT, komnioTbpHa Tomorpadus; CTb, cbean-
HUTENHO-TbKaHHa 6onecT; CTEPD, xpoHnyHa TpomboembonuyHa 6enogpobHa 6onect; CTEPH, xpoHnuyHa TpomboembonmyHa 6enoapobHa xuneptoHns; DLCO, aun-
dy3noHeH KanaymteT Ha 6ennTe apoboBe 3a BbrnepoaeH MoHOKCUA; ERA, enfjotennH peuenTtopeH aHTaroHuct; FVC, dopcupaH ButaneH kanaymteT; CH, cbpaeyHa
HefocTaTbyHOCT; HFpEF, cbpaeyHa HeAOCTaTbYHOCT CbC 3ana3eHa n3tnackaalla ppakuus; HIV, yosewkmn nmyHogepuunteH Bupyc; HPAH, HacnencteeHa 6enoppo6-
Ha apTepuasnHa xunepToHus; MO, 3BeHO 3a NHTEH3UBHO neyeHwe; I/H/DPAH, nanonatuyHa, HacnefCcTBEHa, CBbp3aHa C lekapcTBa 6enoapobHa apTepuanHa xunep-
ToHus; IIP, avonaTMuHa MHTepcTMUManHa nHeemoHus; VIBB, nHtepctuymanta 6enopapobHa 6onect; IBAX, nguonatnyHa 6enofgpobHa aptepuanHa xmnepToHus; IPF,
npmonatuyHa 6enofpobHa ¢prbpo3a; iv., BeHo3Ho; LHD, neBocTpaHHa cbpaeyHa 6onecT; LTx, 6enofpobHa TpaHcnnaHTaumsa; mPAP, cpefjHO nyfiMOHanHo apTepu-
anHo HansaraHe; bAX, 6enogpo6Ha apTepuanHa xvunepToHus; PAWP, BKNMHeHo HansAraHe B 6enofgpo6Hata aptepus; PCH, 6enogpobHa kanunapHa XxeMaHrmomarosa;
PDA, npoxoanm ayKTyc apteprosyc; PDE5Si, docdopnectepasa 5 nHxubutop; BE, 6enogpober embonumsbm; PEA, nynMmoHanHa engaptepektomus; PFT, nynmoHanHm
dyHKLMOHanHM TecToBe; BX, 6enoapobHa xuneptorus; BX-LHD, 6enoppobHa x1nepToHUs cBbp3aHa ¢ IeBoCTpaHHa cbpaeyHa 6onect; PVOD, 6enoppobHa BEHOO-
Kny3usHa 6onect; BCC, 6enoapobHo cbaoBo cbnpoTtuenerune; ACK, aacHa cbpaeyHa KateTepusauus; 1K, necHokamepeH; s.c., NOAKOXHO; SGLT-2i, HaTpuiA-rntoko3a
KOTpaHcnopTep-2 MHXMbUTop; SSc, crctemHa ckneposa; TRV, ckopocT Ha TpukycnuaanHata peryprutauus; VKA, ButamuH K antaronncT; VSD, mexaykamepeH centa-
neH pedekt; OK no C30, dyHKUMOHaneH Knac no CBeToBHaTa 3apasHa opraHusauyus; WU, eamHmum no Wood.

@Knac Ha npenopbKkuTe.

b Hugo Ha [OKa3aTeNncTBEHOCT.

¢ TecTyBaHe TpA6Ba Aa ce M3BBPLUM 1 NPU NALMEHTH C N3x0aHO MPAP <40 mmHg, KaTo ce npunarat CbluUTe KPUTEPUI 3a OTFOBOP.

9 Hait-manko ABYKPaTHO 13MepBaHe.

€ KapanonynmoHanHyn KoMop6UAHOCTI Ce cpelaT NpeaMMHO NPy NaLyeHTy B HanpeaHana Bb3pacT 1 BKIloYBaT puckosu paktopu 3a HFpEF KaTo 3aTnbcTaBaHe,
[1abeT, KopoHapHa 6onecT Ha CbpLETO, aHaMHe3a 3a X1NepToHUsA n/unm HuCHK DLCO.

FERA, nanonssamn s npoyysaHe GRIPHON, ca 603eHTaH 1 ambpuceHTaH.

9 MpoyusaHeTo PATENT plus n3cnesnsa KoMbrHaLMATa OT cungeHadun 1 pUoLmryat; Ho KOMGMHMPAHETO Ha PUOLMTYaT € KOWTo 1 Aa e PDESi e npoTuBONoKasaHo.

h NnenTudurumpanm ca onaceHms 3a 6esonacHocT, korato ERAs ca 6unu nsnonssanm npu nauveHtn cbc CH (HFpEF n HFYEF cbe unu 6e3 bX) n korato cunpgeHadun e
611N M3M0N3BaH NPy NaLMeHTM C nepcucTmpalya bX cnes Kopekuma Ha KnanHo CbpAeuHo 3abonaBaHe.

"B mpeanHua cnyuain oueHkaTa TpsbBa fa ce Npasy, KOraTo NaLMeHTBT € KIIMHNYHO CTabUeH, Thid KaTo ek3auep6aumnTe MoraT 3HauMTe HO Aa MOBULLAT HaNAraHETo
8 6enogpobHata apTepuA.

) Tasn npenopbka He ce oTHacA 3a NaLyeHT B KpaeH cTagui Ha 6en1oapo6Ho 3abonsBaHe, KOUTO He Ce CYMTaT 3a KaHauaaTy 3a LTx.

KToga He BntouBa MNHXanaTopeH TPenpPOCTUHIIL, KONTO 61 MOrb Aa ce MMa npeasug npu nauneHTu ¢ bX, cebp3aHa c VBB, He3aBrcMO oT TexecTTa Ha bX.

MNocnaHunsa ,KakBo aa npaBum” mn ,KakBo pga He npaBum”, paspaboteHn B
pamkata GRADE: , Ot gokasarencrea Ao peweHuna”

GRADE
T KauectBoHafo-  Cuna Ha npeno- Knac? Husob
KasaTencrBata pbKuUTe
Mpwn naunenT c UBAX/HPAH/DPAH, KOUTO Ca C HACHK MM YMEPEH PUCK 3a CMBPT, ce npe-
. Hucko YcnoBHa
nopbyBa MbpBOHavanHa KoMbuHpaHa Tepanua ¢ PDE5i n ERA
He ce npenopbuBa ynotpe6a Ha PDE5i npu nauveHTn ¢ HFpEF n nsonupaxa noctkanunapHa bX Hwncko YcnoBHa - C
He ce npenopbusa ynotpeba Ha PDES5i npv nauneHTn c BB 1 HeTexka BX MHoro Hucko YcnoBHa - C

DPAH, 6enofpo6Ha apTepuanHa XxmnepToHus, CBbp3aHa ¢ ekapcTtsa; ERA, eHpoTenuH peuentopeH aHTaroHncT; HPAH, HacnepcTeeHa 6enofpobHa aptepuan-
Ha xunepTtoHus; HFpEF, cbpaeyHa HefoCTaTbYHOCT CbC 3amna3eHa ustnackealla dpakuus; VIbb, nitepcTrumnanta 6enogpobHa 6onect; PDESI, docdoamnectepa-
3a 5 uHxnbuTop; bX, 6enofpobHa XxMNepToHUs.

@ Knac Ha npernopbKuTe.

b Hueo Ha fokasaTencTeHoCT.
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16. Noka3aTenun 3a KauecTBoO

NHpnkaTopmuTe 3a KauecTBo (Ql) ca MHCTPYMEHTH, KOUTO MoraT
[la ce U3Mos3BaT 3a OLEHKA Ha KaueCTBOTO Ha FPUKUTE, BKITIOUM-
TEJNIHO CTPYKTYpaTa, NpoLecuTe 1 KANHUYHUTE pesyntaTtn.’ Te
MoOraT CbLLO Taka Aa C/y»aT KaTo MexaHU3bM 3a noaobpsBaHe
Ha NPUABPKAHETO KbM NPEMNOPBKUTE Ype3 CBbP3aHN UHMLMA-
TMBW 3a Nofo6pABaHE Ha KAYeCTBOTO U CPaBHUTENEH aHANM3 Ha
nocTtaBumumTe Ha rpuxkin.t4884° Ponarta Ha Qls 3a nogo6psaBaHe
Ha rpwXmTe 1 pesynTaTuTe 3a CbpheUYHO-CbAoBUTE 3abonABa-
HUA BCe MoBeYe Ce Npr3HaBa OT 34paBHUTe BRacTu, npodecno-
HasHUTe OpraHM3aumu, nnaTyuTe u obulecteeHocTTa. 84

EK[] pa3bupa Heo6xoaMMOCTTa OT U3MEPBAHE U OTYMTaHe
Ha KayecTBOTO W pe3ynTatute OT CbpPAEYHO-CbAOBUTE FPUXKN
N e pa3paboTnno MeTOAM 3a Cb3faBaHe Ha eBponenckn Qls
3a KOJIMYEeCTBEHO oMnpefenaHe Ha rpukuTe U pesyntatuTte 3a
CbpieuHo-cbaoBuTe 3abonasanuna.’¥’ Kbm gHewHa fgata EK[
e paspaboTmno kKomnnekcn ot Ql 3a peanua cbpaeuyHO-CbLO-
BU 3a60naBaHnA®0852 1 ry e BKMOUMIO B CbOTBETHUTE npe-
MOPBbKM 33 KNMHWYHATA NpakTuKa Ha EK[].27477853854 EKIT uenn
OCBeH TOBa fla MHTerpupa csoute Qls B KANUHUYHU perncTpu
kaTo EurObservational Research Program n European Unified
Registries On Heart Care Evaluation and Randomized Trials
(EuroHeart) project®®, 3a na npenocTaBu AaHHW OT peanHusA
CBAT 3a MoJenMTe 1 pe3ynTatute OT FPUXKnTe 338 CbpAeYHO-Cb-
noBu 3abonasaHusA B uAna Epona.

YcnopeaHo ¢ HanMcBaHETOo Ha Te3u MNpenopbKu 3a KAMHWY-
Ha MpakTyKa belle 3anoyYHaT npouec Ha paspaboTtBaHe Ha Qls
3a naymeHTn ¢ bX upes nsnonssaHe Ha meTogonormATa Ha EK]
1 Ype3 CbTPYAHNYECTBO C eKCnepTu B obnactta 1 Acouymaumnata
3a CbpAeyHa HepocTaTbyHOCT Ha EK/. TakmBa Qls morat ga ce
M3M0N3BaT 3a OLiEHKA Ha KAaYeCTBOTO Ha FpvXKUTe 3a NaLMeHTU C
BX 1 paBaT Bb3MOXHOCT 3a ynaBsAHe Ha BaXXHW acMeKTu Ha npe-
[oCTaBAHETO Ha rpwxu. Tesm Qls, 3aegHo CbC cneyundukalymmTe
1 npoveca Ha pa3paboTka, we 6baat NyonnKyBaHn OTAENHO.

17. JonbAHNTENHN AaHHN

[onbnHUTENHN JaHHWM ca pocTbnHU B European Heart Journal
OHMAMH BKJIUUTESTHO BKJIIOUUTESIHO KHOYOBMW OMMUCATENHN Bb-
npocwu (1-8) and PICO Bbnpocu (I-1V).

18. [leknapauuna 3a HaAJIMYHOCT Ha
BaHHN

He ca reHepupaHn UWnn aHanansnpaHn HOBM AaHHW B NogKpena
Ha TOBa n3cnegBaHe.

19. Undopmauma 3a asTopuTe

ABTopu/YneHoBe Ha paboTHaTta rpyna: Marc Humbert¥,
Faculty of Medicine, Université Paris-Saclay, Le Kremlin-Bicétre,
France, Service de Pneumologie et Soins Intensifs Respiratoires,
Centre de Référence de I'Hypertension Pulmonaire, Hépital
Bicétre, Assistance Publique Hoépitaux de Paris, Le Kremlin-
Bicétre, France, INSERM UMR_S 999, Hopital Marie-Lannelongue,
Le Plessis-Robinson, France; Gabor Kovacs, University Clinic of
Internal Medicine, Division of Pulmonology, Medical University
of Graz, Graz, Austria, Ludwig Boltzmann Institute for Lung
Vascular Research, Graz, Austria; Marius M. Hoeper, Respiratory

Medicine, Hannover Medical School, Hanover, Germany,
Biomedical Research in End-stage and Obstructive Lung Disease
(BREATH), member of the German Centre of Lung Research
(DZL), Hanover, Germany; Roberto Badagliacca, Dipartimento
di Scienze Cliniche Internistiche, Anestesiologiche e
Cardiovascolari, Sapienza Universita di Roma, Roma, ltaly,
Dipartimento Cardio-Toraco-Vascolare e Chirurgia dei Trapianti
d’Organo, Policlinico Umberto I, Roma, Italy; Rolf M.F. Berger,
Center for Congenital Heart Diseases, Beatrix Children’s
Hospital, Dept of Paediatric Cardiology, University Medical
Center Groningen, University of Groningen, Groningen,
Netherlands; Margarita Brida, Department of Sports and
Rehabilitation Medicine, Medical Faculty University of Rijeka,
Rijeka, Croatia, Adult Congenital Heart Centre and National
Centre for Pulmonary Hypertension, Royal Brompton &
Harefield Hospitals, Guys & St Thomas’s NHS Trust, London,
United Kingdom; Jern Carlsen, Department of Cardiology,
Copenhagen University Hospital, Rigshospitalet, Copenhagen,
Denmark, Department of Clinical Medicine; Faculty of Health
and Medical Sciences, University of Copenhagen, Copenhagen,
Denmark; Andrew J.S. Coats, Faculty of Medicine, University
of Warwick, Coventry, United Kingdom, Faculty of Medicine,
Monash University Melbourne, Australia; Pilar Escribano-
Subias, Pulmonary Hypertension Unit, Cardiology Department,
Hospital Universitario 12 de Octubre, Madrid, Spain, CIBER-CV
(Centro de Investigaciones Biomédicas En Red de enfermedades
CardioVasculares), Instituto de Salud Carlos Ill, Madrid, Spain,
Facultad de Medicina, Universidad Complutense, Madrid, Spain;
Pisana Ferrari (Italy), ESC Patient Forum, Sophia Antipolis,
France, AIPI, Associazione Italiana Ipertensione Polmonare,
Bologna, ltaly; Diogenes S. Ferreira, Alergia e Imunologia,
Hospital de Clinicas, Universidade Federal do Parana, Curitiba,
Brazil; Hossein Ardeschir Ghofrani, Department of Internal
Medicine, University Hospital Giessen, Justus-Liebig University,
Giessen, Germany, Department of Pneumology, Kerckhoff
Klinik, Bad Nauheim, Germany, Department of Medicine,
Imperial College London, London, United Kingdom; George
Giannakoulas, Cardiology Department, Aristotle University of
Thessaloniki, AHEPA University Hospital, Thessaloniki, Greece;
David G. Kiely, Department of Infection, Immunity and
Cardiovascular Disease, University of Sheffield, Sheffield, United
Kingdom, Sheffield Pulmonary Vascular Disease Unit, Sheffield
Teaching Hospitals NHS Foundation Trust, Sheffield, United
Kingdom, Insigneo Institute, University of Sheffield, Sheffield,
United Kingdom; Eckhard Mayer, Thoracic Surgery, Kerckhoff
Clinic, Bad Nauheim, Germany; Gergely Meszaros (Hungary),
ESC Patient Forum, Sophia Antipolis, France, European Lung
Foundation (ELF), Sheffield, United Kingdom; Blin Nagavci,
Institute for Evidence in Medicine, Faculty of Medicine and
Medical Center, University of Freiburg, Freiburg, Germany; Karen
M. Olsson, Clinic of Respiratory Medicine, Hannover Medical
School, member of the German Center of Lung Research (DZL),
Hannover, Germany; Joanna Pepke-Zaba, Pulmonary Vascular
Diseases Unit, Royal Papworth Hospital, Cambridge, United
Kingdom; Jennifer K. Quint, NHLI, Imperial College London,
London, United Kingdom; Goran Radegran, Department
of Cardiology, Clinical Sciences Lund, Faculty of Medicine,
Lund, Sweden, The Haemodynamic Lab, The Section for Heart
Failure and Valvular Disease, VO. Heart and Lung Medicine,
Skane University Hospital, Lund, Sweden; Gerald Simonneau,
Faculté Médecine, Université Paris Saclay, Le Kremlin-Bicétre,
France, Centre de Référence de I'Hypertension Pulmonaire,
Hopital Marie-Lannelongue, Le Plessis-Robinson, France;
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Olivier Sitbon, Faculty of Medicine, Université Paris-Saclay,
Le Kremlin-Bicétre, France, Service de Pneumologie et Soins
Intensifs Respiratoires, Centre de Référence de I'Hypertension
Pulmonaire, Hopital Bicétre, Assistance Publique Hopitaux de
Paris, Le Kremlin-Bicétre, France, INSERM UMR_S 999, Hépital
Marie-Lannelongue, Le Plessis-Robinson, France; Thomy Tonia,
Institute of Social and Preventive Medicine, University of Bern,
Bern, Switzerland; Mark Toshner, Heart Lung Research Institute,
Dept of Medicine, University of Cambridge, Cambridge, United
Kingdom, Royal Papworth NHS Trust; Jean-Luc Vachiery,
Department of Cardiology, Pulmonary Vascular Diseases and
Heart Failure Clinic, HUB Hopital Erasme, Brussels, Belgium;
Anton Vonk Noordegraaf, Pulmonology, Amsterdam UMC,
Amsterdam, Netherlands.

* Marc Humbert is supported by the Investissement d’Avenir
programme managed by the French National Research Agency
under the grant contract ANR-18-RHUS-0006 (DESTINATION 2024)

20. NMpunoxxeHune

EKA/EPA rpyna 3a Hay4HN AJOKYMEHTN
BkniouBa peLieH3eHTN Ha JOKYMEHTU U HaLMOHAHN KapAnono-
rmyHu gpyxectsa B EK/.

PeueHseHT Ha pokymeHTn: Markus Schwerzmann (ESC
Review Coordinator) (Switzerland), Anh-Tuan Dinh-Xuan (ERS
Review Coordinator) (France), Andy Bush (United Kingdom),
Magdy Abdelhamid (Egypt), Victor Aboyans (France), Eloisa
Arbustini (Italy), Riccardo Asteggiano (ltaly), Joan-Albert
Barbera (Spain), Maurice Beghetti (Switzerland), Jelena
Celutkiené (Lithuania), Maja Cikes (Croatia), Robin Condliffe
(United Kingdom), Frances de Man (Netherlands), Volkmar Falk
(Germany), Laurent Fauchier (France), Sean Gaine (Ireland),
Nazzareno Galié (Italy), Wendy Gin-Sing (United Kingdom), John
Granton (Canada), Ekkehard Griinig (Germany), Paul M. Hassoun
(United States of America), Merel Hellemons (Netherlands), Tiny
Jaarsma (Sweden), Barbro Kjellstrom (Sweden), Frederikus A.
Klok (Netherlands), Aleksandra Konradi (Russian Federation),
Konstantinos C. Koskinas (Switzerland), Dipak Kotecha (United
Kingdom), Irene Lang (Austria), Basil S. Lewis (Israel), Ales Linhart
(Czech Republic), Gregory Y.H. Lip (United Kingdom), Maja-Lisa
Lachen (Norway), Alexander G. Mathioudakis (United Kingdom),
Richard Mindham (United Kingdom), Shahin Moledina
(United Kingdom), Robert Naeije (Belgium), Jens Cosedis
Nielsen (Denmark), Horst Olschewski (Austria), Isabelle Opitz
(Switzerland), Steffen E. Petersen (United Kingdom), Eva Prescott
(Denmark), Amina Rakisheva (Kazakhstan), Abilio Reis (Portugal),
Arsen D. Risti¢ (Serbia), Nicolas Roche (France), Rita Rodrigues
(Portugal), Christine Selton-Suty (France), Rogerio Souza (Brazil),
Andrew J. Swift (United Kingdom), Rhian M. Touyz (Canada/
United Kingdom), Silvia Ulrich (Switzerland), Martin R. Wilkins
(United Kingdom), and Stephen John Wort (United Kingdom).

HauvoHanHn KapAnonornyHM apy»KecTBa y4yacTBany akTuBs-
HO B npoueca Ha peueH3upaHe Ha lpenopbku 2022 Ha EK[/
EP[] 3a grarHocTMKa 1 neveHne Ha 6enofpobHaTa XMNepToHUA:
Algeria: Algerian Society of Cardiology, Messaad Krim; Armenia:
Armenian Cardiologists Association, Hamlet Hayrapetyan;
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Azerbaijan Society of Cardiology, Oktay Musayev; Belarus:
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Russian Federation: Russian Society of Cardiology, Oksana
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KomuTtet no KNMHNYHU npakTniyeckn npenopbku (CPG) Ha
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Abdelhamid (Egypt), Victor Aboyans (France), Sotiris Antoniou
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Kingdom), UIf Landmesser (Germany), Basil S. Lewis (Israel), Ales
Linhart (Czech Republic), Maja-Lisa Lechen (Norway), Richard
Mindham (United Kingdom), Jens Cosedis Nielsen (Denmark),
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Steffen E. Petersen (United Kingdom), Eva Prescott (Denmark),
Amina Rakisheva (Kazakhstan), Marta Sitges (Spain), and Rhian
M. Touyz (Canada/ United Kingdom).

HesaBucumn npoy4yBaTe/slHU MeTOoAO0JIO3U:
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