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CbabpKaHMeTo Ha Te3n NpenopbKy Ha EBponeiickoTo apy»kecTBO No Kapanosnorua (European Society of Cardiology, ESC) ce ny6nuKyBa camo 3a IM4YHO 1 06pa3oBaTenHo Noi3BaHe.
Mon3BaHeTo 1M 3a KOMepCuasnHu Lenu He e paspelleHo. HuTo eaHa yact ot npenopbkute Ha ESC/ERS He Moxe fla 6bae npeBeXxAaHa 1in pasmMHOXaBaHa Noj KakBaTo 11 ia e popma 6e3
nncMeHoTO paspetueHue Ha ESC u/wnu ERS. PaspelueHneTo moxe fla ce nonyuu cnep nsnpatjaHe Ha nucmeHa monba go Oxford University Press, usgaten Ha European Heart Journal unu
fo European Respiratory Journal u go cTpaHaTa ynbnHomolleHa fja U3AaBa TakvBa paspelueHns ot umeTo Ha ESC n ERS.

OTKas oT oTroBopHoOCT: [penopbkute Ha ESC/ ERS npepacTtaBAT ctaHoBuwata Ha ESC n ERS nocTvrHati cnep BHUMaTENHO OOMUCAAHE Ha HayYHUTE U MeAULIMHCKUTE 3HaHUA 1 JoKa3a-
TeNCTBa HaIMYHMN KbM MOMeHTa Ha ny6nuKkysaHeTo Um. ESC 1 ERS He HOCAT OTrOBOPHOCT B CNlyyalt Ha NPOTHBOpPeUre, HECHOTBETCTBIE U/UAK ABYCMUCVE MeXAY NpenopbKuTe Ha ESC/
ERS 1 fipyru opuruymantm npenopbKy MAKM HAaCOKUN N3AaAeHN OT CbOTBETHUTE O6LLECTBEHN 34PaBHN OPraHu, No-CreLranHo No oTHOWeHVe Ha AobpaTa NpakTUKa B 34paBeonasBaHeTo
nnu TepaneBTUYHUTE CTpaTernn. 3,ElpaBHVITe cneunanncTii ca HaCbpyaBaHW Aa rv B3emat UsuAio npeasu npu N3rotBAHETO Ha KIIMHUYHATa C1 NpeLeHKa, KakTo 1 npu onpeaenAaHeTo 1
npunaraHeTo Ha NPeBaHTUBHW, ANArHOCTUYHN U TEPANEBTUYHN MEAULUUNHCKN CTpaTernn. I'IpenopwaTe Ha ESC/ERS obaue He OTMEHAT NHABUAYasiHaTa OTTOBOPHOCT Ha 3ApaBHUTe
cneunanncT fia B3emat NpaBuIHN N TOYHWU peLleHuna, c‘boﬁpa3eH|/| CbC 3[PaBOC/IOBHOTO CbCTOAHUNE Ha KOHKPETHNA NauueHT u cneqj OﬁC'b)K,E[aHE C Hero, a KoraTto e HEOﬁXO[ZLVIMO nc
NLeTo nonaralo rpuxu 3a Hero. OcBeH ToBa, NpenopbkuTe Ha ESC/ERS He ocBo6OXA4aBaT 3ApaBHUA CMELManMCT OT OTFOBOPHOCTTA Aa Ce 3aMno3Hae 13LAN0 N BHUMATENHO CbC CbOT-
BETHWUTE ObULINANHUN aKTyann3npaHy yKasaHua Unm Hacokn ny6amnKyBaHu oT KOMNETEHTHUTE 06LLeCTBEHN 3APaBHU OpraHK, 3a ja NOAXOAMN KbM BCEKMN OTAeNEH Clyyall criopep yTBbp-
[leHNTe HayUYHW AaHHW CbOTBETCTBALYM HA €TUYHUTE 1 NPOdECUOHANTHNTE MY 3afb/iKeHKA. OTTOBOPHOCT Ha 3ApaBHUA CNELManuCT e 1 Aa NPoBepu NpasuiaTta u HapeabyTe OTHACALLN
Ce [0 nekapcTeaTa U MeANLNHCKNTE N34e/INA KbM MOMEHTa Ha TAXHOTO npegnnceaHe.

My6nukysaHo 3a cmeTka Ha European Society of Cardiology. Bcvukm npasa 3anasenu. © 2015 European Society of Cardiology & European Respiratory Society.
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Ha Ta3u CTaTtuAa.
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NO nitric oxide

NT-proBNP  N-terminal pro-brain natriuretic peptide

PA pulmonary artery

PaCo, arterial carbon dioxide pressure

PaO, arterial oxygen pressure

PAH pulmonary arterial hypertension

PAP pulmonary arterial pressure

PAPmM mean pulmonary arterial pressure

PAPs systolic pulmonary arterial pressure

PAWP pulmonary artery wedge pressure

PASP pulmonary artery systolic pressure

PCH pulmonary capillary haemangiomatosis

PDE-5i phosphodiesterase type 5 inhibitor

PE pulmonary embolism

PEA pulmonary endarterectomy

PFTs pulmonary function tests

PH pulmonary hypertension

PoPH porto-pulmonary hypertension

PPHN persistent pulmonary hypertension of the
newborn

PVOD pulmonary veno-occlusive disease

PVR pulmonary vascular resistance

RA right atrium

RAP right atrial pressure

RCT randomized controlled trial

RHC right heart catheterization

RV right ventricle/ventricular

6MWD/6MWT 6-minute walking distance/6-minute walking
test

SCD sickle cell disease

sGC soluble guanylate cyclase

SSc systemic sclerosis

SvO, mixed venous oxygen saturation

SVR systemic vascular resistance

TAPSE tricuspid annular plane systolic excursion

tid. three times a day

TGF-B transforming growth factor 3

TPG transpulmonary pressure gradient (mean PAP —
mean PAWP)

TRV tricuspid regurgitant velocity

VE/VCO, minute ventilation — carbon dioxide production
relationship

V/Q ventilation/perfusion

WHO-FC World Health Organization functional class

wu Wood units

1. Mpepucnosue

B mpoueca Ha HanMcCBaHETO MM MpernopbKuTe NpPaBAT 0606-
LeHVe 1 OLeHKa Ha BCMYKM CbLUEeCTBYBALLM AAHHM MO AajieHa
TeMa C LUen nofanomaraHe Ha 3ApaBHUTE CNeunannucTy npu mus-
60pa Ha Hall-gobpUTe CTpaTErnn 3a NIeYeHne Ha JajeH NnauneHT
C KOHKPeTHO 3abonABaHe, KaTo B3emart npeasua oTparkeHneTo
BbPXY KIAVHUYHMA M3XO[H, KAaKTO U OTHOLUEHVETO PUCK-MOs3a
Ha KOHKPETHWUTE AMArHOCTUYHWU WAW TepaneBTUYHU MEeTOoaMu.
YKasaHuATa 1 npenopbKute TpsA6Ba Aa NMomaraT Ha 34paBHUTE
cneumnannucTy a B3emart peLleHns B eXkeHeBHaTa C1 NpaKkTuKa.
OKoHYaTeIHMUTE PELLIEHUsI MO OTHOLWEHVE HAa KOHKPETHUA na-

LMeHT obaue TpabBa fa ce B3eMaT OT NleKyBaLMsA Ccreunanmct
(eknn) cnep ob6CcbXKAaHe C NaymneHTa 1, ako e Heobxoanmo, ¢ Nn-
LieTo nosiaralyo rpum 3a Hero.

B nocnepgHuTte rognHm 6saxa n3paboteHu ronsm 6poi npeno-
pbKu oT EBponeickoTo Apy»KecTBO no Kapamnonorua (European
Society of Cardiology, ESC) n ot EBponeiickoTo pecnmpaTtopHoO
apyxectBo (European Respiratory Society, ERS), kakTo 1 oT gpy-
rm Apy»KecTBa 1 opraHusauuu. Mopaam 3HaueHVeTo Ha npeno-
pbKMTe 3a KAVMHMYHATA NPaKTUKa, 6sxa yTBbPAEHN KauecTBe-
HV KpuTepun 3a pa3paboTkaTa UM, KOUTO MMaT 3a Len BCUYKY
pelweHnsa fa 6baaT Npo3payHn 3a NoTpebuTens. YKasaHuATa
3a popmynrpaHe v nybnrKyBaHe Ha npenopbky Ha ESC morat
Aa 6baat HamepeHun B yebcaiita Ha ESC (http://www.escardio.
org/Guidelines-&-Education/Clinical-Practice-Guidelines/
Guidelines-development/Writing-ESC-Guidelines). Npenopbku-
Te Ha ESC npepcTaBAat odumymanHata nosuuma Ha ESC no gageHa
TemMa 1 ce nofnaraT Ha pefoBHa aKTyanmsauus.

UneHoseTe Ha PaboTHaTa rpyna 6axa nog6panHu ot ESC n
ERS, Taka ye ga npefcTaBnaBaT NpodecroHancTiTe yyacTBalm
B MEANLIMHCKN FPVXIM 3@ NaLMeHTN CbC CbOTBETHaTa NaToNornA.
MN36paHuTe ekcnepTy B 0611acTTa Hanpasrxa LUANOCTEH Npernes,
Ha Ny6nMKyBaHNTe AaHHN 3@ MEJULIMIHCKOTO NMoBefeHUe (BKIIto-
YMTENTHO AMArHOCTUKa, NeyeHue, NpeBeHUMa u pexabunuta-
LuA) Npy AafeHO CbCTOAHME B CbOTBETCTBME C NONUTMKATa Ha
KomuTeTa 3a npaktnyeckn npenopbku Committee for Practice
Guidelines, CPG) Ha ESC, kouTo 6axa ogobpeHu u ot ERS. Te Ha-
npaBrxa KpUTUYHa OLeHKa Ha ANArHOCTUYHUTE U TepaneBTnY-
HWTe npoLeaypu, BKIIIOUUTENHO Ha OTHOLLIEHMETO PUCK-MON3a.
Mpw Hanuune Ha faHHK Gelle BKOYEHA 1 KONMYeCTBEHa OLeH-
Ka Ha OYaKBaHUA KNNHMYEH U3XOA NpY No-rofemy nonynawuum.
HnBoTO Ha [OKa3aTeNCTBEHOCT U KNacbT Ha MpenopbKuTe 3a
KOHKPETHW TepaneBTUYHMN Noaxoamn 6axa NoANOXKEHN HA KONW-
yecTBeHa OLEHKa M CTereHyBaHW CbriacHo npefedriHMpaHn
CKanu, KakTo e nocoveHo B Tabnuum 1 u 2.

ExcnepTtuTte oT paboTHaTa rpyna v peLeH3eHTUTe npefocTa-
BMXa ieKNapaLmm 3a MHTepecH Kacaeluy BCUYKM Bb3MOXHY B3a-
VUMOOTHOLLEHNMA, KOUTO 61xa MOrnu Aa 6bAaT Bb3NpueTr KaTo
noTeHUManeH N3TOYHNK Ha KOHGAIMKT Ha MHTepecw. Tean fekna-
paunu ca cbbpaHu B efH Gaiin 1 moraT fa 6baaT HamepeHu
B yebcawTa Ha ESC (http://www.escardio.org/guidelines). Bcaka
NPOMsAHa, Bb3HMKHaNA B NpoLeca Ha CbCTaBAHE Ha MpPenopb-
KuTe TpabBale fa 6bae cbobuieHa Ha ESC v ERS n pobaBeHa B
JeKnapauuaTa 3a uHTepecn. PaboTHaTa rpyna 6ewe duHaHcu-
paHa un3syano ot ESC n ERS, 6e3 kakBoTO 1 fja 6Uno yyacTtre Ha
MeauUMHCKaTa MHAYCTPUA.

CPGHa ESC pbkoBoau 1 KOOpAMHMPA NOAroToBKaTa Ha HOBU
npenopbKN N3paboTBaHn OT PabOTHU FPynu, EKCNEPTHU rpynmn
WSIN KOHCEHCYCHM eKnnu. KoMnuTeTbT OTroBaps v 3a npoueca Ha
opobpsiBaHe Ha Te3n npenopbku. Mpenopbkute Ha ESC 6saxa
noasioxeHn Ha o6cToeH npernef oT CPG 1 BbHLWHM eKcnepTy, a
B KOHKPEeTHMA cnyyan n ot nocodyeHnte ot ERS ekcneptu. Cnep
CbHOTBETHMW KOpeKLuUn npenopbKute 6saxa oaobpeHn oT BCUYKK
eKCnepTy yyacTBalwy B paboTHaTa rpyna. OKoHYaTeHUAT AOKY-
MeHT Gelle ofobpeH 3a nyb6nukysaHe B European Heart Journal
n European Respiratory Journal ot CPG 1 ot ERS. Npenopbkute
67xa pa3paboTeHV cnep BHUMAaTENIHO Cbobpa3ABaHe C HayuYHW-
Te M MeANLNHCKUN 3HAHWA 1 HalIMYHUTE KbM MOMEHTA Ha JaTupa-
HeTo MM AoKa3aTencTBa.

3afayvarta 3a pa3paboTka Ha npenopbky Ha ESC/ERS Bkntou-
Ba He CaMO MHTerpauuma Ha Hali-HOBUTE HayYHW AaHHU, HO CbLUO
U Cb3AaBaHe Ha 06pa3oBaTENHN MHCTPYMEHTM 1 NMporpamu 3a
BHeApABaHe Ha npenopbyaHnTe Mepku. C Len onon3oTeopsBa-
He Ha yKasaHuATa ce NPaBAT CUHTE3UPaHU AXXO0OHM Bepcun Ha
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Ta6nuua 1: KnacoBe Ha npenopbKuTe

Knacose Ha
npenopbKnTe

LedvHununa

Mpenopbku 3a ynotpeba

Ta6bnuuya 2: HwuBa Ha AOKa3aTeNCTBEHOCT

[laHHW, NoNyYEHN OT MHOFOBPONHN
paHAOMM3NPAHU KIIMHUYHWU U3NUTBa-
HUA U MeTa-aHanun3u.

HuBo Ha goka3saTen-
CTBEHOCT A

[laHHW, NONYYEHU OT EANHUYHO
PaHAOMU3NPAHO KIIMHUYHO U3MINT-
BaHe WV roIeMN HePaHAOMU3UPAHN
npoyyYBaHus.

HwuBo Ha fokaszaTten-
CcTBEHOCT B

KoHceHcyc Ha eKcnepTHU MHEHUA 1/
VN ManKu NpoyyBaHus, PeTPOCreK-
TUBHM NPOYYBAHUA, PETUCTPU.

HuBo Ha gokasaten-
ctBeHocT C

npenopbKnTe, 0606 aBawy crainfose, 6polypy C OCHOBHU
nocnaHus, 0606LaBaLim KapTu 3a HeCNeLnanucT 1 eNeKTPoH-
Ha BepCUA 3a AUrUTaNTHU NPUNOXeHMA (CMapTGOHU 1 T.H.). Te3n
BEPCUM Ca CbKPATEHM 1 MO Ta3un NPUYMHA, ako € He0OXoAMMO,
TpA6Ba BUHArn Aa ce npasu CrpaBKka B MbJIHUA TEKCT, KONTO e
cB060AHO [LOCTBNEH B yebcalTa Ha ESC. HauroHanHnTe gpyxe-
cTBa uneHoBe Ha ESC ce HacbpuasaT ga ofobpAT, npesefat u
npunaraT BcUYKy npenopbku Ha ESC. Heobxoanmu ca nporpa-
MU 3a 0j06pABaHe, 3aLL0TO, KaKTo HeLle foKa3aHo, KNMMHUYHUAT
n3xop oT 6onecTTa MOXe Aa ce Nosnausae 6naronpuATHO OT LiA-
NOCTHOTO NPUNOXKEHNE Ha KITMHUYHUTE NPENOPBKU.

Heobxoavmu ca obcnefBaHna U perucTpu, KOUTo fa mno-
TBBPAAT, Ye peasiHaTa exefHeBHa MpakTMKa CbOTBETCTBa Ha
yKa3aHuATa B NPenopbKuUTe, Kato Nno To3m HaumH ce 3aTBapA Lu-
KBbAbT MEXAY KNMHUYHO NPOYYBaHe, Han1cBaHe Ha MPenopbKy,
pa3npocTpaHeHre 1 NPUOoXKeHVEe B KIMHUYHATA NPaKTMKa Ha
Te3n NpenopbKU.

34paBHMTe cneynanncT ca HacbpyaBaHW Aa B3emaT u3-
uAno npeasua npenopbkute Ha ESC/ERS npu n3roteaHeTo Ha
KNMHUYHaTa C1 NpeLeHKa, KakTo 1 Npy onpeaenaHeTo 1 npuna-
raHeTo Ha NPeBaHTVBHY, AMATHOCTUYHMN WY TePaNeBTUYHUN Me-

OMUMHCKM cTpaTeruu. Mpenopbkute Ha ESC/ERS obaue He oTme-
HAT MHAMBUAYaNHaTa OTFOBOPHOCT Ha 3A4paBHUTE CNeunanucTy
[la B3emMaT NPaBWIIHW 1 TOUYHU peLleHns, CbobpaseHn Cbe 3apa-
BOC/IOBHOTO CbCTOAHME Ha KOHKPETHMA NauueHT n cnep o6-
CbXAaHe NnauveHTa U/Unm nNpu HyXaa JIMLETo, KOETO Ce rPukKin
3a Hero. OTrOBOPHOCT Ha 34paBHUA CNeLUanvcT e 1 Aa NpoBepu
npasunaTta n HapeabuTe oTHaCALLWM ce [0 leKapcTBaTa U Mefu-
LMHCKMTE N3AeNnna KbM MOMEHTa Ha TAXHOTO NpeAnucBaHe.

2.YBOp

MynmoHanHata xunepTtoHusa (PH) e natodusmonormyHo pas-
CTPOWCTBO, KOETO BKJIOUBA MHOXECTBO KIMHUYHW CbCTOAHNA U
MO>e Aia YCJIOXKHW MOBeYeTo OT CbpAeYHO-CbLOBUTE U pecnun-
paTopHuUTe 3abonaBaHuA. CbCcTaBbT Ha paboTHaTa rpyna 3a npe-

NopbKMTe OTpasfaBa MyNTUANCUUMNANHAPHUA XapaKTep Ha PH,

BK/IOUYBANKMN UYNIEHOBE Ha Pa3fNiMYyHU MEULMHCKN APYKeCTBa,

acoumaumm n paboTHU rpynu. HactoAwmAT AOKYMEHT cnepaBa

[BaTa npeaulHn npenopbku Ha ESC n ERS, nybnukysaHun npes

2004 1 2009 r., doKycupaiKkn ce BbpXY KINMHUYHOTO NoBeAeHme

npu PH. belwe HanpaBeH cucTeMeH npernes Ha nutepaTypaTta

B MEDLINE® 3a HamupaHe Ha HOBW cTaTUK, NyONNKYyBaHW cref

2009 r no temata PH. PaboTHata rpyna nogbuipaxa ctyguute

Bb3 OCHOBA Ha CbOTBETCTBME M 3HAUMMOCT. [NaBHUTE NPOMeHN

1 NpepaboTkn, B cpaBHeHMe ¢ npenopbkute 3a PH Ha ESC ot

2009 r. n Ha ERS ca, kakTOo cnepgBa:

«  CTpykTypaTa Ha CbAbpXaHMeTo Gelle OnNpocTeHa [O Tpu
HauasiHM o6LM rNaBu BKNYBaLWM Knacudukaumm, OCHOBHM
acnekTn n gudepeHumanHa AnarHo3a, Be rnasu 3a nyamo-
HaflHaTa apTepuanHa xuneptoHusa (PAH) n no egHa rnasa 3a
PH pbnkala ce Ha neBOCTpaHHU cbpaeyHn 6onectu (LHD),
6enoapobHn 6onecT N/MNK XMNOKCUA, XPOHNYHA TPOM6O-
embonnyHa nynmoHanHa xunepTtoHua (CTEPH) n HeacHn u/
U MynTndaKToOpHY MeXaHN3MU.

+  Bwb3npuetn ca HoBM GOPMYNMPOBKM U NapaMeTpu 3a Xemo-
AVMHaMWYHO fedrHUPaHe Ha NoArpynu. mocTkanunapHa PH.
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MynMoHanHaTta cbfoBa pe3ncteHTHOCT (PVR) e BkntoueHa B
XemofvHaMnyHaTta gepuHnuma Ha PAH.

« WM3noxeHa e akTyanusvpaHa obla KIUHMYHA Knacuduka-
LA 33 Bb3paCcTHN U NeJMaTPUYHM NaLMeHTn.

«  BkntoyeHu ca HOBOCTM B NaTonoruATa, NnatobmonornaTa, re-
HeTuKaTa, eNNAEMNONOrMATa 1 PUCKOBUTE dpaKTopMU.

+ B oTpenHa rnaea e M3noxeH akTyanuMsupaH AnMarHOCTUYEH
anropuTbM, a B OHMANH NPUIOXKEHNETO Ce npeaaraT HOBU
CKPWHWHIOBU CTpaTernu.

+ B AgmarHoctnyHuTe N TepaneBTUYHUTE aNrOPUTMU Ce MNojg-
YyepTaBa 3HAYEHMETO Ha eKCNepTHNUTE pedepeHTHN LEHTPO-
Be 3a NoAxoAa Kbm naumneHTtuTte ¢ PH.

- V3naraT ce HOBOBbBBEAEHMA B OLEHKAaTa Ha TexecTTa Ha
PAH, B neyeHneTo n B TepaneBTUYHUTE LieNN, BKIOYMTEN-
HO KOMOUHMpPaHa Tepanua 1 ABe HOBM HAaCKOPO 0fo6peH
nekapcTea. TepaneBTUYHMAT afiFOPUTBM € CbOTBETHO aKTy-
anvsunpat.

- TnaBuTe nocseTeHu Ha PH B pe3ynTaTt Ha LHD 1 6enoapo6Hu
6onectn ca ocbBpeMeHeHW. TepMUHDBT ,HeCcbpa3mepHa PH”
6eLle N30CTaBEH Y NPY ABETE CbCTOAHNUA.

- B rnaearta 3a CTEPH ca n3noXeHn HOBW AUArHOCTUYHU U
TEepaneBTUYHU ANrOPUTMK BKJTIOYBALLM 06N KpuTepun
3a onepabunHOCT 1 6anoHHA NyIMOHAIHA aHTMOMNACTMKA
(BPA) 1 HOBO-0j06p€EHO NeKapCTBEHO CPEACTBO.

- [obGaBeHa e HOBa rmaBa Bbpxy PH gbnkalia ce Ha HesAcHW 1/
nnu MynTndakTOpHU MeXaHU3MN.

3. AedunHununn n Knacnpmkauum

3.1. QednHnumn

PH ce pedvHupa KaTo NOBULLIEHME HA CPEAHOTO MYSIMOHAIHO
aptepunanHo HandAraHe (PAPm) =25 mmHg nsmepeHo ¢ gAcHa
cbpaeuHa Katetepusauma (RHC).! HannuHute gaHHM ca noka-
3anu, 4ye HopmanHoto PAPm B nokon e 14+3 mmHg npwu ropHa
rpaHuLa Ha Hopmata npubansnTenHo 20 mmHg."? KnuHnyHoTto
3HayeHune Ha PAPm mexpay 21 n 24 mmHg e HeAcHo. MNauyuneHTn
npeacTaBAWm ce ¢ NySIMOHANHO apTepuanHo HanAraHe (PAP) B
TO3M AMana3oH TpsbBa Aa 6baaTt npocsieieHr BHUMATENHO, KO-
raTto ca C puck ot passuTtue Ha PAH [Hanp. nayneHTn cbe cbe-

AVHUTEeNHO-TbKaHHa 6onecT (connective tissue disease, CTD)
WA UNeHOBE Ha CeMeNCTBOTO Ha MauueHTU C HacnedcTBeHa
(heritable) PAH (HPAH)].!

Mopaaw nunca Ha HaZeXxaHU JaHHW, KOUTO ONpefenaT Kou
HMBa Ha npomeHn Ha PAPm wnn PVR npwu HaTtoBapBaHe mmat
MPOrHOCTUYHO 3HauyeHue, 6onecTHo cbcToAHue ,PH mpu ycu-
nme” He MoXe Aa 6bae faedUHNPaHoO 1 He TpPAGBa fa ce N3Mos3-
Ba.! CKOPOLWHO peTpoCneKTMBHO NpoyysaHe npeanara gedu-
HUUMA Ha PH npu ycunve B KOMOGMHaumsa ¢ gaHHU 3a PAPm u
ToTanHo PVR, HO He npefnara NpoCneKTUBHU AaHHW NOTBBbPX-
[aBaL1 KNUHUYHUA 13xon.3

TepmuHbT PAH BKtousa rpyna naumeHTn ¢ PH, koaTo ce xa-
pakTepusmpa XxeMoANHAMNYHO C HanMumne Ha npekanunapHa PH
onpepeneHa Kato BKJIMHEHO MyJIMOHAJIHO apTepuasnHo HanAra-
He (pulmonary artery wedge pressure, PAWP) <15 mmHg n PVR
>3 egnHuum Ha Wood (Wood units, WU) npu nunca Ha apyru
npuunHK 3a npekanunapHa PH, kato PH abnxalwa ce Ha 6eno-
Apo6Hu 6onectn, CTEPH unn gpyru pegkn 6onectn.!

Ha 6a3aTta Ha pa3nuuHu kom6uHauum ot PAP, PAWP, cbpae-
yeH pebut (cardiac output, CO), grnacToneH rpagneHT Ha Hans-
raHe (diastolic pressure gradient, DPG) n PVR, n3amepeHu B cta-
OGUNHO KNNHWYHO CbCTOsIHUE, B Tabsiuya 3 ca gafeHn pasfinyHu
XemoanHaMnyHn pedrHnumm Ha PH, 3aelHO CbcC cboTBETHaTa
UM KIMHWYHA Knacndurkaums (Tabauya 4)."* NMpruynHuTe 3a akTy-
anusnpaHe Ha gedrHUUMATA Ha NocTKanunAapHaTta PH ca page-
HW B CbOTBETHMA pa3gen (8.0).

3.2. Knacupumkauns

KnuHuuHata knacuduvkaums Ha PH uenu ga pasnpepenv pas-
JINYHWTE KNVHUYHM CbCTOAHMA B NET rpynu, Ha 6a3aTa Ha cxop-
Ha KJIMHWYHA KapTUHA, NaTONOrMYHA HaX0AKa, XeMogMHaMUYHa
XapakTepucTika 1 nedebHa crpaterva.’ KnvHWYHaTa Knacu-
duKauma ce akTyanvsvpa npu noayyaBaHe Ha HOBU AaHHU 3a
ropHVTE 0COBEHOCTM MW NPY O6CHKAAHE HA HOBY KIIVHUYHN
eavHuun. B Tabiuya 4 e pageHa noapobHa Bepcra Ha KINHWY-
HaTa knacudukaunsa.® Couta Bepcms e NpeaocTaBeHa B OHNalH-
npunoxeHuneto (OHaliH mabauya ).
HoBuTe faHHM ca KaKTo cneaga:
+ B pasnvuHu KNMHUYHY FPYMK Ca BKIOYEHUN HOBY CbCTOAHNS,
KOWTO Ce YCTaHOBABAT YeCTo Npw feLa, C Len AaBaHe Ha 13-

Ta6bnuua 3: XemoanHamMuuHU ePVHNLN HA NYIMOHANIHATA XMNEPTOHNA®

AedunHuyna

XapakTepmncruka?®

PH PAPm =225 mmHg Bcnukn

Knununuuna(n) rpyna(m)b

MpekanunapHa PH

PAPm =25 mmHg
PAWP <15 mmHg

1. [lynMoHasHa apTepuanHa XmnepToHna

3. PH gbnxata ce Ha 6enoppobHu 6onectun

4. XpoHunuHa TpomboembonunyHa PH

5. PH c HeACHW 1/vnn MHOrodpakToOpHU MexaH13Mu

MocTtkanunapHa PH

PAPm =225 mmHg
PAWP >15 mmHg

2.PH gbnxala ce Ha 6051ecTu Ha N1ABOTO CbpLe

WN3onupaHa noctkanunapHa PH (Ipc-PH)

DPG <7 mmHg w/vnu PVR <3 WU©

5. PH c HeACHW n/vnn MHOrodakTopHU MexaHU3mMu

Kom6rHupaHa nocTkanunspHa v npekanunsapHa PH
(Cpc-PH)

DPG =7 mmHg n/van PVR >3 WU

CO = cbppeyeH pebut; DPG = anacTtoneH rpagueHT (anactonHo PAP - cpegHo PAWP); mPAP = cpefiHO nyNIMOHANHO apTepuranHo HansaraHe; PAWP = nynmo-

Ha/IHO apTepunanHO BKIINHEHO HaNAraHe;

PH = nynmoHasnHa xunepToHus; PVR = nynMoHanHo cbaoso cbrnpotusnerne; WU = eanHuuym Ha Wood.

@ BCUYKM HansAraHWA ce M3MepBaT B NMOKOW; BUXKTE CbLyo TouKa 8.0.
CbrnacHo Tabauya 4.
€ Eannnum Ha Wood ce npeanounTart npea dynes.s.cm's.
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Ta6bnuua 4: TlMoapo6Ha KAMHMYHaA Knacupukauma Ha
nyniMOHanHaTa XunepToHusa (akTyanusu-
paHa ot Simonneau et al.’)

Ta6nuua5: BaxHU NaTOGM3NONOrMYHU N KANHUYHM

aebuHnyUn

1. MynmoHanHa apTepuanHa XunepToHus

1.1. UpmonatuyHa
1.2. HacnepctBeHa
1.2.1. BMPR2-myTauusa
1.2.2. Qpyrn myTtauunn
1.3. ViHpyumnpaHa oT nekapcTBa M TOKCUMHU
1.4. CBbp3aHa CbC:
1.4.1. CbeanHUTENHO-TbKaHHK 6onecTn
1.4.2. HIV-undekuna
1.4.3. MopTanHa xunepToHna
1.4.4. BpogeHu cbpheuHun 6onectn (Tabnuua 6)
1.4.5. lWncrosommasa

11. NononatmyHa
1'.2. HacnencteeHa
1.2.1. EIF2AK4-myTauua
1.2.2. ipyru myTtaummn
1.3. iHpyuupaHa oT nekapcTBa, TOKCUHMW U pagnauna
1.4. CBbp3aHa CbC:
1'4.1. CbeauHUTENHO-TbKaHHK 6onectun
1'4.2. HIV-nHdpekuunsa

2. nynmouanua XnnepToHuA AblXKallla ce Ha 6onectu Ha
NIABOTO Cbpue

2.1. JleBoKamepHa CUCTONHA ANCPYHKLNA

2.2. JleBoKamepHa AnacTonHa ANCHYHKLMA

2.3. KnanHu 6onectn

2.4. BpofeHv /nprao6mT 06CTPYKLMN Ha BXOLHUA /U3XOAHMUA
TPaKT Ha NABOTO CbpLie 1 BPOAEHW KapAroMMonaTum

2.5. BpofeHv / npuao6uTy CTEHO3M Ha NYNIMOHANHN BEHN

3.

nynmouanua XnnepToHnA AbJXKalla ce Ha GGHOAPOGHM
6onecTn n/unu XMNoKkcus

3.1. XpoHnyHa ob6CTpyKTMBHA 6enoapobHa 6onect

3.2. UHTepcTmymnanHm 6enoapobHn 6onectun

3.3. Opyru 6enoapo6HM 601ecTn CbC CMeceH PeCTPUKTUBEH 1
06CTPyKTUBEH MoAen

3.4. CbHHa anHes

3.5. CbCTOAHUA Ha aNBEOJIAapHa XMUMOBEHTUNALNA

3.6. XpOHWYHO M3M1araHe Ha rosemMu HaiMOPCKN BUCOYNHN

3.7. benogpo6Hu 6onecTn Ha passuTueTo (OHNanH Tabnumua lll)

4. XpoHu4yHa Tpom6oeM6onMYHa NyIMOHaNIHa XUNEPTOHUA
1 APYry Ny/IMOHANHN apTepuanHu 06cTpyKuun

4.1. XpoHun4yHa TpoMb6oemMb0oIMyHa NySIMOHaNIHa XMNEPTOHNA
4.2. [ipyrn nynMOHanHv apTepuranHu obcTpyKumum

4.2.1. AHrnocapkom

4.2.2. pyrv BbTpeCcbA0BM TyMOpHr

4.2.3. Aptepumnt

4.2.4. BpofeHu nysIMOHasIHN apTepuanHu CTeHO3M

4.2.5. Napa3nTtu (xmpaTmaosa)

5. [ynmoHanHa XMnepTOHMNA C HeACHN N/UNn MHorodakTop-
HN MeXaHN3Mu

5.1. XemaTonornyHu 601ecTu: XpOHNYHa XEMOSIMTUYHA aHEMNS,
MuenonponudepaTuBHN 601eCTy, CMIEHEKTOMUSA

5.2. CuctemHun 6onecTy: CapKomao3a, MyIMOHAIHa XMCTUOLNTO3a,
numdaHrunonenomromarosa, HeBpodprbpomatosa

5.3. MeTabonuTtHu 6onectu: rukoreHosn, 6onect Ha Gaucher,
TUpeouaHn 6onectu

5.4. [pyru: nynMoHaaHa TYMOpHa TPOMOOTYHA MUKPOAHT -
onatus, Gnbpo3unpaly MeanacTUHNAT, XPOHNYHA 6bbpeyHa
HeAOCTaTbYHOCT (c/6€e3 fnanunsa), CermeHTHa NyIMOHaHa
XUMEePTOHMA

1. MynmoHanHata xunepToHua (PH) e xemoAMHaMMYHO 1 naTtopusn-
OJIOFMYHO CHCTOAHUE AedUHMPAHO KAaTO MOBHULLEHME Ha MYSIMO-
Ha/HOTO apTepuanHo HanAaraHe =25 mmHg B NOKoO N3MepeHo
npv gAcHa cbpaeyvHa Katetepusauua (Tabnvua 3). PH moxe ga
6b/ie ycTaHOBEHA MPY MHOTO KIIMHUYHUN CbcToAHMA (Tabauya 4).

2. MynmoHanHa aptepuanHa xuneptonus (PAH, rpyna 1) e KnuHny-
HO CbCTOAHME XapaKTepur3npaLlo ce C Hanrume Ha NpeKkanunap-
Ha PH (Tabnuua 3) n 6enogpobHO-CbAOBO CbMNPOTUBIEHNE >3
efnHMuM Ha Wood npu nvnca Ha Apyrv IpUYnHK 3a Npekanunap-
Ha PH, kato PH gbnxala ce Ha 6enofpo6Hu 6onecTn, XpOHNYHa
TpomboembonuuHa PH unu ppyru pegkn 6onectn (Tabnuua 4).
PAH BkntouBa pa3nuuHu GopmMm CbC CXOHA KNMHMYHA KapTUHA
1 MOYTV UAEHTUYHM NATONOrMYHN NPOMeHN Ha benoppobHaTta
MUKpouunpkynauua (Tabauya 4).

3. JluncBaT JOCTaTbUYHO AaHHM B NOAKPena Ha AedrHMLmATa Ha ,PH
npwv ycunue”.

yepnaTtenHa Knacudurkauma noaxoaAila 1 3a Bb3pacTHU, 1
3a nefnaTpUYHM NauneHTu.

B HPAH-noarpynata Ha kKnnHuyHa rpyna 1 (PAH) 6axa Bknio-
YEeHW HacKopo uAeHTUOUUMPaHWN TeHHU MyTauun. Te ca

Ta6nuua 6: KnuHuyHa Knacupukaumsa Ha nNyaMoOHan-

HaTa apTepuanHa XvnepTOHNA CBbP3aHa €
BpoAeHN cbppevHn 6onectn (aktyanusm-
paHa ot Simonneau et al.®)

1. CuHpapom Ha Eisenmenger

BksitouBa BCUUKYM rOfleMn UHTPaA- U eKCTpaKkapananHu aede-

KTV, KOUTO 3ano4BaT KaTo CUCTEMHO-MYIMOHA/IHU WbHTOBE

Y nporpecupat C BpeMeTo A0 TEXKO nosuweHne Ha PVR n go
ob6pbLyaHe(nyIMOHaNIHO-CUCTEMHO) UMK ABYMNOCOYHO WHHTUPAHE,
LiMaHo3a, BTOPMYHA EpUTPOLINTO3a 1 OBMKHOBEHO MMa MHOFO-0p-
raHHo 3acAraHe.

2. PAH cBbp3aHa c npeo6nagaBalyy CUCTEMHO-NY/IMOHaNHMN
WbHTOBE

- Kopurupyema?

« Hekopurupyema

BksiouBa ymepeHu po ronemu fledpektu; PVR neko fo ymepeHo
NOBULLEHO, CUCTEMHO-TNYNIMOHANIHWAT LWBHT BCE Olle Npeobnajasa
1 HAMa LjnaHo3a B MOKOM.

3. PAH c mankun/HecBbp3aHu ge¢eKmb

3HaunTenHoTo nNoBuLeHne Ha PVR npu Hannune Ha Manku cbp-
fieuHn pedekTr (06MKHOBEHO MexayKamepHy aedekTn ¢ <1 cmu
MeXAynpeacbpaHn gedektn ¢ <2 cm epeKkTVBEH ANaMETHP oLe-
HEH C eX0), KOUTO Camu Mo cebe Cu He ca NprYKHa 33 Pa3BUTUE Ha
nosuwweHo PVR; KNMHMYHATA KapTrHa € MHOTO CXOAHa C namona-
TuyHata PAH. 3aTBapsAHeTO Ha fedeKTa e NPOTNBOMOKa3aHO.

4.PAH cnep KopeKkuua Ha gedeKTa

BpogeHaTa cbpaeyHa 6onecT e KopurrpaHa, Ho PAH nepcuctupa
BeAHara cnef KopeKkLuaTa v peuuansmnpa/ce passmnsa meceymn
VN FOANHN CNef KopeKLmMATa B OTCbCTBUETO Ha 3HAUVIMU Cpefo-
nepaTuBHN XeMOANHaAMUYHW Ie3UN.

BMPR2 = KocTeH MopdoreHeTMYeH MPOTENHOB peLienTop, TUn 2;
EIF2AK4 = anda-knHasa 4 Ha nhmummpaly GakTop 2 Ha eykapuoTHaTa
TpaHcnauyus;

HIV = yoBeLuKy BUPYC Ha UMYHHUA AepULNT.

PAH= nynmoHanHa aptepuanHa xuneptoHus; PVR = 6enoapobHo-cb-

[I0BO CbMPOTUB/IEHNE.
2 C xvipyprus W IHTpaBackyiapHa nepKyTaHHa npoueaypa.

b PasmepT ce oTHacA 3a Bb3pACTHM NaLmMeHTy. Vi npyn Bb3pacTHu 06a-
ye Camo AMAMETBbPBT HE BUHATM € [JOCTaTbUeH 33 OMNpPeAensaHe Ha xe-
MOAVHAaMUYHOTO 3HaueHVe Ha AedeKTa, a TpAGBa Aa ce B3emaT npej-
B W TPAIMEHTBT Ha HanAraHe, pasMepbT Ha WbHTa 1 MocoKata My 1
OTHOLLIEHWNETO NyJIMOHaNIeH-CCTEMeH KpbBOTOK (OH1atiH mabauua ll).
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no-peaKkun oT TPaAULMOHHNTE MyTauMmn B NPOTEMHOBUA pe-
uenTop 2 Ha KocTHaTa MopdoreHesa (bone morphogenetic
protein receptor 2, BMPR2) (Tabsuuya 4).

+ (CBbp3aHaTa C XPOHMYHA XEMONIUTMYHA aHeMUA MnpeKanu-
nAapHa PH n3rnexpaa 3Haummo no-pasnunyHa ot apyru Gopmm
Ha PAH no oTHoLleHKe Ha NaToNOrMyHaTa HaxoKa (nMnca Ha
nnekcnPpopMHU nesnu), xeMogMHaMnyHaTa xapakTepmncTuka
(Hncka PVR un Bucok CO) n otroBopa Kbm PAH-cneuundmnyHmn
Tepanuu (nunca Ha edekT). Mo Ta3m NpUYnHa, Te3n KNNHNY-
HV CbCTOAHUA 6Axa npemecTeHm oT rpyna 1 (PAH) B rpyna 5
(HeACHW N/unn MHOrodakTOPHN MeXaHN3MN).

+ [Ipyna 1' [nynmoHanHa BeHO-OKNy3mBHa 6onect (PVOD) n/
UK NynMoKanunapHa xemaHrnomatosa (PCH)] 6ewe pasiim-
peHa 1 BKJIIOYBA MANOMATUYHY, HaCNeACTBEHM, NeKapcTBe-
HO-, TOKCMYHO- 1 pajnaLMOHHO-MHAYLMPAHN 1 acoLMUpPaHm
dopmun.

«  [Mepcnctmpawarta PH Ha HoBopoaeHoTo (PPHN) BkntouBa xe-
TeporeHHa rpyna CbCTOAHNA, KOUTO Ce pa3nnyaBaT OT Kna-
cnyeckata PAH. B pesynTat Ha ToBa, PPHN 6Gelle o60cobeHa
B rpyna 1"7-°

«  [MepnatpuuHn cbpaeyHy 6onectu, KaTo BPOAEHN UKW Npu-
[061TW O6CTPYKLMMW Ha BXOGHWA UV U3XOAHWA TPAKT Ha NA-
BOTO CbpLie U BPOAEHUN KapAMomMronaTum 6axa BKIOUYEHN B
rpyna 2 (PH gbnxala ce Ha LHD).

+ He ca npepnoxeHn npomenu B rpyna 3 (PH gbmkala ce Ha
6enogpo6Hy 601eCTU U/UNI XUTIOKCUS).

+ Tpyna 4 6ewe npeumeHyBaHa Ha ,CTEPH n gpyru o6ctpyk-
LMy Ha nynMoHanHaTa apTepus (PA)”, koato Bkntousa CTEPH,
My/IMOHaNeH aHrMocapkoMm, APYru BbTPeCbAOBU TyMoOpW,
apTepuUnT, BPOAEHN CTEHO3M Ha NYSIMOHaNHUTE apTepun 1
napasutu (Tabnuya 4).

«  CermeHTHa PH ce HabntopaBa B oTaenHN 6enofpobHU 30HH,
nepdy3smpaHun oT a0PTO-NYNIMOHANHK KonaTepanu Npu Bpo-
[eHn CbpAeyHn 6onecTn, Kato MySAMOHasHa U TPUKYCMN-
fanHa atpesus. ToBa MHOrO HeO6UYaANHO XEMOAVHAMUYHO
cbcToAHMe Oelue BKOUYEHO B rpyna 5 (HEACHW /MmN MHO-
ropakTopHN MeXaHN3MN).

«YacT oT natonornyHaTta u natopmsmonornyHaTa nHdopma-
LMA BbPXY KIMHUYHUTE TPYNY € U3JIOXKeHa B OHMalH npu-
NOXKEeHNeTo.

BakHV MaToPU3NONOrMYHN U KNVHUYHU fedUHULNM Ca U3-
noxeHwu B Tabsuya 5. KnnHnyHa knacméukauma Ha PAH cebp3a-
Ha C BpoAeHuTe cbpheyHn 6onectu (congenital heart disease,
CHD) e gapeHa B Tabnuua 6.

AHaToMMYHa-NaToPM3NONOrMYHa Knacnudukauma Ha BpoO-
AEHN CUCTEMHN KbM NYIMOHANHN WbHTOBE CBbp3aHn ¢ PAH e
npepcTaBeHa B oHnanH Tabnuua lll.

4. Envpgemvonorus nu reHeTmka
Ha NyIMOHaJIHaTa XNUNepPTOHUA

4.1. Enngemunonorua n puckosu pakropm

MybnukyBaHUTe B NuTepaTypaTta AaHHUW 3a yecToTaTa Ha PH B
rnobaneH mMauwab ca ockbaHu. B ObeanHeHOTO KpancTBo ce
cbobLyaBa 3a yecToTa 97 cnyyaa Ha eAvH MWINOH HaceneHue
npu OoTHOLEeHKe XeHn-mbKe 1.8. NNoBb3pacToBaTa CMbPTHOCT
B8 CALL Bapupa mexay 4.5 n 12.3 Ha 100 000 gywwn HaceneHue.
CpaBHUTENHN eNMAEMNONONMYHM AaHHN 3a YecToTaTa Ha pas-
nnyHuTe rpynu PH He ca Wnpoko JOCTbNHK, HO e AcHO, Ye LHD
(rpyna 2) ce cmATa 3a Hall-yecTaTa npuymnHa 3a PH, Bbnpekn e
Texka PH ce cpela oTHOCUTENHO PAAKO B Te3M ciyyaun. Bbnpeku

ye NauMeHTUTe NprYHaANeXalmn KbM rpyna 2 u 3 npeactaBnaBa

Ba’kHa YacT OT KNIMHMYHATA NPaKT1Ka, HannyHata nHpopmauna

3a gemorpaduaTa 1 KNMHUYHUA X0 NPY TO3M CerMeHT OT Nomny-

naumaTa c PH e HenponopLroHanHo maska, KOeTo 03HayaBa, ye
noaabp»KaHeTo Ha CbOTBETHU PErncTpy 6u 61No NonesHo npu

Te3u rpynu. B rnobaneH mawwab, PAH cebp3aHa ¢ liicTo3omumasa

1 PH npun BUCOKO HagMOPCKO paBHMLLE MMa Ba)KHa pPosiA 3a Yo-

BEYeCTBOTO.

« Tpyna 1 (PAH): Hakonko perncrbpa onvcBaT enuaemmnosno-
ruAta Ha PAH.'%'2 Hall-HucKknTe CTOMHOCTY 3a 60NeCTHOCT
oT PAH v ngrnonatununa PAH (IPAH) ca 15 n cbotBeTHO 5.9 Ha
€AVH MUIIMOH Bb3pacTHW. Hali-HucKaTta cToMHOCT 3a 3abo-
nAaemocT ot PAH e 2.4 cnyyasa Ha efuH MUINOH Bb3PacTHU
roguwHo. B EBpona 6onectHocTTa 1 3abonsiemocTTa oT PAH
ca oT nopAfbKa Ha 15-60 nvua Ha enH MUNVOH HaceneHne
1 CboTBeTHO 5-10 cnyyasa Ha eAVH MUIMOH HaceNeHune ro-
anwHo."" B cb3gafeHnTe PerucTpu OKoMo MosioBMHATa OT
nauneHTnte ¢ PAH umat ngrnonatuyHa HacneacTBeHa Mam
nekapcTBo-uHayumnpaHa PAH. B noarpynata Ha CbCTOAHU-
ATa ¢ acoummpaHa PAH (APAH), Bogewa npuunHa ca CTD,
rMaBHO CMCTEMHa cKrlepo3sa (55¢).°

PAH moxe fa HacTbnv NpW pasnnyHU 0O6CTOATENCTBA,
B 3aBUCMMOCT OT acoOUMMpPaHUTE KIINHUYHU CbCTOAHMUA.T3
IPAH e cnopaguuHa 6onecT, 6e3 ¢pamusiHa aHaMmHe3a 3a PAH
WS N3BECTHU NYCKOBY daKkTopu. Bbnpekn ye B nbpsusA pe-
rmctbp Ha US National Institutes of Health cb3pageH npes
1981 r. cpegHaTa Bb3pacT Ha nauuneHTute ¢ IPAH e 6una
36 rogvHu, B gHewHo Bpeme PAH ce gmarHoctmympa no-
YyecTo Npu NO-BbH3PACTHU XOPa, KOETO e f0BENI0 A0 CPpeaHa
Bb3pacT Ha NocTaBAHe Ha AmnarHosata mexay 50 n 65 rogu-
HWU B cerawHuTe pernctpu. OcBeH ToBa, NpeobrnafaBaHeTo
Ha KeHCKMA NOJ Bapupa 3HAYNTENHO MeXAY PerncTpute u
He ce HabnogaBa NPV NO-Bb3PACTHY MALMEHTH, @ NPEXMNBSA-
eMOoCTTa ce e nogobpuna.

NpeHTndunumpann ca pepuua puckosu dakTopu 3a
pa3BuTtue Ha PAH, Kouto ce fedpuHmnpat Kato BCcekn daktTop
W CbCTOAHME, 3a KOETO MMa NOLO3PEHMSA, Ye urpae npea-
pasnonarawa wan 6naronpuATCTBallA PoNA 3a pas3BuTUe
Ha 6onectTa. PrckoBuTe pakTopu ca KnacuduumpaHu Kato
CUTYPHW, BEPOATHU MIN Bb3MOXHM, Bb3 OCHOBA Ha cuaTta
Ha TAXHaTa Bpb3Ka ¢ PH n npegnonaraemata um KaysanHa
pons.’3 CurypHa cBbp3aHOCT ce Npu3HaBa WK B CJlyyail Ha
enngemumsa, KaTo Ta3un Bb3HUKHaNa OT CpeAcTBa 3a NOTUCKA-
He Ha aneTuTa, UK ako rofieMy MHOTOLEHTPOBM eNngemMno-
JIOTVYHN MPOYYBAHUA Ca AEMOHCTPUPANU acoumaLmnsa Mex-
AY KIVHWYHOTO CbCTOAHME Unn nekapcteo 1 PAH. BepoaTHa
acoumauma ce Npu3HaBa, ako eAHOLEHTPOBO MPOYyYBaHe C
KOHTPOSHa rpyna vy nosevye cepuvt OT KINMHUYHN CyYam
LEMOHCTPMpPAT Bpb3Ka UK ako criefy CnmpaHe Ha eKCcnosu-
UMATa HAaCTbMBA KIVHWYHO U XeMOAMHAMUYHO Bb3CTaHOBA-
BaHe, KaKTO ce e CJyunno npu AMCcaTMHUG-UHZyLMpaHaTta
PAH. Bb3moxHa acoumauma Moxe fa 6bae 3anofo3paHa, Ha-
npumep, 3a nekapcTea c NoA06HN MexaHU3MK Ha LeNCTBuE,
KaTo Te3n B CUrypHaTa 1 BepOoATHaTa KaTeropus, HO KOUTO
BCE OlLUe He ca NOANOXKEHW Ha U3CNefiBaHe, KaTo iekapcTBa-
Ta M3NO0N3BaHN 3a SleYeHne Ha Pa3CTPONCTBOTO C feduunt
Ha BHMMaHueTo. CUrypHU KNMHNYHN Bpb3KK cpen APAH ca
n36poeHn B Tabnuya 4, a HABOTO Ha pUCKa NPU PasNnyHK
NeKapCcTBa U TOKCUHU e fafeHo B Tabnuya 7.514716

- [pyna 2 (PH gbmxawa ce Ha LHD): YectoTata Ha PH npu na-
LUMEHTN C XPOHUYHA CbPAEYHA HeJOCTaTbYHOCT HapacTga C
yBenunyaBaHe Ha dyHKumoHanHna knac (DK, FC) Ha yBpexxaa-
HeTo. [10 60% OT NnauMeHTUTE C TeXKa leBoKkamepHa (LV) cnc-



Mpenopbkn Ha ESC

Ta6nuua7: AKTyann3upaHu JaHHU 3a PUCKa OT fieKap-
CTBa U TOKCMHM, 32 KOUTO Ce 3Hae, Ye NH-
AyumpaT nyiMoHanHa apTepuasnHa xunep-

TOHUA

CurypeH BeposateH Bb3morkeH

« AMUHOpeKC + AmdbetamuHn | « KokauH

« OeHdpnypamuH « [JacatnHn6 « ®eHnnnponaHo-

« [JekcoeHdnypa- « L-TpuntodaH I EL
MUH + MetamdeTa- « Kbt KaHTaproH

« TOKCMYHO panuy- MUHN « AmdeTtammHonopob-
HO mMacsio HY NneKapcTBa

« beHdnyopekc + WHTepdepoH an B

+ CeneKkTuBHM + Hsakou xummoTtepa-
NHXNGUTOPYK NeBTUYHMN CPEACTBa,
Ha obpaTHOTO KaTo ankuanpaiwm
3axBallaHe Ha cpefcTBa (MMTOMU-
CEepPOTOHMH? umH C, unknodoc-

damun)°

@ MoBuLIEH PUCK OT NEPCUCTMPALLA MYSIMOHA/HA XUNEPTOHUS NPY HO-
BOPO/AEHNTE MW MaiiKUTe NPY NprYemMaHe Ha CENeKTUBHU MHXMOUTopK
Ha 06pPaTHOTO 3aXBalljaHe Ha CEPOTOHVIH.

b AnkunupalumTe cpeacTBa ca Bb3MOXKHa NPUUMHA 33 MyNIMOHaHa Be-
HO-OKJy31BHa 6onecT.

TofHa AnchyHKUMA 1 Ao 70% OT NauueHTMTe CbC CbpheyHa
He0CTaTbUYHOCT MpY 3ana3eHa M3TnackBalla Gpakuma mMmo-
rat ce npepacTasAT ¢ PH. Mpu neBocTpaHHM KnanHu 6onectu
yecToTaTa Ha PH HapacTBa c TexecTTa Ha fledpeKTa 1 Ha CUM-
nTomaTtukaTta. PH ce yctaHOBABa Ha NpakTuKa Npu BCUYKY C
TeXKa CMMMTOMHA MUTpanHa KnanHa 6onect n npu fo 65%
OT Te31 CbC CUMNTOMHa aopTHa cTeHo3a.!’"?

« Tpyna 3 (PH gbnxawa ce Ha 6enogpobHn 6onectn n/mnm
xunokcemus): Jleka PH ce cpelia yecto u npu TexkKa nHTep-
cTuymanHa 6enogpo6bHa 60ecT, 1 Npu TeXKKa XPOHUYHa 06-
cTpyKTMBHa 6enogpobHa 6onect (COPD),?° Ho TexkaTa PH e
panka.?! Texxka PH Moxe na ce cpelHe npu KOMOUHUPaHWs
cuHapom emédurzem/dpnbposa, Npu KoNTo yectotata Ha PH e
BICOKa.??

« Tpyna 4 (CTEPH n gpyru o6ctpyKkuum Ha PA): B Spanish PH
Registry, 6onectHocTTa 1 3a6onaemoctta ot CTEPH e 6una
3.2 cnyyas u cboTBeTHO 0.9 cnydas Ha 1 MH. HaceneHve.?
Bbnpekn ye mpu mauMeHTV NpexuBenn ocTbp benoppo-
6eH em60onun3bm (PE) ce cbobuiaBa 3.8% uyectoTta Ha CTEPH,
nencreutenHata yectota Ha CTEPH cnepg octbp PE e no-Hu-
CKa, B Amana3oH 0.5-2%.24 B International CTEPH Registry
aHamHesa 3a ocTbp PE ce cbobwasa npu 74.8% oT naymneH-
TTE.2> ACOLIMMPAHMTE CbCTOAHNA BKIKOUYBAT TPOMOGOGUIHM
HapyLeHua (nynyceH aHTUKoarynaHt/aHTudocdonMnuaHmn
aHTUTena, aednunT Ha NpoTenHn S n C, pe3aNCTeHTHOCT KbM
akTmBMpaH npotenH C, BkaountenHo Leiden-osa myTtaums
Ha dakTop V, MyTaLma Ha reHa 3a NPOTPOMOUH, AedULNT Ha
aHTUTPOoMOUH Il n nosuwen daktop VIII) npun 31.9% o1 naym-
eHTUTe, a crneHekToMuA npu 3.4%.

4.2, NlTeHeTUKa

«  [pyna 1 (PAH): Xetepo3urotHn BMPR2-myTaLmm ca OTroBop-
HM 3a okono 75% ot cnyyamTe Ha damunHa PAH n go 25%
OT OUEBUAHO CropaguyHuTe cnydan Ha PAH.25 BMPR2 kogu-
pa Tvn 2 peuenTop 3a KOCTHU MOPGOreHeTUYHN MPOTENHM
yyacTBally B KOHTPOMa Ha CbAoBaTa KneTbyHa nponude-
pauua. MyTaumm Ha reHy Kogmpalum akTMBMH peLenTopHO-
nopgobHa KuHasza-1 u eHAOrMUH ca MAeHTMOULMPaHN MpK

nayuneHTn c PAH v nuyHa nnn dammnnHa aHamHe3a 3a Hacnep-
CTBEHA XeMoparunyHa TefieaHrneKkTasus, Kakto n 8 BMPR1B n
SMAD9Y, koeTo noTBbprKAaBa BakHaTa ponA Ha NpeacTaBu-
Tenu Ha damunuATa TpaHchopmmpaluym pactexeH Gaktop B
(TGF-B) npu PAH.26 LianocTHO ceKBeHMpaHe Ha eK30Ma e [10-
BENO 10 MAEHTMOULMPAHE Ha PefiK/ XeTePO3UTroTHN MyTa-
Lun B reHUTe Kogmpalym npoTenHn Kato kaseonuH 1 (CAVT)
1 cybpammnus K uner 3 kanuesm kaHanm (KCNK3).26:27

+ [pyna 1: Pasno3Hatn ca HacneacTtBeHu ciyyam Ha PVOD/
PCH B cemenctBa Ha KpPbBHU POAHWHK, KOETO rOBOPU 3a
peuecmBHo npefaBaHe. CeKBeHWpPaHETO Ha LA FeHOM
AEMOHCTpUpa,ue npy BCUYKM GamunHu cnyvam Ha PVOD/
PCH 1 npu 25% oT XMCTONOrMYHO NOTBbPAEHNTE Copamny-
H¥ cnyyan Ha PVOD/PCH ca Hanvue 6u-anenHn myTtaumm B
anda-KnHa3a 4 Ha MHMLMaToOpa Ha eyKapmoTHaTa TpaHCna-
ums ¢daktop 2 (EIF2AK4).2® EIF2AK4 kogvpa efHa cepuH-
TPEOHUH KWHa3a MPUCbHCTBALLA BbBB BCUYKM €YyKapUOTHU
KNeTKn, KOATO MHAYLUMPaA NPOMEHMW Ha reHHaTa ekcnpecus B
6efiHa Ha aMVHOKMCENNHM cpefa.

« [pyna 2 (PH gbnxawa ce Ha LHD): He e ngeHtnéuumpaHa
cneumduyHa reHeTYHa Bpb3Ka.'s

« [Tpyna 3 (PH gbnxawa ce Ha 6enogpobHy 6onectn n/vnu xu-
nokcemus): feHeH NONMMOPPMN3BM MOXe fAa AonpuHaca 3a
onpepensHe Ha TexecTTa Ha PH npu xnunokcemmnyHn nauu-
eHtn c COPD.?°

« Tpyna 4 (CTEPH n ppyru o6cTpykuun Ha PA): He ca yctaHo-
BEHVW CcneunduUYHN reHeTUYHN MyTauumn CBbp3aHn C PasBu-
Treto Ha CTEPH.

« Tpyna 5 (PH c HeACHN n/vnn MHOrOopaKTOPHN MEXaHU3MM):
XeTeporeHHOCTTa Ha Ta3u rpyna He No3BosiABa CbOTBETHO
onMcaHne Ha reHeTvKaTa, enMAEMNONIOTMATa U PUCKOBUTE
daKkTopy B TE3M NPENOPbHKU.

5. [dwarHocTuMKa Ha NnyfIMOHaJIHaTa
XNNepToHUA

5.1. OnarHosa

OunarHoctukata Ha PH n3nckBa KnvHWYHa cycnekuus Ha 6a-
3aTa Ha cUMNTOMaTMKaTa 1 GU3MKanHWUA CTaTyC 1 npernes Ha
noapobeH Habop OT M3cC/eABaHWA, KOUTO MOTBbpPXKAaBaT, ye
XeMOANHAMUNYHUTE KPUTEPUN Ca U3MbJIHEHN 1 3@ OMKMCBAHE Ha
eTuonoruaTa n GyHKUMOHaNHaTa 1 XeMoAVHaMUYHA TEXEeCT Ha
cbcToAHMETO. VIHTepnpeTaunaTa Ha Te3n mM3cnefBaHuA npen-
rnonara Hanuume Ha ekcrnepTusa B obnacTTa Ha Kapguonorus-
Ta, obpasHaTa AMarHoCTUKa 1 pecnMpaTopHaTa MeaulriHa v e
Han-fob6pe fa ce 06CHXKAA Ha cpeLla Ha MyNTUANCUUNNHAPEH
TUM. ToBa € 0CO6EeHO BaXXHO 3a UAeHTUOMLMpPAHe Ha NauneH-
TW, KOUTO Hal-BEPOATHO MMaT NoBeYe OT efHa NpuymnHa 3a PH.
OcHoBHaTa npuuriHa 3a PH Tps6Ba ga 6bae ngeHtndunuympaHa B
CbOTBETCTBME C KNMHWYHATa Knacudukauus B Tabnuya 4. Anro-
PUTBMDBT 3a JOCTUraHe A0 ArarHo3ata e nokasaH BbB Queaypa 1.

5.1.1. KnuHnyHa KapTuHa

CumntomunTe Ha PH ca HecneuudnyHM 1 NPeAUMHO CBbP3aHU
C nporpecupalla gecHokamepHa (RV) gucdyHkuma. HauanHute
CUMMTOMM TUMUYHO Ce MPOBOKMpa Mpu ycunue. Te BKAouBaT
HeAOCTUT Ha Bb3JyX, YMOPAEMOCT, OTNafAHaNIOCT, aHrMHa U CUH-
kon. Mo pAAKo nauuMeHTUTe OMMCBaT CbLUO Cyxa Kaluimua, ra-
AeHe 1 nospbliyaHe npu ycunune. CUMATOMM B MOKOW MMa CaMo
npw HanpepHanu cnydyaw. lNogyBaHe Ha KOpema 1 OTOLM OKOMO
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rneseHnTe ce pa3BMBaT C HanpeaBaHe Ha RV HegocTaTbyHOCT.
KnuHuyHata kapTnHa Ha PH moxe fga ce npomeHu ot 6onecty,
KOWTO MPUYMHABAT UK ca CBbp3aHu ¢ PH, KakTo 1 apyru npu-
Opy»kaBalym 3abonaBaHmA.

Mpu HAKOW NAUMEHTN KIMHNYHATa KapTUHa e obycnoBeHa oT
MeXaHWYHN yCnoXxHeHna Ha PH n natonornyHoto pasnpepene-
HVe Ha KpbBOTOKA B MYJIMOHA/IHOTO CbAOBO PYyC/10. TOBa BK/OY-
Ba XeMOMTM3a AbJIXKalla ce Ha pynTypa Ha xunepTpodupaHute
OPOHXMANHN apTePUN, KakTo 1 CUMITOMU CBbP3aHU C MysIMO-
HanHa apTepuanHa gunatauua, KaTo Ape3raBoCT NPUUYMHEHa
OT KOMMpPeCcKA Ha IeBUA peKypPeHTEH NlapyiHreaneH HepB, Xpun-
TEeHe NMPUYMHEHO OT KOMMPECUA Ha rofieMn ANXaTeNHN MbTuLa
W aHrMHA Ab/Kalla ce Ha MMOKapAHa UCXeMUA MPUYUHEHA OT
KOMMpecua Ha CTBOJMIa Ha fiABaTa KOPOHapHa apTepusA. 3Hauun-
TenHaTa I aunaTtauma Mmoxe Aa AoBeje Ao pynTypa Unu anceka-
uma Ha PA, KoeTo BOAM A0 NpU3HAUM U CUMATOMW Ha CbpAeYHa
TamnoHaga.

OusnKanHuTe npusHaum Ha PH BKouBaT n3nbkBaHe BNABO
napacTepHanHO M aKLEeHTyupaH BTOPA CbpAeYeH TOH, TpeTu
RV TOH, maHcUCTONEH LWyM Ha TPUKYCMMAANHA peryprutayma u
AMacToseH WyM Ha NySIMOHasHa peryprutaumsa. NosuiueHo tory-
NTAPHO BEHO3HO HanAraHe, Xxenatomeranus, acuut, nepudepHun
oToUM U CTYAEHW KpalHULW XapakTepusnpat nauumeHTy C Ha-
npegHana 6onect. O6MKHOBEHO NMMNCBAT CBUPKALLM 1 MyKalim
Xpunose.

KNMHNYHOTO 13cneaBaHe MOXe Aa NoAcCKarke noanexawarta
npuynHa 3a PH. TeneaHrnektasmnm, A3BM No NPbCTUTE U CKie-
pofaKTUAMA ce HabnogaBaT NPU CKNEPOAEPMUS, MHCMIUPATOP-
HUTE XPUMOBE HACOYBAT KbM WUHTepcTMUManHa 6enoppobHa
605ecT, a NafAKOBUAHUTE HeBYyCK, aTpoduATa Ha TecTucmTe ”
nanMapHuAT eputem npegnonarat YepHogpobHa 6onect. Mpu
yCTaHoBABaHe Ha 6apabaHHuW NpbCTU, TPAGBa Aa ce obcepBMpa
PVOD, unarnotnyeH CHD, nHtepctuymanHa 6enonpobHa 6onect
Unn yepHoapobHa 6onecr.

5.1.2. EnekTpokapauorpama

EnekTpokappguorpamata (ECG) moxe ga nogkpenu Hannyneto
Ha PH, Ho HopmanHaTa ECG He n3KkntouBa gmarHosata. AGHOpM-
HaTa ECG e no-BepoATHa npwu TexKa, OTKONKOTO npu neka PH.
MNpomeHnunTe B ECG BKtoUBaT P-NnynmMoHane, gAcHa enekTpuyecka
oc, RV xuneptpodus, RV obpemeHABaHe, feceH 6efpeH 610K n
yabixkaBaHe Ha QTc. JlokaTo RV xunepTpodus uma HegoctaTbu-
Ha uyBCTBUTENHOCT (55%) 1 cneymdunuHocT (70%), 3a ga 6bae
CpefcTBO 3a CKPUHKMHT, RV obpemeHaBaHe e No-4yBCTBUTENEH
npusHak.30 PaswupasaHeTo Ha QRS-komnnekca n yabnxasa-
HeTo Ha QTc npeanonarart Texka 6onect.3"3? [IndpepeHumanHa-
Ta AmarHosa Ha ECG BKfouBa npefHo-natepanHa MUokapaHa
ncxemus. 3a pasnuka ot PH, npomenunte B ECG npu ncxemumsa
3acAraT No-4ecTo natepanHuTe 1 JONHUTE OTBEXAaHNA, a Kora-
TO Ca Hanuue B NpefHUTe rpbAHN OTBEXAAaHUA OOMKHOBEHO ca
npuapyxeHn ot Q-3bbel BbB V1 fo V3 1 pAgKo BOAAT [0 AACHO
OTKJIOHEHUE Ha eneKTpuyeckaTa oc.

HapkamepHu aputmum ce cpelat npu HanpepHana 6o-
necT, No-cneyunanHo npeicbpAHO TPenTeHe, HO Y NPeaCcbPAHO
MbXKLeHe, C KyMynaTuBHa 5-roguiiHa yectota B 25% OT naum-
entute. 3 MpeacbpgHuTe aputMnn komnpomeTrpat CO 1 noutn
HeunsbeXXHO BOAAT [0 MO-M3pa3eHo KMHUYHO BiowaBaHe. Ka-
MepHUTE apUTMU Ca PeaKN.

5.1.3. PeHTreH Ha rpbAHNA KoL

Mpwn 90% ot naumeHTuTe C IPAH peHTreHbT Ha rpbAHUA KO e
abHOpMeH Mpu NocTaeaHe Ha anarHosata.>* Haxoakarta npu na-
uneHT ¢ PAH BKnuBa LeHTpanHa NynMoOHanHa apTepuanHa

Avnatauma, KOATO KOHTPAcTMpa Ha ,oKacTpeHnTe” (nnnceawym)
nepndepHN KPbBOHOCHM CbAoBe. innataumns Ha 4ACHOTO npea-
cbpave (RA) n RV ce HabniopaBa nNpy no-HanpeaHany ciyvaun.
PeHTreHbT Ha rpbAHMA KOLW MOXe [a MOMOrHe Ha andepeHuun-
anHaTa AmarHo3a Ha PH, ako noka3sa npu3sHauu Ha 6enoapob-
Ha 6onecT (rpyna 3, Tabnuya 4) nnn 6enogpobHa BeHO3Ha KOH-
rectna nopaau LHD (rpyna 2, Tabsuya 4). PeHTreHbT Ha rpbAHMA
KOLL MO>Ke [la MOMOTHe 3a pa3rpaHnyYaBaHe Ha apTepuranHaTa ot
BeHo3HaTa PH upe3 gemoHCTprpaHe Ha yBENUYEHO UK Hama-
NEeHO CbOTHOLLEHME apTepumn:BeHn.>

CreneHTta Ha PH Ha pageH nmaumeHTV He CbOTBETCTBA KaTo
LANO Ha CTeneHTa Ha peHTreHoBuTe npomeHn. Kakto npu ECG,
HOPMaHUAT PEHTIEH Ha FPbAHUA KOLW He n3Kntousa PH.

5.1.4. benoapo6HN GYHKLMOHANHIN TECTOBE
N apTepvanHn KpbBHM rasose

MynmoHanHWTe GYHKUMOHANHW TecToBe W apTepuanHuTe
KPbBHU rasoBe maeHTUGMLMpaT yyacTneTo Ha moasexallata
6051eCT Ha AMXaTenHNTe NbTULWA UM 6enofpPobHMA NAPEHXMM.
MauveHt ¢ PAH nmaT 06MKHOBEHO fleka [0 ymepeHa pefyk-
umMsa Ha 6enofpobHUTe 06emMn B 3aBMCUMOCT OT TEXeCTTa Ha
6onectTa.’53” Bonpeku ye npu PAH andy3noHHUAT KanaymteT
MOXe Aa 6be HopMarneH, MOBeYeTo MauneHT! MMAT HaManeH
6enoapobeH Andy3nMoHeH KanauuTeT 3a BbriepoaeH MOHOKCUA
(DLCO). MatonornyHo Huckmat DLCO, pedurHmpaH KaTo <45%
OT MpefcKkasaHaTa CTOMHOCT, € CBbpP3aH C oW KAUHUYEH K3-
xo.3%3” udepeHumanHaTa gmarHosa Ha Huckua DLCO npu PAH
Bkntousa PVOD, PAH BbB Bpb3Ka CbC CKlepofepmMma 1 NapeH-
XUMHU 6enofpobHn 6onectu. Bbnpekn e o6CcTpyKLMATa Ha Au-
XaTeNHUTe NbTULLA He e 06MYAHO ABNEHME, MOXe [ia Ce OTKpue
06cTpyKUMA Ha NnepudepHUTe AnxatenHu nvtuwa. MNopaaun an-
BeoJlapHa XMNepBeHTUNALMA B MOKOW, apTEPUANHOTO HanAraHe
Ha kucnopopa (Pa0,) octaBa HOPMaNHO UK € MAJTKO MO-HUCKO
OT HOPMATa, a APTEPUASNIHOTO HaNAraHe Ha BbrMepPoOAHMA LNOK-
cup (PaCO,) e noHuxeHo.3®

COPD (XOBb), kaTo npuymHa 3a xunokcnyHa PH, ce gnarHo-
CcTULMpa Npy AaHHW 33 HeobpaTma o6CTPpyKLUUA Ha AnxaTen-
HWTe NbTULLA, 3aeHO C NOBULLEHW pe3ugyanHy obemn 1 Hama-
neH DLCO.39 ApTepuranHute KPbBHW ra3oBe Npuv NauyumeHTn C
COPD nokasgart noHwxxeHo PaO, np1 HOPMAsHO UK NOBULLEHO
PaCOZ.40 MoHWXeHnAT 6enoapobeH 0bem B KOMOMHALMA C HaMa-
neH andy3noHeH KanauuTeT 3a BbriepoAeH MOHOKCUS HacouBa
KbM MHTepcTULmManHa 6enogpobHa 6onect.®® TexecTTa Ha em-
dur3emMa 1 Ha MHTepcTULUManHaTa 6enogpobHa 6onect Moxe fa
ce onpefeny ¢ NOMoLTa Ha KoMnoTbpHa Tomorpadua (CT) ¢
BMCOKa pe3ontouns. KombuHaumaTta ot emodurzem n 6enogpobHa
$nbposa Moxe fa nceBfOHOPManuM3vpa CNUPOMETPUATA, Bb-
npekn ye DLCO e nouTn BMHary pegyumpaH, KoeTo nogyeprasa
HeobxoanmocTTa 6enoapobHaTa GyHKUMA fa ce UHTepnpeTrpa
B CbueTaHue c obpasHa 6enoapobHa ArarHoOCTMKa.

YecToTNTE Ha HOLLHATa XMMOKCEMMA U LleHTpanHaTa CbHHa
anHes ca Bucoku npu PAH (70-80%).4'*? KoraTto ce o6cbxaa
CUHOPOM Ha OOCTPYKTMBHA CbHHA arnHes WU XUMOBEHTUNa-
umnA, TpA6bBa fa ce HanpaByW HOLWHA OKCUMETPUA UM NOAINCOM-
Horpadus.

5.1.5. Exokapguorpadus

TpaHcTopakanHata exokapguorpadua ce M3rnon3Ba 3a BuU3Y-
anu3aums Ha edekTtnte oT PH BBpXY CbpLETO U M3UnCTIABaHe
Ha PAP upe3 n3mepBaHuAa ¢ HenpekbcHat Jonnep. Exokapguo-
rpadua Tpabea fa 6bae HanpaBeHa BUHArK KoraTo ce nofgosunpa
PH 1 moxe pa ce n3nonsea 3a NOTBbpXAaBaHe Ha AMarHosaTa
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Ta6nuua 8A: Exokapauorpagcka BepOATHOCT 3a Myn-
MOHaJIHa XWMEePTOHUA MpPU CUMATOMHMU
MauneHTN CbC CcycneKkuuna 3a ny/iMOHasHa
XnnepToHnsa

Hannune
Ha apyrun
exo ,PH
npusHaum

MakcumanHa cKko-

POCT Ha TPUKyCNn-

AaliHa peryprurta-
uuma (m/s)

Exokapauorpadcka
BEPOATHOCT 3a Nyn-

MOHaJIHa XunepTtoHna
nma

<2.8 unn Hensmepuma Hucka
<2.8 nnu Hensmeprma
29-34

YmepeHa

He e Heobxo- Bucoka
Aumo

PH = nynmoHanHa xnunepToHusA.
2 BwxTe Tabnuua 8B.

PH npu nauymeHTW, Npy KOUTO peauua pasfinyHn eXoKapamo-
rpadckn n3mepBaHMA CbOTBETCTBAT Ha Ta3n AuarHosa. Korato
ce obcbxAa camoTo neyveHre Ha PH, exokapanorpaduata cama
no ce6e M He e fJOCTaTbyHa Aia MOAKPENY TepParneBTUYHOTO pe-
LeHMe 1 e HeobxoArMa CbpheyHa KaTeTepusauusa. MoapobHu
HacoKM OMucBalLn exokappnorpapckata oueHka Ha AACHOTO
cbpue morat Aa 6baaT HamepeHn B JOKYMEHTU Cb3fafeHun u/
unu npuetn ot EBponeiickata acoumauma no CbpaeyHoOCHA0BA
obpa3sHa anarHocTrka (European Association of Cardiovascular
Imaging, EACVI), pernctpupaH KnoH Ha ESC n untatenat Tpsab6aa
[a ce 06bpHE KbM TAX 33 LOMBJHUTENHU YKazaHus, 344
OueHkata Ha cuctonHata PAP ce ocHoBaBa Ha nMKoBaTa CKO-
pOCT Ha TpUKycnuaanHa peryprutauma (tricuspid regurgitation
velocity, TRV), KaTo ce B3ema npefsus LecHONpPeaCbpPAHOTO
HanaraHe (right atrial pressure, RAP), KakTo e onvcaHo oT onpo-

Ta6bnuua 8B: Exokapaunorpadpckm npusHaum nNoAcCKas-
BalLy NyJMOHaJIHa XUNEePTOHUA , KOUTO ce
M3non3BaT 3a oLleHKa Ha BepOATHOCTTa 3a
ny7MOHanHa XUNepToHUA, OCBEH u3Mmep-
BaHMATa Ha CKOPOCTTa Ha TPUKYCcNupanHa-
Ta peryprutauvsa gageHu B Tabnuya 8A

A: Kamepn®

B: Mynmo- C: lonHa npa3Ha
HanHa BEHa 1 fAICHO
aprepua’ npeacbpane?

basanHo oTHOLwe- JlecHokamepHoO [nameTbp Ha fonHa

Hue fAcHa Kamepa/ fonneposo npasHa BeHa >21 mm

naga Kkamepa >1.0 Bpeme Ha C HamasneH nHcnupa-
akuenepauua TopeH Konanc (<50%

<105 msec n/
VNN cpegHocu-
cToneH 3bbel

npvi noemaHe Ha
Bb3AYX Unn <20% npun
6aBHO BANLIBAHE)

Mnocka mexpayka-
MepHa nperpaga
(neBokamepeH
VNHAEKC Ha eKCLieH-
TpUyHOCT >1.1 B
cucTona u/vnu
Avactona

PaHHa ckopocT JlecHonpeacbpaHa
Ha nynmoHanHa | nnowy (B Tenecucrona)
perypruTayms >18 cm?

>2.2 m/sec

PA = nynmoHanHa aptepus.

@ Exokapavorpadcky NpUsHaLm COT Hall-Masiko ABE PasfNyHI KaTero-
pun (A/B/C) oT ropHus cnUCbK TpsAbBa Aa ca Hanwvue, 3a fa 6bae npo-
MeHeHa CTeneHTa Ha exoKapaunorpadcka BEPOATHOCT 3a NyNMOHanHa
XVINEPTOHWA.

CTeHOTO ypaBHeHue Ha Bernoulli. RAP moxe fja ce oueHun exo-
Kapanorpadckm Bb3 OCHOBa Ha AMameTbpa 1 pecnunpaTopHaTa
BapvaLus Ha AvaMeTbpa Ha AosHaTa Npa3sHa BeHa (inferior vena
cava, IVC): IVC ¢ grnameTbp <2.1 cm Konabupauwa ¢ >50% npwu
AbNI6OKO NoemMaHe Ha Bb3yX 03HauaBa HopmManHo RA HanAraHe
oT 3 mmHg (grnanasoH 0-5 mmHgq), gokato IVC c gnameTbp >2.1
CmM, KOATO KONTO Konabupa ¢ <50% npu noemaHe Ha Bb3ayX Ui
<20% npwu CNOKONHO BAMULIBAHE O3HayaBa nosuweHo RA Hana-
raHe ot 15 mmHg (ananasox 10-20 mmHg). B cutyaunu, npm
KOWTO AMamMeTbpbT U KonancbT Ha IVC He ce BmecTBaT B TO3U
MOZAEN, MOXe [1a Ce U3M0JI3Ba CpefHa CTONMHOCT oT 8 mmHg (au-
anas3oH 5-10 mmHg). EACVI npenopbuBa ga ce 13nonsea no-
CKOPO TO3U NOAXO[, OTKONKOTO dUKCUPaHa CTOMHOCT OT 5 unu
10 mmHg 3a n3uncnaBaHe Ha CUCTONTHOTO HanAraHe B PA (PASP).
Mpensug obaye HenpeumnsHOCTTa Ha M3uncneHneTo Ha RAP un
yBENMYaABAHETO Ha FPeLLKNTE B M3UMCIIEHUATA NPY N3MN0JI3BaHe
Ha TEOPETUYHO 3ajafeHUN MapameTpu, HMEe npernopbyBame Aa
ce 1M3non3BaT M3MepBaHMATa Ha nNukoBaTa TRV C HenpekbCcHaT
Jonnep (a He Ha n3uncneHoTo PASP) KaTo OCHOBEH eXOKapAuno-
rpadcky napameTbp OTUMTALY BEPOATHOCTTA 3a PH.

Korato nunkosaTa TRV e TexHMuyeckn TpyaHa 3a n3mepBaHe
(HMLWOXKHa MW NeKa TPUKYCNAANHA peryprutaums), HAKOM na-
6GopaTopun K3MON3BaT KOHTPACTHA exokapauorpadua [Hanp.
pa3buT Gpr3noNornYeH cepym NPUNoXeH B MHTpPaBeHO3Ha (i.v.)
WHXEKUMA], KOATO MOXe Aa nopobpu JOMnepoBuUA CurHan,
no3BONABaNKN M3mMepBaHe Ha nukosaTa TRV. 3a cbxaneHue,
BbMpeKn cunHata Kopenaumna mexay TRV n rpagneHTa Ha HanAa-
raHe npu TpYKycnuaanHa peryprutauus, nonyyeHata c lonnep
OLeHKa Ha HanAraHeTo Moxe fja 6be HETOUYHA NPU KOHKPETHUA
nauveHT. Mpn NaureHTN C TeXKa TPUKyCUaanHa peryprutauma
TRV moxe fa 6bae 3HauUnTeNHO NoALeHeHa 1 He TpsbBa aa ce
M3MOs3Ba 3a U3KOUBaHe Ha PH. BbaMOXHO e 1 HafueHaBaHe. *
PH He moxe na 6bae onpefeneHa HageXAHO C KOHKPeTHaA rpa-
Huua Ha TRV. CnepoBatenHo, oueHKaTa Ha PAP 6a3upalya ce
e[IHCTBEHO Ha W3MepBaHMATa Npu TpaHcTopakanHa Honnep
exokapaunorpaduma He e MOAXOAALL, METOA 3a CKPUHWHE Mpu
neka 6escumntomHa PH. Tpabsa BUHaru fa ce TbpcaT U Apyru
exokapauorpadckm napameTpu, KOMTO NOPa)KAaT UM 3acuneaT
CbMHeHwneTo 3a PH, He3aBncmo ot TRV.

M3Bogute nonyuyeHn oT AafieHO exoKapauorpadpcko ms-
cnepBaHe TpAGBa Ja MMarT 3a Uen onpefensHe Ha HMBOTO Ha
BepoATHOCT 3a PH. Hactoawwnte npenopbkm Ha ESC npegna-
raT cterneHyBaHe Ha BepoATHOCTTa 3a PH Bb3 ocHoBa Ha TRV
B MOKOW N HaNM4YMeTO Ha JOMBbAHUTENHU NPeABapUTENTHO Of-
peneneHn exokapauorpadpckm napameTpy HacouBaliyM KbM
PH (Ta6nuya 8A). Mo To31 HaunH BepoATHOCTTa 3a PH moxe aa
6bfe NpeLeHeHa KaTo BNCOKa, yMepeHa vnv HucKa. Korato ce
NHTeprpeTnpa B AafEH KIIMHUYEH KOHTEKCT, exokapauorpad-
CKMAT pe3ynTaT e HeobXxoAUM 3a peluaBaHe Janv Ma Hy»aa oT
CbpAeYHa KaTeTepur3aLma Npu KOHKPETHUA NaumeHT. 3a ynecHsa-
BaHe N CTaHZapTM3UpaHe Ha NPUYNCIABAHETO KbM KOHKPETHO
HUBO Ha BepOATHOCT 3a PH ce npepnaraT HAKONKO JOMbAHU-
TENHN exokapanorpadCkm NpusHaum B JOMbAHEHNE KM KpU-
TepuuTe 6a3mpalym ce Ha TRV (Tabsuya 8B). Tean npu3sHauy aa-
BaT oLeHKa Ha RV pa3mepu n cBpbxHaToBapBaHe, CKOPOCTTa Ha
n3TnackBaHe Ha KpbBTa oT RV, gnameTtbpa Ha PA n ctonHocTTa
Ha RAP.3-% [3mepBaHeTo M e AedUHMPAHO B MpernopbKuTe
yTBbpAeHn ot EACVI. 4344

MpenopbyBaHMAT NNaH 3a NO-HATaTbLIHO U3C/eBaHe Ha
nauMeHTa Bb3 OCHOBA Ha exoKapauorpadckata BEPOATHOCT 3a
PH e nokasaH B Tabsuya 9 3a CUMNTOMHW NauueHTn. B oHnanH
NpUIoXeHNeTo e fafeHa nogobHa Tabnuua (OHnalH mabnu-
ya IX) 3a CKPUHMHT Ha 6e3CMMTOMHY MauMeHTU C PUCKOBU
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Ta6nuua 9: [lnarHocTuyeH NOAXof, KOWMTO ce npejsiara B 3aBMCUMOCT OT exoKapaunorpadckata BepOATHOCT 3a Ny/IMOHaNIHa
XUNEPTOHNA NPN NAaLNEeHTN CbC CMMNTOMATNKa CbBMeCTIMa C NyJIMOHaJIHa XUNePTOHNA C uin 6e3 PUCKOBU ¢aK—
TOpW 3a Ny/IMOHaNHa apTepurasnHa XunepToHNA WM XpoHNYHa TPoM6oeM60nYHa NyIMOHaNHa XunepToHnA

Be3 puckoBu pakTopmn unmn
CcbCTOAHUA cBbp3aHn c PAHunn  Knac® Hueo®
CTEPH!

C pyucKoBM paKTOpPM NN CHCTOA-
HuA cBbp3aHu ¢ PAH unun CTEPHCc

Exokapauorpadcka

Knac® HuBo® UsT.c
BepoATHOCT 3a PH

Tps6Ba Aa ce Ma NpeaBuz exo-
npocneasBaHe

Tpsab6Ba ga ce uma nNpeasua
anTepHaTUBHA AMarHosa

Hucka

TpsabBa pa ce nma npeasug
anTepHaTUBHA MarHo3a, exo-
npocnegsasaHe

Tpa6Ba aa ce 06CbAN AOMbBAHN-
TeNHa oueHKa Ha PH, Bknioum-
TenHo RHC

YmepeHa 45,46

TpabBa Aa ce ima NpefBuA [o-
MbAHUTENHO U3CneBaHe Ha PH®

MpenopbuBa ce AOMbIHUTENHO
n3cnepBaHe Ha PHe, Bknouunten-
Ho RHC

MpenopbyBa ce AOMbIIHATENHO
Bucoka n3cnepBaHe Ha PH
(BkntounTenHo RHCE)

CTEPH = xpoHu4Ha Tpomb60eMb60IMYHa MyIMOHaHa XunepToHus; echo = exokapanorpadcko; PAH = nynmoHanHa aptepuanHa xuneptoHus; PH = nynmoHan-
Ha xuneptoHus; RHC = gAcHa cbpheyHa KateTepusaumsa.

aKnac Ha npenopbKuTe.

b HuBo Ha gokasatencreeHocr.

€ U3TouHMK(UM) NogKpenawy (1) NpenopbKUTe.

dTesn NPEenopbKX He ce OTHACAT 3a NaLNeHT C AndY3HN NapeHXMMHY 6enoapobHN 6onecTy unm 6onecTn Ha NABOTO CbpLie.

€ B 3aBMCMMOCT OT HaJIMYMETO Ha PUCKOBU pakTopu 3a PH rpyna 2, 3 uam 5.

[Mo-HaTaTblHaTa CTpaTerna Ha n3cnefBaHe Moxe Aa 6bje pasnnyHa, B 3aBUCMMOCT OT TOBa faJin PUCKOBUTE GpaKTopu/acoLnmpanHnTe CbCTOAHNA NoKasBaT
no-Brcoka BepoAaTHocT 3a PAH nnn CTEPH — BUXTe ANarHOCTUYHNA anropuTbM.

dakTopun 3a PAH nnm cbe cnyvaiiim Haxoakun oT ECG mnn 06-
pa3Ha AnarHoCcTMKa Ha 6enute upoboBe HacouBalM KbM Bb3-
MOHa PH.

Exokapavorpadusata Moxke fa CMOMOrHe 3a OTKpMBaHe Ha
npuvymMHaTa 3a CycnekTHa unu notebpaeHa PH. [iBypasmeHo,
[ONSIePOBO 1 KOHTPACTHO M3CNefBaHe MOXe [a Ce M3non3ea
3a ugeHtudunympane Ha CHD. Mpu nyncos [onnep oTkpusaLy,
yBenvyeH ob6em Ha NyIMOHaNHWA KPbBOTOK B OTCbCTBME Ha
[JONOBVM WHHT UM 3HaYMTeNHa AuaTauma Ha NpoKCcMmarsnHaTta
PA Bbnpeku ckpomHaTa PH, 3agbnKutenHo ce Hanara TpaHceso-
dareanHo nscnenBaHe C KOHTPACT WM CbpAeYeH AApPeHOo-Mar-
HUTeH pe3oHaHc (AMP, cardiac magnetic resonance, CMR) 3a 13-
KnouBaHe Ha MexaynpefacbpaeH gedekT Tin sinus venosus n/
WA aHOMAnHo BAMBaHe Ha 6enofpo6HY BeHw. Mpu cycnekyms
3a LV anactonHa ancoyHkumaA TpAabBa Aa ce Hanpasy OLeHKa Ha
[onnepoBrTe exoKapanorpadpcky nprsHaLm, Bbnpekn oTHOCU-
TENHO HMCKaTa M HagexgaHocT. [ICK (RHC) Tpsbsa fa ce 06Cb-
[V, KoraTo AnarHo3arta ocTaBa HECUTYpPHa Cllefy HEMHBA3UBHUTE
n3cnenBaHua (BUXKTe Touka 8.1). MpakTNYeCcKoTo KIMHNYHO 3Ha-
YeHve Ha [onnep exokappuorpaduata npu Gr3nyYecko HaTo-
BapBaHe 3a ugeHtTudurympaHe Ha cnyyam ¢ PH camo npu ycunue
€ HeCUrypHo, Mopaam nnnca Ha Banvan3MpaHu KpUtepum v npo-
CNeKTUBHW NOTBbPANTENTHN AaHHN.

5.1.6. BeHTunaynoHHa/nep¢ysnoHHa 6enogpobHa
cumHTUrpadua

BeHTunauymoHHa/nepdysmonHa (V/Q) 6enopgpobHa cumHTUrpa-
duAa TpabBa fa ce Hanpasw Npu nauneHTn ¢ PH, 3a ga ce Tbpcn
CTEPH. V/Q cuuHTUrpaduma e CKpYHUHIOB MeToh Ha m36op 3a
CTEPH, nopagn no-Bncokara 1 4yBCTBUTENIHOCT B CPaBHEHMeE C
CT nynmoHanHa aHruorpama (CTPA), ocobeHo B LeHTpoBe 6e3
JoctaTbyHo onuT.¥ HopmasnHa nnu Hocellla HUCKa BEPOATHOCT
V/Q cumHTUrpadua nskniousa epektnsHo CTEPH ¢ uyBcTBUTEN-
HocT 90-100% un cneundryHocT 94-100%; mHoro oT V/Q cunH-
Turpadum obaye ca HegmarHocTuyHu. okato npu PAH 6eno-

ApobHata V/Q cumHTUrpadma moxe fa e HopmanHa, TA MoXe
[a MoKaxe 1 Manky nepmrdepHn pa3npbCHaTU U HECErMEHTHM
nepoysnoHHn gedekTn. HepoctaTbK €, Ye pasnpbcHaTy nepdy-
3MOHHU AedeKTn MoraT Aa ce BUAAT U Npu apyrn 6enofpobHo-
cbfoBu 6onectn, kato PVOD. Makap ue V/Q cumHTUrpadus sce
olle ce NpenopbyBa KaTo CKPUHMHIOB MeTof Ha 136op, BEHTU-
NaUNOHHUTE CLMHTUIPadun YecTo ce 3aMecTBaT OT aKTyaneH
PEeHTreH Ha rpbAHMA KOW WK OT akTyanHa 6enogpobHa CT ¢
BMCOKa pe3osiiouusa, HO TO31 NOAXOA BCbLHOCT HAMa floKa3aHa
cTonHocT. OcBeH TOBa, B MHOrO LieHTpoBe ce npegnoynta CT,
TbI KaTo e No-NecHo focTbrHa. Mapko npoyyBaHMA NoKa3BgarT,
ye eANHNYHO-GOTOHHaTa eMucnoHHa CT, Cblo HyKNleapeH 06-
paseH meTof, Moxe 61 npeBb3xoxAa V/Q paBHMHHA CLUMHTU-
rpadua n CTPA, HO Te3n pe3ynTaTu ce HY»KAaAT OT No-WKpPOoKa
oLeHKa.*® CbBcem Hackopo Gelue JEMOHCTPYPAHO, Ye No-HOBU
METOAM, KaTo TPMM3MepPeH MarHMTHo-pe3oHaHceH (MR) nepdy-
3MOHEH MENUHT, UMaT YyBCTBUTEIHOCT KaTo Ta3u Ha TPaAnLNOH-
HaTa nepdy3noHHa cunHTurpaduma B ckpuHmuHra 3a CTEPH; MR
MO»Ke [a ce 13Mos3Ba 1 KaTo cBoboaeH oT paamauma MeToq 3a
OLI€HKa Ha BEHTWUALMATA, KaKTo 1 Ha nepdy3uaTa npu CTEPH.*

5.1.7. KomniotbpHa Tomorpadua ¢ BUcoka
pesoniounsa, KOMNTbpHa ToMmorpadus
C KOHTPACTHO ycUNBaHe N NyAMOHaNHa
aHruorpadusa
CT e WwrpoKo 13Mnon3BaH MeTo 3a 06pa3Ha AnarHoCTrKa, KOon-
TO MOXe [a faje BakHa MHbOopMmauma 3a CbAOBa, CbpAeyHa,
napeHxMMHa U MefuacTHanHa natonorus. Ta Moxe a Hacoun
KbM AnarHosata PH (gunataums Ha PA vnu RV), na ngeHtudu-
umpa npuymHa 3a PH, kato CTEPH nnu 6enogpo6bHa 6onect, aa
Hacoun KbM Buaa PAH (Hanp. gunataumna Ha xpaHONPOBOAA Npu
SSc unv BpoaeHn CbpaeUHN AedeKTr, KaTo aHOMASIEH ApeHax
Ha 6enoapo6HY BeHM) 1 fade NPorHocTuyHa nHdopmauma.>°
CT moe fa npegunsBrka CbMHeHMe 3a PH npu cuMnTomMHM
nauveHT! UM n3cneaBaHe 3a Apyrv NokasaHus, ako ce yCTaHo-
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BV yBenunyeH anameTbp Ha PA (=29 mm) n yBennyeHo oTHoLe-
HVe Ha OTHOLEeHNeTo 6enofpobHa apTepua: acLleHAeHTHa aop-
Ta (=1.0). Bucoko cneunduuHo 3a PH ce cmATa CbOTHOLWEHMETO
CermeHTHa apTepua:6poHx >1: 1 B Tpy uam uetupm gana.” 2

CT ¢ BUCOKa pe3onouunsa faBa AeTalfiHa KapTiHa Ha be-
NoAPO6HMA NMAPeHXMM U YNecHABa JMAarHOCTMKaTa Ha WMHTEC-
TMuManHuTe 6enogpobHn 6onectn n emdursema. CT ¢ BUCOKA
pe3oniouns Moxe Aa 6be MHOrO Mosie3Ha U NpUu KINHWYHA
cycnekuma 3a PVOD. XapakTepHuUAT uHTepcTUUmManeH egem c
AMY3HO LeHTpasHO 3aceHYBaHe TUM MaTOBO CTbKJ/IO U 3afe-
6ensBaHe Ha WHTepNOGynapHWUTe Nperpagn NofaKpenAT Aua-
rHo3ata PVOD; ponbfHUTENHN HaxoAKu ca numdageHonaTmsa,
MAEBPaHA CeHKM 1 n3n1BK.>3 MySIMOKanuIsipHa XeMaHrMoma-
TO3a ce Nopo3vpa npu Andy3Ho ABYyCTpaHHO 3afebenaBaHe Ha
UHTEPNobynapHUTE Nperpagun 1 Hanndmne Ha Manku LeHTpUno-
6ynapHU, HEACHO oUYepTaHN HOAYNAaPHU 3aceHYBaHWA. lpomMeHn
TWN MaTOBO CTHKO ca HannyHu obaue n npu PAH, npun Hag egHa
TpeTa OT naumeHTuTe.>°

KoHTpacTtHa CT aHruorpadua Ha PA cnomara 3a onpegens-
He fanu nma AaHHW 3a XxmpyprnyHo goctbnHa CTEPH. Ta moxe
[la oyepTae TUNMYHUTE aHrmorpadcku 6enesm npu CTEPH, KaTo
MbJIHa 06CTPYKLUUA, MAHAENKM Y MPEXN U HEPABHOCTMN Ha MHTU-
MaTa TONKOBa NPeLn3HO, KONKOTO 1 furntanHaTta CyoTpakLMoH-
Ha aHrnorpadua.>*>> C To3n metog morat Aa 6baat naeHTudu-
UMpaHW 1 Konatepanu oT GpoHXManHM apTepun.

TpapuuroHHa nynmoaHruorpadua e Heobxofvma npwu
noseyeTo NauueHTy, 3a Aa moxe npu CTEPH pa 6baaT naeH-
TMdunumnpaHn Tesn, Konto brxa Mmanm nonsa ot NysIMOHaNHa
enpaprepektomus (PEA) nnm BPA.S%57 AHrnorpadus moxe aa
6be HanpaBeHa 6€30MacHO OT ONUTEH €KUM NPY NAUNEHTU C
Texka PH c nomowiTta Ha CbBpPeMEHHN KOHTPaCcTHW cpeacTBa
N CEeNeKTUBHMN MHXeKuun. AHrnorpadusaTa moxe fa 6bae no-
ne3Ha 3a OLeHKa Ha Bb3MOXeH BaCKYIUT UKW MYSIMOHaNHM ap-
TeproBeHo3HM Manpopmauun, Ho CT nma nogobHa nnu fgopu
no-rofiAiMa NpeLn3HOCT U NpY ABETe ANarHo3u, a € 1 No-manko
MHBa3uBHa.>®>°

5.1.8. CbppaeueH aapeHO-MarHNTeH pe3oHaHC
Ob6pasHaTta gnarHoctka ¢ CMR e ToyeH 1 Bb3Npon3BOgMM Me-
TO[ 3a OLEHKa Ha pasmepuTe, Mopdonoruata n GyHKUMATa Ha
RV 1 no3BonaBa HerHBa3MBHa OLleHKa Ha KPbBOTOKa, BKJIIOUM-
TenHo ypapeH obem, CO, pa3TernMBocTTa Ha NyIMOHanHaTa ap-
Tepua 1 RV maca.

Mpw naumeHTn cbe cycnekTHa PH HannumeTo Ha KbCHO rafio-
NIMHMEBO YCUNBaHe, HamasieHa NyMOoHanHa apTepranHa pasre-
rMMBOCT U peTporpageH KPbBOTOK MMAT BUCOKa NpefAcka3Balla
CTOMHOCT 3a npeHTndunKauma Ha pH, Ho HUTO eiHO U3MepBaHe
¢ CMR He moxe ga mskmoun PH.%%-62 Mpu naumentn ¢ PH CMR
Moxe fa 6bae noneseH npu cycnektHa CHD, ako exokapano-
rpaduaTa e HeybeauTenHa.

KoHTpacTHO ycuneHaTa M HekoHTpacTHata MR aHruorpa-
du1A nMa MACTO 3a M3cnefBaHe Ha NyJMOHanHaTa BacKynaTy-
pa npu naumeHTn cbe cycnekTa in the study of the pulmonary
vasculature in patients with suspected CTEPH, oco6eHo npwu
KMMHWUYHU CLEHapuK, KaTo CYCcrneKTeH XPOHMYeH eMbonn3bm
npv 6pemeHHa »eHa, Mnaau naumeHTy NN KoraTo NHXeKTupa-
HETO Ha 0A-KOHTPACTHM BELLEeCTBa e MPOTNBOMNOKa3aHo.5

CMR ocurypsaBa nonesHa BxoAdlia 1 npocieasaBalia npo-
rHOCTMYHa UHGOPMaLMA NpK nauneHTn c PAH.54-66

5.1.9. KpbBHU TecTOBE N UMYHONOrNsA
KpbBHMTe TECTOBE He Ca MONe3HN 3a AnarHocTuumpaHe Ha PH,
HO Ca HeOobBXoAUMMU 3a UAEHTUPULIMPAHE HA ETUOSIOTUATA Ha HA-

Kou popmMm Ha PH, KakTo 1 Ha yBpeXxaHeTo Ha NpuLesHu opra-
HW. PyTHHa 6MOXMUSA, XeMaTONOrUA 1 U3CneBaHNA Ha TUPEO-
ngHata GyHKUMA ca HeOOXOAUMM MPU BCUYKM MALMEHTH, KakTo
1 peanua pyrv cneunduyHn KpbBHU TectoBe. OyHKLUMOHaNHK-
Te YyepHOAPOOHM NPO6U MoraT Aa 6bAaT NaToNOrMYHK, Nopaan
NMOBULIEHO YepHOAPOOHO BEHO3HO HanAraHe, YepHoApobHa
6onecT n/vnn Tepanna C eHAOTENVH-PeLenTOPHY aHTarOHNCTU
(ERA). Ako 6baaT 3abenA3aHun KNMHUYHU NpoMeHM, TpabBa da ce
HanpaBAT CePONIOrMYHN U3CNIeiBaHNA 3a XenaTut. TupeongHata
natonorus e yecta npu PAH 1 moxe fa ce pa3Bue B xoga Ha 60-
nectTa. ToBa TpabBa Aa ce Ma NpeABu BUHATY MPUW HaCTbBa-
He Ha BHEe3arHo BfiOLLIABaHe.

CeponornyHm TeCToBe ca HEO6XOANMM 3a YCTAaHOBSABaHEe Ha
nognexaua CTD, xenaTuT 1 YOBeLIKN MMyHoLAedULUTEH BUPYC
(HIV). o 40% nauneHTnTe ¢ IPAH maT noBuLLEHN aHTUHYKIe-
apHY aHTUTeNa, 06MKHOBEHO C HUCHK TUTBP (1:80). Heobxoanmo
e [la ce TbPCAT AaHHM 3a SS¢, Tbil KaTo Ta3m 6onect e C OTHOCK-
TeNIHO BMCOKa YyecToTa Ha PAH. MNMpwn orpaHnyeHa cknepopepmmsa
Ca TUMUYHU aHTUHYK/eapHUTe aHTUTeNa, BKIIOYNTENIHO aHTU-
ueHTpomepHu, dsDNA, anti-Ro, U3-RNP, B23, Th/To n U1-RNP.
OundysHaTa cknepoaepmuma e TUMMYHO CBbP3aHa C NONOXKUTEN-
H1 U3-RNP. MauneHTn cbC cnctemeH nynyc eputemaTosyc morat
[a UMaT aHTUKapAVONUMNNHOBU aHTUTeNa.

MauveHtn ¢ CTEPH Tpa6Ba ga 6baaT NoAnoXeHn Ha CKpu-
HUHT 33 TPoM60oGUNWA, BKIIOUUTENHO aHTUGOCHONUNUAHN
aHTWTena, aHTUKapAVNONUMNMHOBM aHTUTENa 1 TyNycC aHTUKoary-
naHT. Mpw PAH Tpa6Bea fa ce Hanpasu TecT 3a HIV. Mpwn nauneHTn
¢ PH moxe pa uma nosuwweHune Ha NT-proBNP (N-terminal pro-
brain natriuretic peptide), KoiTo e He3aBMCMM PUCKOB Mpeau-
KTOP Npu Te3n nauneHTn.

5.1.10. A6gomMuHanHoO ynTpa3ByKOBO U3csiefBaHe
MopobHO Ha KpbBHUTE TecToBe, abAOMUHANHUAT YNTPa3BYK
MoXe fa 6bfe noneseH 3a naeHTUOGUKaLUA HA HAKOU OT Kin-
HUYHWTE eguHNLM CBBP3aHn ¢ PAH. AGAOMMHaNHMAT yNTpa3ByK
MO>e Aa NoTBbpAY, HO He U GopManHO Aa U3KIOUN NopTanHa
XvnepToHuA. YnotpebaTta Ha KOHTpacTHM cpefcTBa u fJoba-
BAHETO Ha LBETHO AOM/IepPOBO M3CNeABaHe MOXe Aa nofobpu
TOYHOCTTa Ha AuarHosarta.®’ MopTtanHaTa XMNepTOHWA MOXe Aa
6be HajexAHO NOTBbpPAEHa Y U3KITIOUEHa Ype3 n3MepBaHe
Ha rpafivieHTa MeXKay cBOOOAHOTO 1 OKJTY3UBHOTO (BKJIMHEHOTO)
HansAraHe Ha xenartasiHUTe BeHM no Bpeme Ha RHC %8

5.1.11. [AcHa cbpaeyHa KaTeTepusaumva n CbAoBa
peakTUBHOCT

RHC e Heobxoguma 3a noTBbpKAaBaHe Ha guarHosaTta PAH un
CTEPH, 3a oueHKa Ha TeXecTTa Ha XeMOAUHAMUYHOTO HapyLue-
HMe 1 3a 3BbPLUBaHe Ha Npoba 3a Cbl0Ba PeaKTVBHOCT Ha NyJ-
MOHanHaTta uMpKynauma npu nsbpaHu nauueHtn (Tabauya 10).
M3BbpLueHn B eKcnepTeH LeHTbp, Te3n npoueaypu NMaT HUCKa
mMop6ugHocT (1.1%) n netanutet (0.055%).%° MparsT 3a N3BbPLU-
BaHe Ha JifiBa CbpAeyHa KaTeTepu3auus B AOMbJIHEHME KbM
RHC TpsbBa ga 6bae HACHK NpY NALMEHTU C KIMHUYHU PUCKO-
B/ paKTOpU 3a KOpOHApHa apTepuanHa 60necT Unn cbpheyHa
He[oCTaTbYHOCT CbC 3amnaseHa U3Tnackealla dpakuums, KakTo
1 Npu NauneHTn C exokapauorpadckn 6enesm Ha cucTonHa u/
unu gractonHa LV gucoyHkuma. CneunduryHmTe npenopbKm 3a
KaTeTepusauus npuv nayneHtn ¢ LHD nnu 6enogpo6bHa 6onecT,
ocseH B Tabsuua 10, ca onncaHm cboTBeTHO B Tabauyu 31 n 33.
M3mepBaHeTo Ha LV TenepgnacTonHo HansaraHe e BaXXHo 1 3a U3-
6sreaHe Ha NOrpeLLHo KnacupuumpaHe Ha NnauneHTy C noBuLe-
Ho PAWP, Korato ToBa He ce 04akBa U MOXe [a Objle HETOUYHO
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[nvnca Ha prckoBy daKkTopK 3a CbpheYHa HeJOCTaTbYHOCT CbC
3arna3eHa 13Tiackealla Gpakuma, HopmasnHy pasmepu Ha NABo-
To npefcbpame (LA) nnunca Ha exokapauorpadckm Mapkepm 3a
NoBuLWeHN HanAraHua Ha LV nbnHeHe].

NHTepnpeTaunaTa Ha MHBA3UBHaTa XeMoANHaMMKa TpAbBa
[a 6bJe HanpaBeHa B KOHTEKCTa Ha KJIMHUYHaTa 1 obpa3HaTta
KapTuHa, No-cneumanHo exokapanorpadpuata. CopaeyHa Karte-
Tepu3auua TpA6Ba ga 6bAe HanpaBeHa cfief 3aBbpluBaHe Ha
OpyruTe nscnefBaHuA, Taka ye Aa OTFOBOPU Ha cheunduyHun
BBMPOCK, KOUTO MOFaT fla Bb3HMKHAT OT Te3n U3cneaBaHuAa 1 3a
n3bAreaHe Ha HeHyXHa nmpouefypa, Korato 6bje oTKpuTa an-
TepHaTMBHa AnarHosa.

RHC e TexHuuyeckn npepmsBrKkaTenHa npouenypa, KoaTo ns-
MCKBa NMOBMLUEHO BHMaHVe KbM AeTainuTe C Len noslyyaBaHe Ha
KIIMHWYHO nonesHa nHdopmMauua. 3a nosyyaBaHe Ha BMCOKOKa-
YeCTBEHM pe3ynTaTi 1 3a Aa HOCU HCHK PUCK 3a MaLMeHTa, npoLie-
JypaTa TpabBa fja 6bae M3BbpLUBaHa B eKCnepTHU LieHTpoBe. Cre-
LManHoO BHUMaHVe TpsbBa fja ce 06bpHe Ha ClieJHUTe MOMEHTU:

«  BbHWHMUAT TpaHcalocep 3a HanAraHe TpPsA6Ba Aa 6bhe 3aHy-
NIeH CNPAMO CpefHOTOpaKasHaTa IMHUA Ha NierHas no rpbo
NauMeHT, KOATO ce HamMpa Mo cpefaTta Mexpay npepHarta
CcTepHarnHa IMHMA 1 ropHaTa IMHUA Ha KaTeTepur3aLlMoHHaTa
Maca.’® Ta oTroBaps Ha HMBOTO Ha LA.

- TpnabBa Oa ce HanpaBAT M3MepBaHNUA Ha HanAraHuATa B PA,
npu BknnHeHa B PA nosnuna, RV n RA. Korato ce nsnonssa
6anoHeH KaTeTbp, TON TpAGBa Aa 6bae pa3ayT B RA, oT Kbae-
TO KaTeTbPbT TPAGBA Aa ce NPUABWXKN Hanpea Ao JocTura-
He Ha PAWP-no3unuua. MNosTopHuTe aednauyum n nHdnaumm
Ha 6anoHa B KpasA Ha NyJIMOHaNHNTe apTepumn TpAbBa Aa ce
136ArBa, Tbi KaTo TOBa MOXe [ja JoBefe A0 PyNnTypa Ha ny-
MoHanHuTe aptepun. PAWP e 3amectuten Ha LA HanAraHe u
TpA6Ba fa 6bAe 3anmncaHo KaTo cpefiHa CTOMHOCT OT TPU 13-
mMepBaHuA. TpA6Ba Aa ce Ma NpeaBuA Y B3EMaHe Ha KpbBHa
npo6a npw HagyT BbB BKIMHEHA NO3ULMA GanoH C Len aa
ce NoTBbPAY, Ye e 3anncaHo AeNCTBUTENTHO M3MepBaHe Ha
PAWP, a Ta TpsbBa fa MMa CbliaTa caTypaums, KakTo CUc-
TeMHaTa KpbB. BCMuky MaHOMeTpUYHM n3MepBaHuA TpabBa
[a 6baaTt HanpaBeHU B KpasA Ha HOpMasHa ekcnvpauus (He
ce U3MCKBa 3afbpKaHe Ha auwaHeTo). imankun npensug, ue
HeraTMBHOTO MHCMMPATOPHO N MO3UTUBHOTO EKCMNPATOPHO
WHTpaToOpaKasHo HanAraHe ce eNMMUHNPAT B3aMHO, ycpe-
[HABAHETO Ha My/IMOHANIHMTE CbAO0BMW HaNAraHUA OT HAKOJ-
KO OMXaTeNnHU UMKbha e Cblo MpremnvBa anTepHaTuBa,
OCBEH MPU AUHAMUYHN CbCTOAHMA Ha xunepuHdnauns.’® B
npeanHua cnydan TpAabea fa ce NpefnoyrTa N3non3saHeTo
Ha BUCOKO HAaZeXAHW 3anuncy, KoMTo Mmorart a 6baaTt Konu-
paHe BbpXy XapTus, @ He HUCKOBONTaXKHW MOABUKHU KPUBK
OT cbpfeyeH MoHuTop. Mpun ycnoBre Ye He ce npasun NABa
CbpAeyHa KaTeTepusauus, Tpabea aa 6bae 3anmncaHo HerH-
Ba3MBHO KPbBHO HanAraHe.

+  KpbBHYV Npobu 3a okcumeTpura TpAabBa fa 6baaT B3eTU Mu-
HMUMYM OT BMCOKaTa YacT Ha ropHa npasHa sBeHa, IVC n PA.
TpabBa fa ce onpefenu u cucTemHaTta apTepuasiHa Kucno-
popHa (02) catypauma. CtbnanoBmaHa oueHka Ha O2-ca-
Typauua TpabBa fa ce Hanpasy NPU BCEKW NMALMEHT C Myf-
MOHanHa aptepmnanHa O2-catypauma >75% u KoraTo mMma
CbMHEHWe 3a NIABO-AECEH LUBHT.

+ C nomowTa Ha TepMoAaMnyuna nnm npekna metof Ha Fick
Tpsa6Ba da ce mamepu CO. TPUKPATHOTO M3MepBaHe upes
TepMoAMnyuna e NpeanoyYnTaH MeTof, 3aloTo oCurypsaBa
HafeXaHW M3MepBaHUsA, AOPU U NpY NauneHTn ¢ HUCbK CO
U/Mnn TexKa TpUKycnuganya peryprutaums.’! Mpu naynen-
TU C BbTPECHPAEYHUN WHHTOBE TEPMOAUNYLMATA MOXKe Aa

e HeTOYHa, Nopajn paHHa peuupKynauma Ha UHXKeKTUpa-
HUA cepym. IMpeKTHNAT meToA Ha Fick nsmckea AMpeKkTHO
u3mepBaHe Ha O, KOHCyMaUWA 1 He e WKPOKO AOCTbMeH
meTtoa. NHanpeKkTHUAT metop Ha Fick, KonTo nsnonsea us-
UNCNEHN CTOMHOCTY Ha O, KOHCYMaumA e NPUeMIINB, HO He-
LOCTaTbYHO HafEXAEH.

M3cnepBaHe Ha nynmMoHanHaTa Ba3opeakTMBHOCT 3a UAEH-
TMdMKaLMA Ha NALMEHTM NOAXOAALM 3a NIeYeHre C BUCOKN
031 Kanuuesu aHTaroHuctu (calcium channel blocker, CCB)
ce npenopbyBa camo npu naumeHtn c IPAH, HPAH nnn ne-
KapcTBO-MHAyuMpaHa PAH. To TpabBsa Aa ce HanpaBy efHo-

Ta6nuua 10: MpenopbKu 3a AACHA CbpAeYHa KaTeTepu-
3auuA Npu NyIMOHAIHA XVNEPTOHUA

Mpenopbku

RHC ce npenopbuBa 3a MoTBbP-
XKOaBaHe Ha fJumarHosarta nynamo-
HanHa apTepuanHa XunepToHWA
(rpyna 1) n B nofgKpena Ha Tepa-
NeBTUYHUTE peLleHns

Mpu naymeHTn ¢ PH ce npenopbu-
Ba RHC pa ce m3Bbplum B cneuna-
NM3npaH LeHTbp(BMXTe pasgen
12), Tbih KaTo € TeXHUYECKM TPyAHa
1 Moxe fja 6bfie cBbp3aHa CbC ce-
PUO3HW YCNOXKHEHMNA

69

Mpw nynmMmoHanHa apTepuanHa xu-
neptoHusa (rpyna 1) RHC Tpabsa ga
ce Ma NpeABuf C Lien oueHKa Ha
TepaneBTUUYHUA edeKT Ha NeKap-
ctBaTa (Tabnuuya 16)

RHC ce npenopbuBa npwv naymeH-
TU C BPOAEHW CbPAEYHY LWBHHTOBE
3a MOTBbP)KAABAHE HA PeLeHneTo
3a Kopekuua (Tabauya 24)

RHC ce npenopbuBa npu nayuneH-
T ¢ PH abnxawa ce Ha 6onectu Ha
nABOTO cbpue (rpyna 2) unu 6eno-
Apo6Hn 6onecTwn (rpyna 3), Korato
ce 06CbKAa OpraHHa TpaHcCmniaH-
Tauua

Korato m3mepsaHeto Ha PAWP e
HeHajexpaHo, TpAbBa Aa ce uMa
npeaBua nABa CbpheyHa KateTe-
pr3auna 3a usmepsaHe Ha LVEDP

RHC moxe aa ce o6cbav Npuv naym-
€HTM CbC cycnekTHa PH 1 6onectn
Ha NIIBOTO CbpLie unn 6enofpobHn
6onecTy 3a nognomaraxe Ha gude-
peHumManHaTa AuarHo3a u nogkpe-
na Ha TepaneBTUYHOTO peLleHne

RHC e nokasaHa npu naumeHTn ¢
CTEPH (rpyna 4) 3a noTBbpx/AaBa-
He Ha AvarHosaTa v mojkpena Ha
TepaneBTUYHOTO peLueHmne

CTEPH = XpoH/M4Ha TpomMb6oemMbonnYHa MyJMOHaNHA XUMEPTOHNS;
LVEDP = neBokamepHo TenefmanctonHo HanaraHe; PAWP = nynmoHanHo
apTepuraiHO BKAMHEHO HanAraHe; PH = nynmoHanHa xuneptoHus; RHC =
[ACHa CbpAeyHa KaTeTepum3aLus.

2Knac Ha npenopbKuTe.

PHuso Ha gokasatencrseHocT.

N3TOUHMK (LK) NOAKPENALL(M) TPenopbKUTE.
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BpemeHHOo ¢ RHC. Mpu Bcuukn gpyru popmn Ha PAH 1 PH
pesyntatute morat fa 6bAaT noABexaally, a pecroHgepu
ce cpewat pagko. CTaHOapPTHMAT Ba3opeakTUBEH TecT ce
npasu ¢ a3oteH okcng (NO) B go3a 10-20 yactu Ha Munu-
OH (parts per million, ppm), HO KaTo anTepHatTuBa morat
[a ce M3non3Bart i.v. enonpocTeHon, iv. adenosine unu nH-
XanauuoHeH unonpocT (OHnatiH mabnuya 1V). MNo3utreeH
OCTbp OTroBop ce AedrHUPa KaTo peAyKuna Ha CpeaHOTO
PAP >10 mmHg fo gocTuraHe Ha abcontoTHA CTOMHOCT Ha

Ta6nuua 11: MNMpenopbKu 3a Ba3opeakTUBHO TeCTyBaHe

Mpenopbku Knac® | Huso® UsT

Ba30peaKTVIBHO TecTyBaHe e Nnoka-
3aHO [a Ce M3BbpLUBa CaMo B crne-
umanminpaHun LeHTpose

69

Ba3opeaKkTnBHO TecTyBaHe ce npe-
nopbvuysa npu nauymeHtn c IPAH,
HPAH n PAH, cBbp3aHm c ynotpeba
Ha nekapcTBa C Lien OTKpMBaHe Ha
nauueHTn, Kouto morat fga 6baar
NneKyBaHu ¢ BUcoku po3un CCB

84,85

MonoxuTeneH oTroBop Kbm Ba3o-
peakTBeH TecT ce oTuuTa npu
noHmXaBaHe Ha cpeaHoTo PAP =10
mmHg ¢ focTrraHe Ha abconoTHa
CTOMHOCT Ha cpepHoTo PAP <40
mmHg Ha ¢oHa Ha noBuULIEH UK
HernpomeHeH CbpAaeyeH febut

85,86

3a N3BbpLIBaHe Ha Ba3OpeaKTUB-
HO TeCcTyBaHe ce npenopbyBa a3o-
TEH OoKCnpg

85,86

KaTo antepHaTuBa 3a U3BbpLIBaHe
Ha Ba30OpeaKTMBHO TecTyBaHe ce
npenopbyYBa MHTPaBEHO3eH enon-
pocTeHon

85,86

KaTo anTepHatuBa 3a M3BbpLUBa-
He Ha Ba3opeaKkTVWBHO TecTyBaHe
TpAbBa ja ce vma npepsupg age-
HO3UH

87,88

Kato anTepHaTBa 3a M3BbpLUBa-
Heé Ha Ba30OpPeaKTUBHO TecTyBaHe
MOXe [a ce UMa npeasup nHxana-
UMOHEH nnonpoct

89,90

Ynotpeba Ha nepopanHu wunu
MHTpaBeHo3Hn CCBs npu ocTpo
Ba30PeaKTNBHO TecTyBaHe He ce
npenopbusa

BasopeakTVBHO TecTyBaHe 3a OT-
KpuBaHe Ha nauueHTy, KOUTO MO-
raT fja 6baat nekyBaHm 6e3onacHo
c Bucokn posn CCB, He ce npeno-
pbuBa npwv nauymeHTn ¢ PAH pas-
nnyHa ot IPAH, HPAH n PAH cBbp-
3aHa c ynotpeba Ha nekapcTsa 1
npuPHrpynn2,3,4un5

CCB = kanumeB aHTaroHuct; HPAH = HacnefctBeHa MynMoHanHa apTe-
puranHa xuneptoHus; IPAH = nguonatnyHa nynmMoHanHa apTepuanHa xu-
nepToHuA; PAP = nynmMoHanHo apTepuanHo Hanaraie; PAH = nynmMoHanHa
apTepuanHa X1nepToHus.

3Knac Ha npenopbKuTe.

PHuBso Ha goKasaTencrBeHoCT.

V3TOUHMK(UM) NOAKPeNnAL (M) NpenopbKuTe.

cpepHo PAP <40 mmHg npw noBuwweH nnu HenmpomeHeH
CO. Camo okono 10% ot nauyuneHTuTe ¢ IPAH nokpusat Te3un
KpuTepum. He ce npenopbusa ynotpeba Ha CCBs, O,, docdo-
AmvecTepasa Tun 5 nHxnubutopy nnm Apyru BasogunatTatopu
npwu ocTpa Npoba 3a Ba3opeaKkTVBHOCT.

«  WHTepnpeTauymsTa Ha PAWP n3mepeHa B JaileH MOMEHT Tpsb-
Ba [la ce NpaBu B ONpeAesieH KNnMHUYeH KOHTEKCT. [pu MHoro
naumeHTn ¢ LHD PAWP moxe fa 6bae noHmkeHo <15 mmHg
C MoOMOLLTa Ha AnypeTLn.’>74 B TO31 CMUCHA ce pasrexaa
edeKkTBbT OT 0CTPO 06EMHO HaTOBapBaHe BbPXY JIEBOCTPAH-
HOTO HanAraHe Ha MbfHeHe.”> OrpaHMyYeHn AaHHU NoKas3Bear,
ye NPUSIOKEHNETO Ha TeyeH 6onyc oT 500 ml e 6e3onacHo 1
nomara 3a pasrpaHuyaBaHe Ha naumeHTu ¢ PAH ot Te3n c LV
avactonHa ancdyHkuma.”®”7 Heobxogrma e [OombiHUTeNHa
OLleHKa 3a MPUIOXKEHMETO Ha TakaBa o6eMHa NpPoBOKaLus,
npenw T4 fa ce B3emMe NpeABuA B PyTUHHATA KIVHNYHA Npak-
TuKa. Mo nogobeH HauvH, XeMoguHaMmMKaTa npu Gpusnyecko
HaToOBapBaHe e BEPOATHO MoJie3Ha 3a naeHTUdMnKauma Ha na-
umeHTy ¢ LV gractonHa ancdyHkums,>’87° Ho nmncea cTaH-
[apTV3auUmMs 1 ce HyXKAae OT LOMb/IHMTENHa oueHKa.”” Hewo
noseue, PAWP nogueHsBsa LV TenegmnactonHo HanaraHe. &0

« [lapameTpuTe M34MCIEHM BbB3 OCHOBa Ha M3MepBaHMATA
npv RHC Tpsab6Ba fa BKMOUBAT TPaHCMY/IMOHANeH rpaaue-
HT Ha HandAraHeTo (transpulmonary pressure gradient, TPG)
1 PVR. PVR >3 WU e Heobxoamnma 3a AnarHocTuka Ha PAH.
PVR e yecTo nsnonseaH napameTbp, HO MMa HEeQOCTATbKa,
ye e cbopeH NapameTbp, KOWTO € CUIHO YYBCTBUTENIEH KbM
NMPOMEHM B KPBBOTOKA Y HANAraHETO Ha NMbJIHEHE U He BU-
Haruy oTpasfBa NPOMeHWTe B MyJIMOHaHaTa LMpKynauma B
nokoi1.8"82 DPG mexnay cpegHoto PAWP v gnactonHoto PAP
ce BnvsAe No-cfabo OT KPbBOTOKA M HanAraHWATa Ha Mbi-
HeHe,®' HO HAMa curypHa nporHoctuyHa ctonHocT.®3 DPG
MOXe [ia IMa 3HaueHue Npu NaureHTy, 3a KOUTO Ma CbMHe-
Hue, ye PH ce gbnxun Ha LHD, KakTo ce 06¢cbXaa B Touka 8.4

«  KopoHapHa aHrvorpadus moxe ga e Heobxofuma npwu
HasMune Ha aHrvHa, PUCKOBM GaKToOpK 3a KOpPOHapHa ap-
TepuanHa 6onect u nogrotoska 3a PEA unu 6enogpobHa
TpaHcnnaHTaumaA. Ta Moxe fJa uaeHTuduuympa Komnpecua
Ha CTBOMa Ha NAiBaTa KOPOHApHa apTepua OT AunaTmpaHaTta
PA, KaKkTo 1 KOpOHapHa apTepuasHa 6onect.

MpenopbKknTe 3a AACHa U NABa CbpAeYHa KaTeTepmsaumns n

TeCT 3a Ba30peakTVBHOCT ca 0606weHn B Tabauyu 10 11,

5.1.12. TeHeTN4YHO TecTyBaHe

Bb3moxHOCTUTE 3a MOMeKynHa reHeTMYHa fuarHosa cb3gafe
HOBU BBH3MOXHOCTM 3a MeAULIMHCKO 06CyKBaHe Ha MauueHTa,
BKJIIOUYMTENHO reHeTUYHO KoHCynThpaHe 3a PAH (pa3paboTeHo B
TOYKa 6.3.1.8).%5 [eHETUUHOTO TeCTYBaHe 1 KOHCYNTauMATa cled-
BaT CTPOrM NOKanHW NpaBuia, KOUTO ONpefenaT ycnosuaTa 3a
npeannceaHe 1 NPoBepKa Ha FreHeTUYHUTE XapaKTePUCTUKN Ha
naumeHTa. ETM4HUTE NpYHUMNK HanaraT NpaBwiIHO MH$opMKpa-
He Ha MauveHTa, 3a Aa ce n3berHe HaHacAHe Ha Bpefa, Aa 6bae
MO3BOJIEHO Ha MauueHTa fJa 3anasy CBOATa CaMOCTOATENHOCT
(06AcHABaHe Ha nMpoveca, PYCKOBETE 1 NMON3NTe OT reHeTUYHNA
TecT 6e3 BbHLUEH HaTUCK) 1 Aa 6bae ocurypeH paBeH JOCTbM A0
reHeTUYHO KOHCYNTVpaHe M TecTyBaHe. lMaymeHTUTe CbC Cro-
pagnyHa unu damunHa PAH unu PVOD/PCH Tpa6sa pa 6baat
MHPOPMMPaHM 33 HaIMYMETO Ha FeHeTMYHO TeCTyBaHe W KOH-
CynTauus, nopagmn rofAMata BepoATHOCT Te Ja ca HOCUTeNN Ha
6onectHa MyTauma. KoHcynTaumATa 1 TeCTyBaHeTO Ha nauueHTa
TpA6Ba fla ce HanpaBAT OT 0byyeH cneuyanmnct. [eHeTMYHaTa KOH-
CyNTaumMA N CKPUHUHIBT 38 BMPR2-myTauma (ToukoBa MyTauuma u
no-ronemv NpoMeHw) TpAbBa Aa ce M3BBbPLUAT B pedpepeHTeH LieH-
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Tbp Ha naumeHTn ¢ IPAH npeueHeHa KaTo cnopagnyHa unmn nHAy-
LMpaHa OT aHOPEeKCUIreHr 1 Ha MaumeHTn ¢ GaMmuiiHa aHamHe3a 3a
PAH. KoraTto He ce ngentndpuumpat BMPR2-myTauuv npy naumeH-
T ¢ bamunHa PAH nnu nauymenTy ¢ IPAH Ha Bb3pacT <40 roguHu,
nnm korato PAH ce ycTaHOBYM NpU NauMeHT € IM4Ha unu pammin-
Ha aHamHe3a 3a HacleACcTBEHa XeMoparnyHa TeneaHrmekTasus,
MOXe J1a ce HanpaBy CKpUHUHT Ha ACVRLT n ENG reHun. Ako He ce
naeHTdUUMpaT myTtaumm Ha BMPR2, ACVRLT n ENG reHun, moxe
fa ce 06CbAN CKPUHUHT 3a pefku myTaumm (KCNK3, CAVI v T.H.).
MayneHTn cbe cnopafnyHa unn ¢amunHa PVOD/PCH Tpsabea ga
6baat TecTyBaHu 3a EIF2AK4 myTauumn.?® Hanuumeto Ha 6uanenHa

EIF2AK4 myTauma e OCTaTbYHO 3a NOTBbPKAABAHE Ha AnarHosa-
Ta PVOD/PCH, 6e3 na e Heo6xoaMo M3BbpLUBAHe Ha PYCKOBaHa
6enonpobHa 6oNcKA 3a XNCTONOTMYHO MNOTBBbPXKAABAHE.

5.2.

[MarHOCTUYHMAT anropuTbM e NnokasaH BbB Queypa 1: anarHoc-
TUYHWAT NpoLuec 3amnoysa cnef cbMHeHue 3a PH n exokapguo-
rpadua cbBmecTMMa ¢ PH (B CbOTBETCTBYME C Pa3nMUHUTE HUBA Ha
BepoATHOCT 3a PH fapeHw B Tabsiuyu 8 1 9)  npoabKasa C MaeH-
TMdMKauma Ha no-yectute KNMHMYHW rpynu PH [rpyna 2 (LHD) n

AunarHocTtnuyeH an ropyutTom

Bucoka unmn ymepeHna

CumnTOMM, NpU3HaLK, aHaMHe3a HacoyBaiy Kbm PH

Exokapauorpadcka BeposaTHocT 3a PH (Ta6auya 8)

Hucka

06cbxaat ce 6oneCTy Ha NABOTO Cbplie
1 6enoapo6Hu 6onectn Bb3 0CHOBa Ha CUMNTOMATHKA,
npu3Haum, puckosu pakropu, ECG, PFT+DLCO,
PeHTreH Ha rpbaHNA Ko n HRCT,
apTepuantu KpbBHY rasose (Tabnuya 9)

Hama gaHHM 3a TeXKKa
PH/RV ancdyHkuua

Bb3moxHa CTEPH:
CT nynmoHanHa aHruorpadus,
RHC +/- lynmoHanHa aHruorpadus

MoTBbpAeHa AnarHosa

6onect Ha NsBOTO CbpLie UK Genoapo6HN Gonectn?

JleueHue Ha noanexalloto V/Q cumnTurpadusa Hacousane
3abonsBaHe HeepHakBu nepdy3noHHn gedektu? KbM Cﬂeu"a::;:lpau LieHTbp
Jla HacousaHe He
KbM CneyyanisnpaH LeHTbp 3
no PH

PAH BeposTHa
CneyundunyHmn
[BWNarHOCTUYHN TecToBe

06CbXKAAT ce APYrv NPUYUHN
n/unu npocnepasake (Ta6nuya 9)

[annn 3a Texka PH/RV
AnchyHKuma

RHC (Tabauya 10)
mPAP 225 mmHg, PAWP <15 mmHg,

PVR >3 Wood egunuumn

06cbxaane
Ha APYrv NPUYNHN

N pTO-
nynmoHan

Llincrozomuasza

—

Wpnonatnuxa

PVOD/PCH

HacnepcreeHa
PVOD/PCH

o

Wpnonatnyxa
PAH

Hacnepcrse
PAH

CHD = BpopeHn cbppeynu 6onectn; CT = KomnioTbpHa Tomorpapus; CTD = cbepnHUTeNnHo-TbkaHHa 6onect; CTEPH = xpoHuyHa TpomboembonnuHa nynMoHasnHa
xunepToHus; DLCO = andysnoHeH 6enoapobeH kanauuTeT 3a BbraepoaeH MoHoKcna; ECG = enektpokapavorpama; HIV = yoseLukn umyHogednumter Bupyc; HR-CT = CT ¢
BUCOKa pe3oniouua; MPAP = cpefjHO MynMOHanHO apTepuanHo HanAraHe; PA = nynmoHanHa aHrvorpadus; PAH = nynmoHanHa aptepuanta xuneptonus; PAWP =
Ny/IMOHANHO apTepuanHo BKIMHEHO HanAraHe; PFT = nynmoHanHu ¢pyHKunoHanHu Tectose; PH = nynmoHanta xuneptonus; PYOD/PCH = nynMoHanHa BeHO-OKy3/BHa
60necT UnM NynMoKanuiApHa XemaHrnomarosa; PVR = mynmoHanHa cbaoBa pesucteHTHocT; RHC = pAcHa cbpaeuHa kateTepusaums; RV = pecHokamepHa; V/Q =
BEHTUNALMOHHO/Nepdy3nOHHa.

aCT nynmoHanHa aHrrorpadma Moxe cama no cebe c1 a NpoNycHe AnarHo3ata XpOHNYHa TPOM60eMB0MYHA MYIMOHAHA XUMEPTOHNA.

Qurypa 1:

[narHocTnyeH anroputbm
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rpyna 3 (6enofpo6Hu 6onectn)], cnep KOeTo pasrpaH1yasa rpyna
4 (CTEPH) v Hakpas pa3paboTBa 1 pa3no3HaBa pasfiMyHmTe BUAO-
Be oT rpyna 1 (PAH) n no-pepkute cbCToAHNA OT rpyna 5.

PAH Tps6Ba fa 6bhe pasrneaaHa B AndepeHUmanHo-guar-
HOCTUYEH MaH NP AUCMTHEA NPU YCUNINE, CUHKONM, aHTMHa U/vunu
nporpecrpaLlo orpaHnyaBaHe Ha GM3NYECKUA KanaymnTeT, 0Co-
6eHo Npu nayneHTn 6e3 o4ebnitHN PUCKOBM GAKTOPU, CUMMTO-
MV UM NPU3HALM Ha YeCTU CbPAEYHOCHAOBU 1 PECNPATOPHN
3abonasaHmsa. CneunanHo BHMMaHWe TpAbBa Aa ce o6bpHe Ha
naumneHTN C acouUmpaHn CbCTOAHUA U/UAN PUCKOBMK paKTopu
3a pa3BuTue Ha PAH, kaTo dpamunHa aHamHesa, CTD, CHD, HIV
NHPeKLMA, NnopTanHa XMNEePTOHMA UM aHaMHe3a 3a NpPreM Ha
NeKapCTBa UM TOKCUHMK, 3@ KOUTO € N3BECTHO, Ye Npean3BrKBaT
PAH (Tabnuya 7). B exefHeBHaTa KNVHUYHA NPAKTMKA TakaBa
HacoueHOCT MoXe Aa 6bae HucKa. MNo-yecto PH ce oTKpuBa He-
OYaKBaHO Mpu TpaHCTOpaKalHa exokapaunorpadma nsrckaHa c
LpYro nokasaHue.

AKO TpaHCTOpaKasiHaTa exokapauorpadua e CbBMecTUMa
BWCOKa Uy ymepeHa BepoATHocT 3a PH (Tabauya 9), ce nsmckeat
KNMHWYHA aHaMHe3a, cumnTomaTuKka, npusHaun, ECG, peHTreH
Ha rpbAHUA Kow, GYHKUMOHANHM nynMoHanHu Ttectose (PFTs,
BknounTenHo DLCO, apTepuaneH KpbBHO-ra3oB aHanv3 1 npu
HyXfa HolHa okcumeTpua) 1 CT Ha rpbAHUA KOLL C BUCOKA pe-
3on0umA 3a ngeHTnduumnpare Ha PH rpyna 2 (LHD) wnu rpyna 3
(6enoppobHK 6GonecTw). B cnyyait Ha HUCKa exokapauorpadcka
BepoATHOCT 3a PH (Tabsuya 9), He ca Heo6xoAVMM AOMBAHUTEN-
HU 13cneaBaHnA 1 TpAGBa fa ce B3emaT npeaBua APy Npruym-
HW 3a cUMATOMaTKKaTa 1 npocnegasaHe. MNpu noTebp)kaaBaHe
Ha 6051ecT Ha NAABOTO CbpLe U 6enoapobHu bonectu, Tpabsa
[la ce 06CbAN CbOTBETHO JieYeHUe Ha Ta3mn CbCTosAHUA. Mpu Ha-
nnune Ha Texxka PH n/unn RV gucdyHKumaA, naumeHTsT TpAbdBa
Ja 6bJe HacoyeH KbM crneunanusmpaH LeHTbp no PH, kbaeTo
MoraT fla 6bAaT uscneaBaH OOMbAHUTENHU NpUYnHK 3a PH.
AKO He ce NoTBbpAU 3abonABaHe Ha NABOTO CbpLe mnu 6eno-
Opo6Ho 3abonsaBaHe, TpAbBa Aa ce Hanpasu 6enogpobHa V/Q
cunHtUrpadua 3a gudeperumauma mexay CTEPH n PAH. Mauun-
eHTDBT TpAbBa ja 6be HacoueH CbOTBETHO KbM CneLnanmn3npaH
LeHTbp no PH.

Ako V/Q cumHTUrpadusa nokassa MHOXKECTBEHW CErMEHTHM
nepdysnoHHn fedeKktn, TpAb6Ba Aa ce obcepBrpa AnarHosa PH
ot rpyna 4 (CTEPH).°" OkoHuaTenHaTta avartosa CTEPH (1 oueH-
KaTa ganv naumeHTsT e noaxonAw, 3a PEA) usncksa CT nynmo-
HanHa aHrunorpadua, RHC n cenekTnBHa nynmoaHruorpadus.
CT uscnefBaHe Moxe fa NoKa)ke 1 Npu3Haumu CboTBETCTBALUN
Ha rpyna 1’ (PVOD). Ako V/Q cumHTurpaduma e HopmanHa mnm
nokasBsa caMo Cy6cerMeHTHU HeCbOTBETHY (,patchy”) nepoysu-
OHHU fledeKkTu, TpAbBa Aa ce 06cbam AnarHosa oT rpyna 1 (PAH)
UAN No-peakuTe CbCToAHMA OT rpyna 5. B Tabnuya 9 e papneH
No-HaTaTbLUHUAT NOAXOA B 3aBUCMMOCT OT BEPOATHOCTTa 3a PH,
BKJIOUMTENHO Noka3saHuATa 3a RHC. JonbaHuTenHn cneymduny-
HW AVArHOCTUYHM TECTOBE, BK/IIOUMNTENTHO XeMaToNorus, 61uoxm-
MUA, UIMYHONOTUA, CePONorua, ynTpacoHorpaduma n reHeTrKa,
No3BosIABAT Aia Ce NpeLmn3rpa OKOHYaTeHaTa AMarHosa.

OTKpuTaTa WM  TOpaKOCKOMNcCKa 6GenopgpobHa 6Guon-
CMs e CBbp3aHa CbC 3HAUWUTENIEH PUCK OT MOPOMAHOCT U
cMbpTHOCT.92Mopaan cnabata BEpOATHOCT 3a NPOMAHA Ha Au-
arHosara 1 ie4yeHuneTo, broncua He ce NpenopbYBa NpY Nauu-
eHTn ¢ PAH.

MpenopbKnTe 3a AMArHOCTUYHA CTPATernsa ca U3NoXeHn B
Tabnuua 12.

Mporpamata Ha CKPVMHUHIa 3a NyJIMOHaHa apTepuanHa Xu-
NepTOHVA e fafieHa B OHNAH NPUIOXKEHMETO.

Ta6nuua 12: MpenopbKu 3a ANArHOCTMYHA CTpaTerus

Mpenopbku Knac® | HugoP UsT

Exokapavorpadusata ce npe-
nopbyBa KaTo MbpPBOCTEMNEHHO
HEeWHBA3NBHO JMArHOCTUYHO M3-
cnepBaHe nNpu cbMHeHue 3a PH

Mpw nauyneHTn c HensacHeHa PH
ce npenopbyBa BEHTUIALMOHHA/
nepoysroHHa nnn nepdysnoHHa
6enopgpobHa cumHTUrpadua 3a
n3kniouBaHe Ha CTEPH

47

B pwarHocTuyHmAa npouec npu
nauymeHTn ¢ CTEPH ce npenopbu-
Ba KoHTpacTHa CT aHruorpadusa
Ha PA

93

3a mpeHTUPMUUMpPaHe Ha cneuwu-
OVUYHM CHCTOAHMA CBBP3aHM C
PAH ce npenopbuBa pyTWHHa 6u-
OXVIMUA, XeMaTONOrUA, UMYHOJIO-
rua, TectyBaHe 3a HIV n nscnep-
BaHUA Ha TpeounaHaTa GyHKLMA

3a uenuTe Ha CKPUHMWHra 3a nop-
TasHa XMNepToOHUA Ce Npenopby-
Ba abgomuHanHa exorpadua

67

B HauanHaTta oueHKa npu nauyu-
eHTn ¢ PH ce npenopbuBa 6eno-
npobeH ¢yHKLMOHaNeH TecT ¢
DLCO

36

Mpu BcrykmM naumeHTn ¢ PH 1psb-
Ba fa ce 06¢cban CT ¢ BUCoKa pe-
3ontouuns

94

B gmarHoctmkaTa npu naymeHTn c
CTEPH Tpsab6Ba fa ce 06cban nyn-
MOHasiHa aHrmorpadusa

OTKpUTa UM Topakockoncka 6e-
noapo6Ha buoncua He ce npero-
pbuBa npu naymeHTn ¢ PAH

CT = KomnoTbpHa Tomorpadus; CTEPH = xpoHunyHa TpomboembonmnyHa
nynmMoHanHa xuneptouus; DLCO = andy3noHeH KanauuteT Ha benute
npoboB.e 3a BbrnepofeH MoHokeng; PAH = nynmoHanHa aptepuanya xu-
nepToHus; PH = nynMoHanHa XMnepToHus.

2Knac Ha npenopbKuTe.
PHuBO Ha goKa3aTencTBeHoCT.
N3TOUHMK (L) NOAKPENALL(M) TPenopbKUTE.

6. [ynmoHanHa apTepunasnHa
xuneprtoHmsa (rpyna 1)

6.1. KnnHNYHM XapaKTepucTuKn

KnnHnuyHnTe xapaktepuctnkn Ha PAH He ca cneyndunyHm n mo-
raT fa 6baaT u3sefeHy ot 06LOTO ONMcaHKe HarnpaBeHo B TOY-
Ka 5.1.1. Mo-noapobHun onncaHua Ha oTaenHuTe noarpynu PAH
ca fajeHv B pasgen 7.
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6.2. OueHKa Ha TeXKecTTa

6.2.1. KnuHN4HM napameTpu, o6pasHa ANarHoCcTuKa
n xemognHammka

KnuHuuyHaTta oueHKa ocTaBa K/lOYOB MOMEHT Ha MpeLieHKaTa
npu nayveHtn ¢ PH, Tbi1 KaTo TA gaBa LeHHa MHbopMaLma 3a
ornpepensHe Ha TeXecTTa Ha 6onecTtTa, NogobpeHneTo, BNo-
WwaBaHeTo Unu ctabunHocTTa. OTOENHN eneMeHT/ Ha aHaMHe-
3aTa NPV KOHTPOJHWTE Npernean ca NpoMeHn B paboTHUSA Ka-
nauuTeT, eNM30AUN Ha rpbaHa 6oKa, apuTMuUs, XeMonTr3a Unu
CUHKONM 1 NMPOMEHMN B MeAUKaALMATA, KaKTO 1 NpuAgbKaHe KbM
npegnucaHnTe nekapctea.Ou3mKanHoOTO U3cneaBaHe faBa VH-
dopmauua 3a Hanmume Ha nepudepHa NN LeHTPasHa AnarHo-
3a, pa3WypPeHy LUNIAHN BEHU, OTOK, aCLIUT 1 NIEBPASTHU U3NINBY 1
3a CbpAeyYHaTa YecToTa, pUTbMa U KPbBHOTO HanAraHe.

OyHKuymoHanHUAT Knac no C30 (World Health Organization
functional class, WHO-FC) (OHnaliH mabnuya V), Bbnpekun pas-
nuumsTa mexay HabmogatenuTe,’® octaBa €AaviH OT Hall MOLHU-
Te NPefuKTOpY 3a NPEXMBAEMOCT, He CaMo NpU NOoCTaBsAHE Ha
[lMarHo3aTa, Ho 1 Mo Bpeme Ha npocneassaHeto.”®-%8 Bnowasa-
HeTo Ha OK (FC) e eanH OT Hal-anapmupalymTe UHANKATOPY 3a
nporpecns Ha 6onecTtTa, KOMTO TPAOBa Aa NPeAn3BUKa AOMbII-
HUTENHW OMarHOCTUYHU MU3CNeABaHus 3a ugeHtudurympaHe Ha
NPUYNHKTE 3a KNNMHUYHO BolwaBaHe.”%?

Toih kKaTo RV PyHKLMSA e KtovoBa AeTepMIrHaHTa Ha paboT-
HMA KanauuteT U KNUHWYHUA U3Xod npw naumeHtn ¢ PH, exo-
KapauorpadusaTa ocTaBa BaXXHO CpPefCTBO 3a MpocsiefsBaHe.
3a pasnuka OT Pas3npOCTPAHEHOTO CXBallaHe, U3YMCIIeHuTe
cncTonHu PAPs B NoKol 0OMIKHOBEHO HSIMA NMPOTrHOCTUYHO 3Ha-
YeHue 1 He ca onpegenslym Npu B3eMaHe Ha TepaneBTUYHO pe-
weHme.’®?71%0 HapacteaHeTo Ha PAPs He e HenpemeHHO 13pa3
Ha 6of1lecTHa Nporpecus, a NoHxaBaHeTo Ha PAPs He o3HauyaBa
HenpemeHHoO nopobpeHue. M3uepnatenHaTta exokapauorpad-
CKa OLleHKa BKJIIOYBA OMMCaHWe Ha pa3MepuTe Ha KyXUHWTe,
ocobeHo nnowTa Ha RA 1 RV, BennumnHata Ha TpuKycnuganHata
peryprutauus, UHAEKCa Ha eKCLEeHTPUYHOCT 1 RV KOHTpaKTu-
NINTET, KOWTO MOXe Aia ce onpefenu Nno HAKONKO NnapameTbpa,
BK/IloUMTEeNHO RV HagnbXKHO pasTAraHe B CMCTOJA/CKOPOCT Ha
pa3sTtaraHe (longitudinal systolic strain/strain rate) n ¢paxumoH-
Ha npomsaHa Ha nnowTa Ha RV, Tei-ungekc n TAPSE (tricuspid
annular plane systolic excursion, cucTonHa ekckyp3usa Ha paB-
HMHATa Ha TPVKYCNUAANHWA NpbCTeH).'01-108

TpumsmepHaTa exokapanorpadms Moxe fa No3Bou no-go-
6pa oLeHKa OT CTaHZapTHaTa [BYM3MepHa exoKapauorpadus,
HO MMa CbOOLLEeHNA 3a NoJLIeHABAHE Ha 0bemunTe 1 U3TNAaCKBa-
wara ppakyua.'®®

Speckle tracking exokapguorpadusata nopobpsiBa Konu-
yecTBeHaTa oueHKa Ha RV ¢yHkuma.""° Mpeasug cnoxHara reo-
mMeTpwua Ha RV, HATO efiMH OT Te3U NapameTpu, B3eTH NOOTAESHO,
He e JocCTaTbyeH 3a onucBaHe Ha RV ¢yHKLMSA, a UANOCTHOTO
BMeyYaT/ieHMe Ha OMUTEH flekap € YecTo Mo-Ba)KHO OT OTAENHU-
Te napameTpu. Exokapanorpadusta no Bpeme Ha HaToBapBaHe
[aBa JonbJiHUTENHA MHPopmaums 3a RV ¢yHKLmsA. 3a oTbenss-
BaHe, 3HauUMTeNIHOTO HapacTBaHe (>30 mmHg) Ha PAPs no Bpeme
Ha HaToBapBaHe AaBa no-pgobpa npeacrtasa 3a RV ¢yHkuna n e
CBbP3aHO € No-gobpa AbArocpoyHa NPOrHo3a, OTKOKOTO Cha-
60 nny HuKakeo nosuweHue."! Hackopo 6elle nokasaHo, ye
TO3M Taka HapeuyeH KOHTPAKTWIEH pe3epB € He3aBMCUM Mpor-
HOCTMYEH MapKep Npu naumeHTn ¢ Texxka PH.'"" O6pasHaTta gu-
arHocTrKa ¢ CMR e no-To4Ha 3a oueHKa Ha RV mopdonorus n
dyHKUMA OT exoKapguorpadpuaTa U No3BossABa N3MepBaHe Ha
ynapHusa obem n CO. MpeHTndunumpaHm ca peguua nporHocTuy-
H1 CMR MapKkepwu, BKNtounTesiHo nosuiueH RV o6em, HamaneH LV

o06em, noHmKeHa RV nsTtnackealya Gpakuma n HamaneH yaapeH
o6em. Ima faHHK, Ye KOHTponHuTe nscnegBanma ¢ CMR umar
3HayeHue 3a AbNrocpoyHna nogxod npu PAH, Tbin KaTo naeHTn-
duumpat RV HeloCcTaTbyHOCT Npeaun pasBUTUETO Ha KIVHUYHN
Mpn3HaLm.6466112113

XemopunHammkata oueHeHa ¢ RHC ocurypsasa BaxHa npo-
FHOCTUYHa MHOOPMALMA, KaKTO B MOMEHTA Ha AMarHoCTuKaTa,
Taka 1 npu npocnegasaHe. HanaraHeTto B RA, CbpAeUHUAT VH-
pekc (Cl) n kucnopopHata caTypauma Ha CMeceHaTa BeHO3Ha
KpbB (SvO2) ca Hal-connpHute nHankatopu 3a RV ¢yHkuma n
nporHosa, fokato PAPmM HOCM Manka MpPOrHocTMyHa nHOOp-
mauua (C U3KNuYeHe Ha pecrioHaepuTe Kbm CCB).2627.99100114
HeunHBasnBHaTa oueHka Ha CO no meTofa Ha AULIAHETO B 3a-
TBOpeHa cuctema’’ nnm Ha 6rmopeaktaHca'’® He e focCTaTbUHO
yTBbPAEHa 3a PYTVHHA KNMHWYHA ynoTpeba 1 B3emaHe Ha Tepa-
NeBTUYHO peLLeHue.

Bce ouye cbliecTByBa HECUIYPHOCT OTHOCHO 1360opa Ha on-
TUManeH MOMeHT 3a KoHTponHa RHC. CTpaternnte Ha pasnuu-
HUTE LIeHTPOBE BapupaT B LUMPOKM FPaHuLK, OT PeAOBHU UH-
Ba3VBHM XeMOAMHAMUYHN OLEHKM A0 NPELVMHO HEVHBa3NBHa
CTpaTerva Ha npocneaasaHe. HAMa foka3aTencrsa, Ye NoAxo-
BT BKtouBaLy pegosHU RHC e cBbp3aH € N0-A406bp KIMHUYEH
n3xof OT cTpaTervata C npeobnapasalio HeMHBa3MBHO MpPO-
cnepasaHe. Bce nak, CblyecTByBa KOHCEHCYC MeXAy eKcnepTu-
Te, ye RHC TpAbBa fa ce npaBu, BUHaryn KoraTo oT pe3yntatute
Ce oyakBa TepaneBTUYHO pelleHue, KOeTO BKJIOYBA NPOMAHa
Ha MefuKauuATa U/ pelleHne 3a BKIlOYBaHe B JiucTaTa 3a
TpaHCnAaHTaumm.

6.2.2.Pa6boTeH KanauunTteTt
LlecTMMHYTHMAT TecT ¢ xoaeHe (6-minute walking test, 6GMWT),
cybmaKkcrmareH TecT C HaTOBapBaHe, OCTaBa Hal-LIMPOKO 13-
nonseaHata paboTHa npoba B LieHTpoBeTe No PH. TecTbT e neceH
3a M3MbJIHEHME, EBTMH 1 NO3HAT Ha NauMeHTUTe N LieHTpoBeTe.
Kakto ¢ Bcnukn mnscnegsanva npu PH, pesyntatute ot 6MWT
TpAGBa BMHAru Ja ce MHTepnpeTnpaT B KNMHUYEH KOHTeKCT. Pas-
CTOAHMETO NPU 6-MUHYTHO xofeHe (6-minute walking distance,
6MWD) ce Bnusie OT HAKONIKO GpaKTopa, BKOUUTENHO MO, Bb3-
pacT, BUCOYMHA, TENECHO Terno, Npuapy»KaBalim 3abonaBaHms,
Hy>aa oT O,, Kp1Ba Ha 06y4eHNeTo 1 MoTHBaLWA. HesaBucnmo
OT TOBa, pe3ynTaTunTe oT TecTa 06MKHOBEHO Ce JaBaT No-CKOPO B
abCconoTHM Yncna, OTKONIKOTO B MPOLEHT OT NpeABuaeHoTo. Ab-
COJNIOTHMTE CTOMHOCTK, HO He 1 NnpomeHnTe B 6MWD, faBat npo-
rHOCTUYHa UHGOPMaLUA, HO HAMA eAUH-e[NHCTBEH Mpar, KOWTo
e NPUIOXKMM 33 BCUYKM MauUeHTn (BUKTe mo-gony).2699116-118
MpenopbuBa ce 3a onpefensaHe Ha CTeMeHTa Ha yCUMNIMETO B
KpaAa Ha 6MWT pga ce npunoxumn ckopsT Ha Borg. lonbaHuTeNHo,
HAKOWM NpoyyBaHWA npeanaraT ga ce Jo6aBAT M3MepBaHUA Ha
nepudepHna O, 1 OTrOBOPBT Ha CbpAeYHaTa YecToTa 3a Nofo-
6pABaHe Ha MPOrHOCTMYHaTa CTOMHOCT, HO Te€3U flaHHU Ce HYX-
[AAT OT JOMbHUTENHO NOTBbPXKAeHNe.! 19120
KapavonynmoHanHuAT TecT ¢ HaToBapBaHe (cardiopulmo-
nary exercise testing, CPET) ce npeBu 06UMKHOBEHO KaTo MakK-
CUManeH TecT C HaTOBapBaHe M fAaBa Ba)kHa UHdoOpMaumAa 3a
paboTHMA KanaumTeT, KaKTo U 3a ra3oBuA 06MeH, eduKacHOCTTa
Ha BeHTUMaumMATa U CbpaeyHaTa GyHKUMA npu ycunuve. MNoseye-
TO UeHTpoBe no PH n3non3eaTt NnpoTokon BKIYBaLy nnatdop-
Ma C MOCTeNeHHO yBesyaBaHe Ha HaKJIoOHa, BbMpeKu ye To3n
TeCT BCe olle He e CTaHAapTM3MpaH Npu Tasu nonynauma ot
naumeHTw. MauneHtnte ¢ PAH noka3saTt TMNMYEH Mofden C Hu-
CKO KpalHO-NPUIMBHO MapuManHoO HanAraHe Ha BbrNepoaHuA
avokeng (pCO,), BUCOKM BEHTUNATOPHM €KBUBANIEHTN HA BbITle-
pofeH anokecng (VE/VCO,), Hucovk kucnopoger nync (VO,/HR)
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M HUCKa MaKCMMasiHa KMCNopofHa KOHCymauma (MakcMmanHa
V0,)."?! Hakonko napameTbpa nonyyenn npu CPET gasat npo-
FHOCTMYHA MHOPMaLUA, HO MakcuManHaTa VO, e Haii-lMPoKo
M3NON3BaHMNAT MapaMeTbp 3a B3eMaHe Ha TepaneBTUYHO pelue-
Hne.'06122-125 NIarHocTyHaTa 1 NPOrHOCTMYHATa MHGOPMaLUA
nonyueHa ¢ CPET ce fo6aBs KbM Ta3u nonydyeHa c 6MWT.'22

6.2.3.BuoxumnyuHn mapkepu

Bce owle nuncea cneunduueH mapkep 3a PAH nnv nynmoHanHo
CbJOBO pemopjenupaHe, BbNpeKky Ye B TO3M CMUCHI e 13npob-
BaH WMPOK Kpbr oT 6riomapkepu. Te moraTt ga 6bgat pasnpe-
OeneHn B criefHUTe rpynu: Mapkepu 3a CbfoBa ANCOYHKLMA
[acumeTpuuen gumeTtunaprudnH (ADMA), eHgoTennH-1, aHrvo-
noetuHu, daktop Ha von Willebrand],'?6-'3" mapkepu 3a Bb3na-
nexue (C-peakTMBEH MPOTENH, UHTEPNIEBKIMH 6, XeMOKMNHM), 327135
MapKepu 3a MUOKapheH cTpec (MpeACbpAeH HaTpuypeTnyeH
nenTug, mo3byeH HatpuypetunyeH nentug (BNP)/NT-proBNP,
TponoHuHw),*”118136-139 mapkepu 3a HUCHK CbpaedeH aebuT (CO)
U/vnn TbKaHnHa xunokens [pCO,, MMKOYHA KMCeNIMHA, PacTeXeH
andeperuympauy daktop 15 (GDF15), octeonoHTuH]38140-142
MapKepu 3a BTOPWMYHO OpraHHO yBpeKaaHe (KpeaTUHWH, 6u-
nnpy6uH).2”13” To3n cnCbK MOCTOSHHO HAPacTBa, HO 4O TO3M
MomeHT BNP 1 NT-proBNP ocTtaBat eguHCTBEHUTE BIOMapKepw,
KOWTO Ca LUMPOKO M3MOM3BaHN B PyTMHHATa NpakTUKa Ha LieH-
TpoBeTe No PH, KakTo 1 B KNUHNYHKU NpoyyBaHuA. CTonHocTuTe
Ha BNP/NT-proBNP kopenupat ¢ MmokapgHaTa auchyHKUmA 1
[JaBaT MPOrHoCTUYHa UHGOpMaLMA KbM MOMEHTa Ha MocTa-
BAHE Ha AMAarHo3aTa M B XOAA Ha eTanHoTo npocneassaHe.'

Te He ca cneynduyHn 3a PH, a morat ga 6baaT noBuLEHN Npr
nouTK BCUYKM CbpAedyHn 3abonsasaHuaA. CToliHocTuTe Ha BNP/
NT-proBNP noka3BaT TeHAeHUUsA KbM BUCOK BapuvabunuteT u
TpsAb6Ba Aa 6bAaT UHTEPNPETMPAHUN B KIIMHUYEH KOHTEKCT. U3-
nonssaHeTo Ha BNP HAMa ACHW npeanmcTBa npep n3nonssaHe-
TO Ha NT-proBNP. BNP n3rnexpga nma manko no-tAcHa Kopena-
LMA C NyJIMOHaIHaTa XeMoviHaMMKa 1 e NoBJIMsABa Mo c/labo oT
6b6peyHaTa pyHKUNMA, fokaTo NT-proBNP BepoATHO e no-cuneH
NpeauKTOp Ha nporHosara.'?’

6.2.4.NMopapo6Ha NPOrHOCTUYHA OLleHKa M OLleHKa
Ha pucKa

PepnoBHaTa oueHKa Ha naymeHTn ¢ PAH B cneunanusnpaHn ueH-
TpoBe no PH ce npenopbuBa ropeto. MNogpobHaTta oueHKa e
Heob6xoAVMa, TbI KaTo He CbLUeCTBYBa eANH-eAUHCTBEH Napa-
MeTbP, KOWTO ja OCUrypABa AOCTaTbYHA ANArHOCTMYHA U NPO-
FHOCTUYHA NHPOPMaLuUsA. Han-BaXKHMAT BbAPOC 3a M3ACHSABaHe
npu BCAKa BM3UTa e (i) MMa N JaHHK 3@ KITMHUYHO BOLLABaHe
cnep NpeanwHoOTO noceleHne?; (i) ganu, ako e Taka, KINMHUYHO-
TO B/IOLLABAHe Ce AbJ/IXKM Ha nporpecua Ha PH nnn e npnunHeHo
OT CbNbTCTBALLO 3abonasaHe?;(iii) panu RV dyHKuUmA e ctabunHa
N KOMMNeHcnpaHa?; u (iv) gann HacTOAWMAT CTaTyC CbOTBETCTBA
Ha fobpa 4bArocpoyHa NPorHo3a, T.e. Aanv NauMeHTbT NOKprBa
KpuTepumuTe 3a HUCHK PUCK (BMXKTe no-gony)?

3a fa 6bhe OTroBOPEHO Ha Te3n BBMPOCM e Heobxoaum
MHOroCTpaHeH nogxog. B Tabauua 13 ca n3bpoeHn Han-yecTo
n3non3eaHuTe B LeHTpoBeTe no PH napameTtpun. He e Heobxoaun-
MO BCUYKM NapameTpu Aa 6bhaTt oLeHsBaHN Npu BCAKa BU3NTA.

Ta6nuua 13: OueHKa Ha pUcKa NPV NY/IMOHaNHa apTepuasnHa XunepToHns

[leTepMUHAHTMN Ha NporHo3ara®

HucbK puck <5%
(u3uncneHa egHoroguLLIHA CMBPTHOCT)

KnvHn4yHM NnprisHaum Ha AsSicHa CbpaeyHa
HeAoCTaTbyHOCT

Hama

YmepeH puck 5-10% Bucok puck >10%

Hama Nma

MNporpecus Ha cMMNTOMaTMKaTa

CuHKon

DOyHKUmoHaneH knac no WHO

6MWD

KapavonynmoHanHa paboTHa npoba

NT-proBNP, nnasmeHn HuBa

O6pasHa AnarHocTrKa
(exokapauorpadus, CMR)

XemoanHamunka

-MWHYTHa Npoba C pa3xoAkKa;

He
He
(Al
>440 m
Makcnmanta VO, >15 ml/min/kg
(>65% npeg.)
VE/VCO, HaknoH <36

BNP <50 ng/I
NT-proBNP <300 ng/I

RA, nnouy <18 cm?
HAma nepukapgeH nsnus

RAP <8 mmHg
Cl 22.5 I/min/m2
Sv02 >65%

= MO3bYeH HaTpunypeTnveH nentng;

baBHa

EgvHuueH CVIHKOI'Ib

165-440 m

Makcnmanta VO, 11-15 ml/min/kg
(35-65% npep.)
VE/VCO, HaknoH 36-44.9

BNP 50-300 ng/I
NT-proBNP 300-1400 ng/I

RA, nnowy 18-26 cm?
Hama nnv MUHUManeH neprikap-
LEeH N3nnB

RAP 8-14 mmHg
Cl2.0-2.4 I/min/m2
Sv0, 60-65%

= CbpaeyeH NHOeKc;

= CbpAeyeH AapeHO-MarHuTeH pe3oHaHC;

bbp3a

MoBTopHU CHKONK®

\%
<165 m

Makcumanta VO, <11 ml/min/kg
(<35% npepn.)
VE/VCO, HaknoH 245

BNP >300 ng/I
NT-proBNP >1400 ng/I

RA, nnouy >26 cm?
MNepukapaeH nsnmse

RAP >14 mmHg
Cl <2.0 I/min/m?
Sv0, <60%

NT-proBNP = N-TepmMrHan Mo3bYeH HaTpUypeTMyeH Npo-nenTua; Npea. = oT NpefcKasaHata CTOMHOCT; RA = gacHo npeacbpane; RAP = pecHonpeacbpiHo
Hansraxe; SvO, = cmMeceHa BeHO3Ha KucnopoaHa catypauus; VE/VCO, = BEHTUNIATOPHY €KBMBAJIEHTN Ha BbrEPOAHNA AnoKena; VO, = KNCIIOPOAHA KOHCY-

mauma WHO = CBeToBHa 3apaBHa opraHmsauums.

2 MogeyeTo OT NpeAnoXKeHNTe NapameTpy 1 rpaHnLy ce 6a3mpat Ha eKCnepTHO MHeHMe. Te MoraT Aa AaaaT NPOrHOCTUYHA MHGOPMALMA 1 MOraT Aa ce 13-

MON3BaT 3@ HAaCOUYBaHe Ha TePANeBTNYHUTE PELIEHWSA, HO MPUIOXKEHNETO NPY KOHKPETHUA NaLmeHT TpA6Ba fia CTaBa C MOBULIEHO BHUMaHuA. TpsAbBa fa ce oT-

6enexu, ye MoBeveTo OT Te3 MapameTpu ca BanvamsnpaHm npegumHo npu IPAH, a no-rope nocoueHUTe rpaHmLm He ca HEMPEMEHHO NPUIOKMMU MPU APYTK

¢dopmu Ha PAH. OcBeH ToBa, Mpy OLieHKaTa Ha prcka TpA6Ba Aa ce MMa NpefBuA ynotpebaTta Ha 0406PEeH Tepanum 1 BIIMAHWETO VM BbPXY NapameTpuTe.
EOVHMYEH CYHKOM MO Bpeme Ha PA3KO MM TEXKO GpU3MUYECKO HAaTOBapBaHe Uiy efUHNYEH OPTOCTaTUUEH CUHKOM MPU NHaYe CTabUIHU NauyeHTu.

€ MoBTOPHY eNM3041 Ha CUHKOM, iaXe 1 NPV Manko Uiu PeAOBHO GpU3NYECKO HaTOBapBaHe.
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Ta6nuua 14: Mpeano)eHne 3a oLeHKa 1 N360p Ha NOAXOAALL MOMEHT 3a KOHTPOJ1 Ha NAaLIEHTU C NY/IMOHAJIHA apTepuan-
Ha XUnepToHNA

Bnauanorall Ha 306 mecena® Ha 6—1{ 3-6 meceua cnep np:)- B cnyuain Ha Knu-
Mecela MsHa B TepanuATa® HUYHO B/iOWIaBaHe

MepavumHCKa oLeHKa 1 onpegensaHe Ha GyHKLMOHanN-

Hvu;iq KJI'I-‘aC ! Pes by + + + + +
ECG + + + + +
6MWT/Borg ckop 3a AncnHes + + + + +
CPET + + 48
Exo + + + +
OcHoBHa na6oparopus® + + + + +
PaswwpeHa nabopatopmsn© + + +
KpbBHO-ra3os aHann3d + + + +
[lAcHa cbpaeyHa KaTeTepusayma + +f +€ +€

ALAT = anaHuH amuHoTpaHchepasa; ASAT = acnapTat amrHoTpaHcdepasa; BGA = KpbBHO-ra3os aHanus; BNP = mo3bueH HaTpuypeTuyeH nentug; CPET =
KapavonynmoHanHa pabotHa npoba; Exo (Echo) = exokapaunorpadus; ECG = enektpokapanorpama; ERAs = eHgoTenuH peuenTtopHu aHTaroHucty; INR =
MeXAyHapoAHO HopMasnun3npaHo oTHoweHue; NT-proBNP = N-TepmrHan mo3byeH HaTpuypetuyeH npo-nentua; RHC = gAacHa cbpaeyHa KaTeTepusauus;
TSH j Tupeouna-ctumynupaiy xopMoH; 6MWT = 6-MUHYTEH TECT C XOAeHe.
2 MiHTepBanuTe Tpsi6Ba Aa 6bAaT HArOAEHN KbM HYXKANTE Ha NaLMeHTa.
b OcHosHara nabopatopus BK/IOYBA KpbBHa KapTuHa, INR (Mpu naumeHTy nonyyaBaLym BUTaMuH K aHTaroHMCTy), CEpyMeH KpeaTUHWUH, HaTpuiA, Kanuii, ASAT/
ALAT (npwv nauuneHTn nonyyasaim ERAs), 6unupy6vH n BNP/NT-proBNP.
€ PaswupeHarta nabopatopus Bkiousa TSH, TDOMOHMH, NUKOUHA KUCENNHA, XKeme3eH CTaTyc (Kena30, pepuTrH, pasTBOPUM TpaHChEpPUH peLenTop) 1 Apyri
napameTpy B 3aBUCUMOCT OT UHAVBUAYANTHATE HY>KAV NPY NaLueHTa.

OT apTepuianHa unv apTepuanmsmpaHa KanunapHa Kpbs; MoXe Aa 6be 3ameHeH ¢ neprdepHa KUCIOPOoAHa caTypauua Npu CTabunHn naymeHTn nam He-
Bb3MOXKHOCT 3a n3cnegBaHe Ha BGA.
€ Tpabea aa ce 06cbam

HsAkou LeHTpoBe N3BbPLLBAT C Lien npocneaasaHe pefosHu RHC Ha paBHU nHTepBanu.

OcHoBHaTa nporpama obaue Tpab6Ba Aa BKNOUN onpefensaHe Ha
OK (FC) 1 noHe efHO U3MepBaHe Ha pPaboTHUA KanauuTeT, Hanp.
6MWD unun CPET. NpenopbuBa ce 1 nonyyaBaHe Ha nHbopma-
uma 3a RV dyHKuma upe3 n3amepsaHe Ha BNP/NT-proBNP nnu

Ta6nuua 15: NMpenopbKkn 3a OLEHKa Ha TeXecTTa Ha
nynMoOHanHaTa apTepuasaHa XMnepToHuA n
KIMHUYHVA OTFOBOP KbM TepanuaTa

ypes n3BbpLIBaHe Ha exokapanorpadusa. MoseyeTo oT M3nons- -
. a C
BaHWTe napameTpu U pedepeHTHU CTOMHOCTM Ce OCHOBaBaT Ha Mpenopbku Knac® | Hueo® | Ust
eKcnepTHO MHeHue. Te ocurypsaBaT NPOrHoCcTMYHa MHGopmauua Mpenopbusa ce Aa ce Npasm oueH-
1 MmoraT fa 6bAaT M3non3BaHMU 3a HacoUYBaHe Ha TepaneBTUYHU- Ka Ha TeXecTTa Mpu MaLMeHTn C
Te pelleHns, HO MPUIOKEHNETO UM NPU KOHKPETHUA NaLueHT PAH upes HaGop o pesyntatn ot 96,97
TpA6Ba Aa CTaBa C NOBULIEHO BHMMaHVe. O3HauYeHnTe CTONHO- KNMHWYHMA  CTaTyC,  paboTHuTe 99
npobu, OGUOXUMNYHM  MapKepw,
CTW Ha neTanuTeTa ca rpyom KINVHUYHWU OLEHKNM, @ NOCOYeHnTe
exoKapguorpadckn n xemopuHa-
napameTpu ca NPoyyYeHn NpeanMHo npu nauyneHtn c IPAH. He MUUHY oueHkn (Ta6uyy 13 v 14)
BCUYKM NapameTpu ca BKIIOYEHW B €iHa M CbLa PYCKOBa rpyna,
a TepaneBTNYHOTO PeLIEHNE MPU KOHKPETHUA nauueHT TpA6- MpenopbuBa ce UBbPUIBAHETO Ha
Ba [la ce pbKoBOAM OT noapobHa npeueHKa. NHanBuayanHuaTt Al HpEesan el oulse 98
A P A AP peu : A Ay npu ctabunHu nauuveHTM Ha 3-6
puck ce moandrLmpa AOMNBAHUTENHO OT APYrU GaKTopK, B TOBA meceua (Ta6nuya 14)
YMCNO CKOPOCT Ha BonecTHaTa NPorpecna 1 Haamume uUam oT-
CbCTBME Ha NPU3HaLW Ha JeCHOCTPaHHa CbpAeYHa HeoCTaTby- MocTuraHeTo/NOAABPNXAHETO  Ha
6onecTi. Bb3bacT. non HucKo-puckos npodun  (Tabnu-
HOCT N CMHKOM, a 1 OT NpUAPY»KaBallit ! p ! ! ya 13) ce npenopbyBa KaTo JocTa- 96-99
¢doHoBa Tepanus v noasug Ha PAH. TbUeH TepaneBTUYeH OTrOBOP NpU
M HaKpas, oleHKaTa Ha nauneHTute ¢ PAH Tpsbsa fa gage nauueHTn c PAH
nHdopmauma 3a Npuapyxasawy 3abonABaHNA U YCIIOKHEHMWA
dé p Ll ECG p p‘%y LL[ y nOCTVII'aHeTO/I'IOﬂA'bp)KaHeTO Ha
Ha 6onectTa. s TpAbBa Aa ce NpaBAT PefoBHO 3a OTKpUBa- e o e
He Ha KJIVMHWYHO 3HauVMK apuUTMWK, KOUTO HACTbMBAT YecTo 13) TpAGBa fa ce pasrnexaa Kato lla 96-99
npu Tasu nonynauusa naymenTn.>® MaynenTtn ¢ PAH noHskora He[oCTaTbueH TepanesTYeH OTro-
ce NpefCTaBAT C Nporpecnpalla XMnokcemmust 1 Morat ga 6vaat BOP Mpy NoBeyeTo NaumeHT ¢ PAH

KaHAnaatn 3a Npoab/iXKUTENTHA 02 Tepanua. [onbnaHuTenHo,
HUCKOTO PaCO2 € CBbpP3aHO C HamaneH nyniMoHalleH KPpbBOTOK
N Ma NPOrHOCTUYHN I'IOCJ'IE,EI,CTBI/IFL38 ApTepI/IaJ'IHI/ITe nnn Kanun-
NAPHNTE KPBBHW ra3oBe Hanpumep AaBaT BaKHa VIHd)OpMaLlI/Iﬂ

PAH = nynmoHanHa apTepvianHa XMnepToHusa.
dKnac Ha npenopbKuTe.

PHuBo Ha [lOKa3aTeNICTBEHOCT.
“U3TOUHMK(UM) NOAKPeNAL (M) NpenopbKUTe.
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n TpAbBa Aa 6bAe YacT OT pefoBHaTa KJIMHUYHA OLleHKa, Hal-
MafIkoTo B CllyyauTe Ha KIIMHWYHO BiolaBaHe. KaTto antepHa-
TVBa MOXe Aa ce usnonsea O, caTypaums, HO TA € Mo-Masko
HajexaHa 1 He gaBa nHdopmauma 3a PaCO,. lNpenopbusaHuAT
Habop OT OCHOBHY NabopaTopHU n3cneaBaHus (oceeH BNP/NT-
proBNP) BkntouBa xemaTonorua 1 mexgyHapoAHO HOpManusu-
paHo oTHoweHue (INR) (Mpw naymeHTV Nnonyyasawy BuTamuH K
QHTaroHMCTN), KAaKTO 1 CEPYMEH HaTPWIA, Kanui, KpeaTVHWUH, Nn-
KOUHa KmncenuHa, acnapTat ammHoTpaHcpepasa (ASAT), anaHuH
amuHoTpaHcdepasa (ALAT) (npv naumeHTn nonyyasawm ERAs) n
6UNNpPy6MH. [IoNbAHUTENHO, NOHE BEAHBX FOAMLLHO U BUHArM,
KoraTo MauMeHTbT e C KIVIHUYHO BRiollaBaHe, TpAbBa Aa ce us-
cnepaBa TPOMOHVH, MMKOYHA KNCESTMHA, »Kesle3eH CTaTyC 1 Tpeo-
naHa dyHkuma. Tabauyu 14 v 15 paBaT Nnoapo6HU NpenopbKy 3a
oLeHKaTa npu npocneaasaHe Ha nauneHTn ¢ PAH.

6.2.5.[lepuHupaHe Ha cTaTyca Ha nayueHTa
Bb3 ocHoBa Ha nopgpobHaTta oueHKa onuvcaHa B npeAuLliHaTa
TOUKa, MaUMEeHTbT MoXe Aa 6bAe KaTeropmsmpaH KbM HUCHK
PUCK, YMEPEH PUCK UM BUCOK PUCK OT KAVHWYHO BOLLaBaHe
unun cmbpT (Tabauya 13). EcTecTBEHO, Ma HAKONKO Apyry dak-
TOpa, KOMUTO MMAT OTPaXkeHre BbPXYy NpoABuUTe Ha bonectta u
nporHo3ara, KOUTo He Morat fa 6bfaT 3acerHat oT TepanuATa
3a PAH, BknounTenHo Bb3pacT, Non, nognexawio 3abonasaHe
1 NpuApYaBawy 3abonasaHnA. Bbnpekn ye nHansmayanHata
NPOrHo3a e BMHarM TPyAHa, NauMeHTU KaTeropusnpaHn Kato
HUCBK PUCK Ca C U34MCNeHa 1-rogniiHa CMbpPTHOCT <5%. Te3n
nauMeHT! ce NpencTaBAT NPeAUMHO C Henporpecupatia 6o-
nect B C30-OK | unm Il (WHO-FC I unu Il) c 6MWD >440 m v 6e3
Npr3HauM Ha KNUHWYHO 3Haunma RV guchyHkuma. M3uncneHata
1-roguHa CMbPTHOCT B rpynata ¢ ymepeH puck e 5-10%. Te3n
naumeHTn ca TunmuyHo B C30-OK lIl (WHO-FC IIl), c ymepeHo Ha-
pyweH paboTeH KanauuteT 1 npusHaum Ha RV gucoyHkuma, Ho
He 1 ¢ RV HegocTaTbyHOCT. [MaymeHTMTe BbB BMCOKOPUCKOBATA
rpyna nmat nsuncnieHa 1-roguiHa cMbpTHOCT > 10%. Te3n na-
umeHTn ca B C30-OK Il nan IV (WHO-FC Il unu IV) ¢ nporpecu-
pala 6onect 1 nprsHaum Ha Texka RV gucoyHkuma mnm ¢ RV
He0CTaTbYHOCT U BTOPUYHA OpraHHa AnChyHKLMA.
MpameTpuTe nokasaHu B Tabsuya 13 He NoKa3BaT NOCTOAH-
CTBO, T.e. Te MOraT ia NonagHaT B PasiM4yHN PUCKOBM KaTeropuu.
M oTHOBO, LUANOCTHATa OLleHKa e Ta3u, KOATO TPAbBa ia PbKOBO-
OV TepaneBTUYHMTE peLleHmns.

6.2.6.Llenn Ha neyeHneTo N cTpaterva
Ha npocneasaBaHe

LleHTa Ha neyeHneTo npu nauuneHtn ¢ PAH KaTto uano e noctu-
raHe Ha HUCKO-prcKoB cTaTyc (Tabnuua 13), KONTO 06GUKHOBEHO
e CBbp3aH C Jo6bp paboTeH KanaumTeT, JOOPO KayecTBO Ha
XnBota, fobpa RV dyHKUMA 1 HUCKa cMbPTHOCT. ToBa 03Hayva-
Ba MO-KOHKPETHO BbBeEXJaHe WM NoaabpKaHe Ha nauueHTa
no Bb3MoxHocT B WHO-FC Il. MNMpn noBeyeTo naumMeHTn ToBa
Hamypa 13pas B NOUYTM HOPMaJsHa UM HopManHa npoba ¢ 6-Mu-
HyTHO xogeHe (6MWD). MNpepnarat ce HAKONKO CTOMHOCTU Ha
6MWD KaTo Len Ha fieyeHneTo, BKtounTenHo >380 m, >440 mu
>500 m.%6:99116-118.144 Taz )y yycna ca 6as3mpat Ha aHanu3y Ha npe-
KMBAEMOCTTA B 136paHM KOXOPTU WM Ha €KCNePTHO MHEHMe.
HacToAawuTe npenopbKu npuemart rpaHuyata ot >440 m npea-
nokeHa Ha lNeTnA cBeTOBEH CMMMO3MYM MO Ny/IMOHANHa Xunep-
ToHuA (5th World Symposium on Pulmonary Hypertension),'#
3aloTO Ta3n CTOMHOCT e B3eTa OT Hall-ronAamara m3cnefBaHa
pocera koxopTa.”® HesaBucrmo oT ToBa, TpsA6Ba Aa ce B3emar
npensui MHANBUAYaNHY GaKTopy 1 NO-HUCKU CTOMHOCTI MOXe

[a ce oKaxaT NpuYemMIMBY NPU No-CTapy NALUEeHTW UKW NaLueH-
TU C NpUApPYXaBalM 3ab60NsABaHWSA, OKATO aXe U CTOMHOCTY
>440 m MoOXe Aa ca HeoCTaTbyHW NPV NO-MJaav 1 34pasu B
Apyrn oTHoweHuA naumneHTn. OcobeHo Npu NocnefHUTe na-
LMeHTK, TpsibBa peoBHO [a Ce U3MoJ3Ba KapAMonyMOHaHa
paboTHa npoba (CPET), TbiA KaTo TA ocurypsBa no obeKkTBHa
nHdopmMauma 3a paboTHMA KanaumTeT u RV dyHKLmA.

TpabBa aa ce oT6enexu, Ye Te3n Lenu Ha IeYeHNeTo He BU-
Hary ca peanucTMYHU 1 MOXKe [a ca HemoCTUXKUMK Npy nayu-
€HTW C HanpeAaHana 60NecT, NaUUeHTN C TEXKN NPUApPYKaBaLyu
3a60/1ABaHUSA WAV MHOTO CTApV NaLUeHTL.

6.3. Tepanua

TepanuaTta npu nayneHTn ¢ PAH e npeTbpnana nonoXxuTenHo
pa3BuTMe Npe3 nocnefHaTa feKaja, HapacTBaKy MO CIOXHOCT
1 MO JaHHK 33 epUKacHOCT.*7148 TepaneBTUYHKAT NpoLec npu
nauveHT ¢ PAH He Mmoxe fia ce pa3rnexpaa KaTo NpocTo npeg-
nrcBaHe Ha JIeKapCTBa, a Ce XapaKTepu3mpa CbC C/IOXKHa cTpaTe-
rMA, KOATO BKJTIOYBA HayasHaTa OLeHKa 3a TeXecT 1 nocneaBsa-
LMA OTFOBOP KbM NleYeHneTo.

CbBpemMeHHaTa TepaneBTMYHa CTpaTerva npu nauneHTu ¢

PAH moxe fa 6bfie pazaeneHa Ha TPV OCHOBHM eTana:'?

(1) HavanHuAT noaxopn BKOUYBa 06N MepKM (Pu3nyecka ak-
TUBHOCT U KOHTpONMpaHa pexabunutaumsa, 6pemeHHOCT,
KOHTPON Ha 3abpemeHABaHETO W CneaMeHomnay3asnHa xop-
MOHanHa Tepanusa, NIaHoBa XNPYpPrusa, NPeBeHUMA Ha UH-
dekuymuTe, NncnxocouranHa nofkpena, NpuAbpKaHe Kbm
NleYeHNeTo, reHeTMYHa KOHCYNTaumaA U MbTyBaHe), NOAAbP-
Xalla Tepanua (NepopanHy aHTUKOoarynaHTu, auypeTuum,
0,, AUrOKCKH), HACOYBaHE KbM CMeLMann3npaHn LeHTpoBe
1 OCTPO Ba30peaKTMBHO TeCTyBaHe Ha MoKa3aHuATa 3a Xpo-
H14YHa Tepanua c CCB.

(2) Broparta cTbnKa BKIOUYBa HauyanHa Tepanua c BUCOKM [031
CCB npwu Ba3opeakTUBHM MaLUMEHTN UM flekapcTBa OAO0-
6peHn 3a PAH npu He-Ba3opeakTUBHW MALMEHTN B CbOT-
BETCTBYE C NPOrHOCTUYHMA pUcK (Tabuya 13) Ha nauuneHTa,
Knaca Ha npenopbK1Te U HUBOTO Ha [JOKa3aTeNCTBeHOCT 3a
BCAKO OTAENHO BeLlecTBO UM KOMOMHaLMA OT BellecTBa.

(3) TpeTmAT eTan e cBbp3aH C OTFOBOPa KbM HauyanHata neveb-
Ha cTpaTerus; B CJlyyail Ha HefOCTaTbyYeH OTroBOpP Ce pas-
rnexpaat Bb3MOXHOCTUTE 3a KOMOMHMpPaHe Ha ofobpeHu
nekapcTea c 6enogpobHa TpaHCMNaHTauuA.

6.3.1. 0O6wWwm mepKn

MauunenTtn ¢ PAH nmat HyAa OT CblyeCTBEHN CbBEeTM OTHOCHO
o6LWunTe ENHOCTY B €XKeHEBHNA KMBOT W HYXAaTa OT aganTu-
paHe KbM HECUTYPHOCTTa CBbp3aHa CbC CEPUO3HOTO XPOHUYHO
XKMBOTO-3acTpallaBalyo 3abonsasaHe. [JuarHosata 06MIKHOBEHO
Hanara HsIKakBa CTeneH Ha couuanHa usonauua.’*® Hacbpuasa-
HeTO Ha MauMeHTUTE 1 YIeHOBE Ha CEMECTBOTO Aa Ce BKuaT
B rpynyi 3a NognomaraHe MoXe a rMa No3uTnBeH epeKT BbpXy
NpeoaonsaBaHeTo, yBEPEHOCTTA U NepcrnekTuaara. MpenopbKu-
Te 3a 06Wm MepKun ca gageHu B Tabauya 16.

6.3.1.1.  Qu3uyecka akmugHOCM U KOHMPOAUPAHA pexabunu-
mayusa
Mpenopbkute 3a PH ot 2009 r. noctaHoBABaxa, Ye naumeHTn ¢
PAH Tpa6Ba ga 6bAaT HacbpyaBaHU KbM aKTUBHOCT B FpaHULN
3aBucelmn oT cumnTomaTukata.””! Mpenopbusalle ce nauymeH-
TUTe Aa n3bAreaT NPEKOMepHU GU3NUYECKNU YCUNUS, KOUTO BO-
AT 1O HeXeNaHa CMMNTOMAaTUKa, HO ako He e BbB dum3nyecka
KOHIMLUMA, NauneHTbT TpAbBawe fa 3arnoyHe KOHTpoiMpaHa
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Ta6nuua 16: MpenopbKy 3a 06N MepKN

Mpenopbkn Knac® | HueoP /E3
MpenopbuBa ce naumeHTn ¢ PAH 160,
[a n3bsarear 3abpemeHsaBaHe 161

MNpenopbyBa ce MMyHMU3auMA Ha
nauneHtn ¢ PAH cpewy rpun n
NHEBMOKOKOBA NHPeKuna

I'Ipenopqua ce ncuxocounmanHa

nofkpena Ha nauneHTn c PAH 168

Mpwn PAH-nauneHTn € nowa KoHan-

uMA Ha GoHa Ha MeaVKaMeHTO3Ha 153-
lla

Tepanus TpAbBa Aa ce 06CbAAT KOH- 157

TPONVPaHN Gr3NYECKN TPEHNPOBKN

MpunoxeHne Ha O, no Bpeme Ha
nonet Tpsab6Ba da ce obcbau npu
nayveHt B WHO-FC Il n IV n Te3n lla
cobnyaiHo HanAraHe Ha O, B apTe-
puanHata KpbBe <8 kPa (60 mmHg).

Mpu nnaHoBa xmpyprus TpA6Ba,
aKo e Bb3MOXHO, fa ce n3bepe enu- lla
LlyparnHa, a He obLa aHecTe3us.

Mpu nauuneHTn c PAH He ce npe-
nopbyBa NpekomepHa ¢usnyecka
aKTVIBHOCT, KOATO BOAM 0 06e3no-
KOWTeNHa CMMTOMaThKa

O, = kucnopog; PAH = nynmoHanHa apTeprianta xvuneptoHus; WHO-FC =
DOyHKuUmoHaneH knac no C30.

aKnac Ha npenopbKuTe.

PHugo Ha fokasaTencTeeHoCT.

“U3TouHMK(LKM) NogKpenALy (1) NpenopbKuTe.

dunsnyecka pexabunutauma. Team npenopbku 6Axa OCHOBaHM
Ha PaHAOMU3MPAHO KOHTPONMpaHO u3nuTBaHe (randomized
controlled trial, RCT), koeTo e gemoHcTpupano nogobpeHre Ha
dyHKUMOHaNHMA paboTeH KanauuTeT 1 KauecTBOTO Ha XMBOTa
npu nauneHTn ¢ PH, Konto ca B3enu yyactne B TPEHNPOBBYHA
Mporpama, 3a pasiMka OT HeTPeHMpaHaTa KOHTPOsHa rpyna.'>
OT TOraBa, AOMBAHUTENIHW HEKOHTPONMPAHU MPOYyYBaHUA ca
NOTBBLPAWAN Te3U [aHHWU, U3MON3BANKN Pa3NNYHN MOAENN Ha
dunsnueckn TpeHmpoekn.>31>7 My6nnkyeanu ca owe ase RCTs,
KouTO CbobLyaBaT, Ye TpeHupaHu naumeHtTn ¢ PAH pocturat
Mo-BMCOKM CTeNneHN Ha Gpr3nyecka akTUBHOCT, MO-fieKa ymopse-
MOCT 1 MoKa3BaT no-aobpa 6MWD, kapamnopecnupatopHa GyHK-
LMA 1 CaMOOLieHKa 3a KaueCTBOTO Ha XKMBOTa CU B CPaBHEHME C
HETPEHUPAHN KOHTPOMHU rpynn.'*81%% PasmepbT Ha U3BagkaTa
Ha Te3n NpoyyYBaHuA e JoCTa ManbK (Bapupa mexay 19 n 183 na-
LUMEeHTN) 1 LUANOTO MM HAYaHOTO yrpakHABAHE € CUMHO KOH-
TPONIMPAHO, @ B HAKOW CJTydam NpoBefieHO B 6OTHUYHN yCNOBUA.

Ta3u npenopbKa e orpaHMyeHa OT NPasHOTY B MO3HAHUATA
3a ONTUMaNHWA MeTof Ha du3nyecka pexabunuTauus, NHTEH-
3MBHOCTTa M NPOABIPKUTENHOCTTa Ha TpeHupoBkute. OcBeH
TOBa, NMOKa3aTe/nTe 3a KOHTPOJIMpPaHe U MexaHU3MuTe Ha Mno-
[OBPEHNETO Ha CUMNTOMATHKaTa, PaboTHUA 1 QYHKLMOHANHUA
KanauuTeT ca HeACHW, KaKTO 1 Bb3MOXKHOTO OTpakeHue BbpXy
nporHo3arta. Mporpamute 3a ¢$u3mMyeckn ynpaxHeHua TpabBa
fa 6baaT npoBeXxaaHu OT LIeHTPOBe 3a crneymanu3nupaHi Fpyxm
N pexabunutaumATa Ha Hy»aaewm ce naumeHTn ¢ PAH. OcseH
TOBa, NaumeHTUTe TPAGBa fa 6blaT NeKyBaHU B CbOTBETCTBUE C
Han-fobpuTe CTaHAAPTY Ha GapMakonormyHo neyeHve n fa 6b-

nat B CTabUHO CbCTOsIHNE npeann BkK4YBaHeE B KOHTPOJ/IMPaHa
pexa6|/|n|/|TaL||/|0HHa nporpama.

6.3.1.2. bpemeHHOCM, KOHMpPON HA 3abpemMeHs8aHemMo U Nocm-

MeHoNay3asiHa XOpMOHAJIHA mepanus
BpemeHHOCTTa ocTaBa CBbp3aHa CbC 3HAUUTENEH NeTanuTeT
npu PAH. CkopolueH goknag obave nokasBa, Ye U3XOAbT OT 6pe-
MeHHocTTa npu PAH ce e nogobpun, Ha-mankoTo Korato PAH e
f06pe KOHTPONMpaHa 1 0CobeHo Npu AbArOCPOUHY PeCroHAe-
pv Kbm CCBs.'® 3a neprog oT 3 rognHM 13 yyacTsalm LeHTPOBE
cbobuiaBaT 3a 26 6pemeHHOCTU. Tpu KeHu (12%) ca nounHanu,
a efHa (4%) e pa3Buna AAcHa CbpAeyvyHa HeJoCTaTbUYHOCT Haa-
rawja HeoTNOXHa TpaHCMNaHTauna cbpue-6an apob. Mmano e
ocem abopTa; ABa CMOHTAHHU U WeCT nHAyumpaHu. LWectHage-
ceT 6pemeHHOCTH (62%) ca 6UNK yCreLHy, T.e. XXeHUTe ca poau-
nn 3gpaBu 6ebeta 6e3 ycnoxHeHus. Mpoyusare B CALL ot net
LeHTbpa Mexay 1999 n 2009 r. ce e norpuxuno 3a 18 6pemeH-
HOCTU C TPU CMBPTHYK cnydas (17%).'®" Team gaHHU ce HyxganT
OT NOTBbP)KAEHME B NO-rofiemMu cepuu, npeau fa 6bae npepas-
rnepaHa obuaTta npenopbKa 3a U3bArBaHe Ha GPEMEHHOCTTa
npu BcMYkKM nauyneHTn ¢ PAH. MNo-mManbk KOHCEHCYC CblyecTBYBa
no BbMNpoca 3a Haln-NoAXOAALMTEe METOAN 3a KOHTPOS Ha 3a6-
pemeHsABaHeTo. bapriepHnTe KOHTpaUenTVBHM CpeacTBa Me-
TOoAM ca 6e3onacHM 3a NauueHTa, HO C Henpenckasyem edekT.
MporectepoHoBMTE MNpenapaT, Kato MefpOKCUMNpPOrecTepoH
aueTaT 1 eToHorecTpen ca edeKTVBHM CpefiCcTBa 3a KOHTpaLen-
ums 1 136areat NoTeHUManHMTE NPob6IeMn Ha ecTporeHuTe,
KaTo Te3u CBbP3aHU C MUHK-TabneTKaTa OT cTapo nokoseHue,'6?
Tpab6ea fa ce nomHu, ye ERA 6oceHTaH Moxe fa Hamanu edu-
KacHOCTTa Ha nepopanHnTe KOHTPaLEenTVBHY cpefcTBa. Jleso-
HoprecTpen-ocBo60XAaBaALMAT MHTPAYTEPUHEH KO € CbLio
edeKTVBeH, HO MaKap 1 pAJKO MOXe fa foBefe A0 Ba3o-Ba-
rasiHa peakuusa Npu NOoCTaBAHETO, KOATO He ce MoHacA Aobpe
npu Texxka PAH.'62 Moxe na ce npunoxu n KoMbuHauua oT asa
meTopa. MaymeHTKaTa, KoaTo 3abpemeHee TpsibBa Aa 6bae MH-
dbopMurpaHa 3a BUCOKMA PUCK OT OpemMeHHOCTTa 1 TpabBa fa ce
06CbAmM NpekbcBaHe Ha bpemeHHOCTTa. Tesn, KouTo n3bepar ga
3anas3AT 6pemeHHOCTTa TpAbBa fa 6bAAT NeKyBaHU C Noaxona-
LM NeKapCTBa, paxAaHeTo Tpsa6Ba Aa 6bae niaHMpPaHo B TACHO
CBTPYAHNYECTBO MEXAY rmHekonosn n PAH-Tum.'63164 He e aicHo
Jany XopMoHarnHata Tepanus e npenopbyYnTenHa Npu nocTme-
Honay3anHu xeHu ¢ PAH. TakaBa Moxe fa ce B3eme Npeasuf
npv HEMOHOCKMUN MeHoMay3aNlH1 CMNTOMU 3aefiHO C Nepopan-
Ha aHTMKoarynaums.

6.3.1.3. [lnaHosa xupypeus

[naHoBaTa XxMpyprua ce o4Yaksa Aa 1ma no-BMCOK PUCK Npu na-
umeHTn ¢ PAH. He AcHo koA dopma Ha aHecTe3mA e 3a npeano-
yrTaHe, HO BEPOATHO enuaypanHaTta ce Tonepupa no-gobpe ot
obuara aHecTe3na.'%71% MaumeHTU Ha NoOAABLPXKALLO NeyeHre
C nepopasHa Tepanua MOXe [la ce HY»KAaAT OT BPEMEHHO npe-
MMHaBaHe Ha i.v. Uy UHXanaunoHHO feyeHne, fOKaTO OTHOBO
MoraT fia FbJiTaT U abcopbupat nepopanHu neKkapcTea.

6.3.1.4. [peseHyus Ha uHpekyuume

MauyneHTn ¢ PAH ca nogatnuem Ha pa3BuUTME Ha MHEBMOHMA,
KOATO € MpuUMHa 3a CMBPT Npu 7% oT ciydamte.>* Makap ue
HAMa KOHTPONMpPaHu U3NNTBaHWA, NPernopbKaTa e Te Aa Ce Bak-
CUHUPAT cpelLly rpun 1 NHEBMOKOKOBA MHEBMOHMUA.

6.3.1.5.  [llcuxocoyuasnHa nookpena

PH e 60necT cbC 3HaUMTENTHO OTPaAKEHUE BbPXY MCUXONOornye-
CKOTO, COLUMANHOTO (BKMIOYUTENHO (PUMHAHCOBO), eMOoLMOHan-
HOTO 1 AYLWEBHOTO GYHKLMOHMPAHE Ha MaUWeHTUTE U TeXHW-
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Te cemeiicTsa.'®® TumoBeTe nekyBalm Te3n nauyeHTn TpA6sa
[a MaT YMEHUATa 1 eKcnepTm3aTa Aa OueHsABaT 1 OBajABaT
npobnemy OT BCUUKU Te3n 061acTi, B TACHO CbTPYAHUYECTBO
C KOJIern oT CbOTBETHUTE AUCUUMINHY MPU NaLUEHTN C TeXKa
npob6nematuka, Hanp. NCUXmMaTpursa, KIMHUYHA NCUXONOTA U CO-
umanHu rpvxku. Npynu 3a nogkpena moraTt Cblyo Aa UrpasT Ba-
»KHa pons 3a NayneHTHTe 1 Te TPsAbBa Aa 6bAaT CbBeTBaHM fa ce
NPUCbeAVHAT KbM TakaBsa rpyna.

PH e 6onecT, KoATO MOXe Aia CKbCW 3HAUMTENTHO NMPOABIIKN-
TENHOCTTA Ha KMBOTa. B JONb/IHEHNE KbM NCKXoNIorMyeckara v
couvanHata nogkpena, TpsA6sa Aa ce Hanpasyu akKTVBHO MaHU-
paHe Ha cneumnanmM3npPaHn FPUKU C HAaCOUYBaHe NMPU HY>KAa KbM
cnyx61 3a ManuaTUBHU FPUXK.

6.3.1.6. CnaseaHe Ha ie4eHUemMo

MepuopunuHo TpAbBa fa ce NMpoBepsiBa Cra3BaHETO Ha Mefu-
KaMeHTO3HOTO fleyeHure, Nopagn KOMMIEKCHUA XapaKTep Ha
TepanuaTa npy PAH 1 Bb3MOXXHOTO peayumpaHe uamn npomaHa
B TepaneBTUYHNA PEXUM HanpaBeHW OT NauueHTa Unm nexkapu
HecrneumnanucTu.

6.3.1.7.  [TemysaHe

Jlunceat npoyyBaHMA CbC CMMYyaUMA Ha NONeT 3a onpeaenaHe
Ha Hy»kfaTta oT gonbjHuTeneH O, Mo BpeMe Ha NPOAbLIKUTEN-
HW nonetn npu nauneHTn ¢ PAH. M3BecTHUTe PusmonornyHm
edeKTr OT XMNOKCUATA NOKA3BaT, Ye Mo Bpeme Ha MbTyBaHe CbC
camoneT TpAGBa fla Ce MMa NpeABUA NpunoxeHue Ha O, npu na-
unenTn 8 WHO-FCIlln IV nTesn c obuyaiito HanaraHe Ha O, B ap-
TepuanHara Kpbe <8 kPa (60 mmHg).'® MopasaHe Ha 2 I/min no-
BMLIABA HaNAraHETO Ha BAMIWBAHMA O, 10 CTONHOCTU PaBHU Ha
Te3U Ha MOPCKOTO paBHuLLe. Te3n naureHTn TpsabBa CbLLO TaKa
[la U36areaT Aa oTMBaT Ha HAAMOPCKM BUCOUMHU >1500-2000 m
6e3 gonbnHuTenen O,. MNpenopbyBa ce NauyeHTUTe fa MbTyBaT
C nucmeHa nHdopmauuma 3a TaxHata PAH 1 ga 6baaT nocbeet-
BAHU KaK a ce 06bpHaT KbM MECTHY 3BeHa 3a PH B 6n13ocT o
MACTOTO KbJETO NbTyBaT.

6.3.1.8. [eHemuyHa KoHCy1IMayusa

Ha n36paHu nayneHTn c PAH TpabBa fa 6bae npeanoxeHa reHe-
TUYHA KOHCYNTauuA (geTannmsvpara B Touka 5.1.12).26 Mopagu
NCMXOJSIOTMYECKOTO BANAHNE Ha NO3UTUBHUTE U HETaTUBHUTE
pe3ynTaTi, reHeTUYHOTO TeCTyBaHe 1 KOHCYNTauuaTa Tpabea aa
6bAaT oCUrypeHn B CbOTBETCTBIE C JIOKaNHWTe NpaBuia oT Myi-
TUANCUMNANHAPEH TUM C yyacTue Ha PH-cneymanucty, reHetny-
HN KOHCYNTaHTW, reHeTuLu, NCUXON03M N MeAULIMHCKN CecTpu.
3acerHaTuTe nMua U HOCELUTE PUCKOBE YSIEHOBE Ha cemen-
CTBOTO MOraT Aa NOXeNnaaT Aa 3HaAT MyTaLUMOHHUA CY CTaTyC 3a
LennTe Ha ceMeHOTO nnaHnpaHe. CeralwHNTe penpoayKTUBHU
BapMaHTW Npv ABOWKN BKAOYBALLM HOocuTen Ha BMPR2 myTauuna
ca fia ocTaHaT 6e3 feua, fa He 6bhe NpoBefeHO NpeHaTanHo
reHeTMYHO TecTyBaHe (PenpoAyKTMBEH LIaHC), fa 6bAe npose-
[eHO reHeTMYHa NpeHaTanHa AMarHOCTUKa UM TakaBa npeau
3aueBaHe,”? na ce m3non3Ba [OHOPCTBO Ha ANLEKNETKU UK
Bb3MOXKHOCT 3a OCMHOBABaHe.

6.3.2. TlMopabpKawa Tepanua
MpenopbKkuTe 3a NogabpKalla Tepanus ca gageHun B Tabauua 17.

6.3.2.1. [lepopanHu aHmukodazynaHmu

B noct-mopTtem nscneasanua npu nauneHTn IPAH ce yctaHoBsaA-
BaT MHOMO YeCTo CbAOBM TPOMOOTUYHYM ne3un.”! Ty6nnkyBaHu
ca [aHHM 3a HapyLleHnA Ha Koarynauuarta 1 nbruwata Ha ¢u-
6vHoNM3a."727 174 Te, KAaKTO M MOBULIEHNTE HECMELUNPUUHU PU-
cKoBY $aKTopU 3a BEHO3EH TPOMOOEMOONN3bM, BKIIOUUTENHO

CbpfeyHa HeAOCTaTbYHOCT 1 MMOOUNM3aLNA, NpeacTaBnABaT
OCHOBaHWA 3a NepopasnHa aHTukoarynaumna npu PAH. JaHHuTe B
ron3a Ha nepopasHaTta aHTMKoarynaums obxaallat nauneHTn ¢
IPAH, HPAH 1 PAH gbn»kalla ce Ha aHOpeKCMreHHU cpeficTBa U ca
npeAnMHO PeTPOCNEeKTUBHM U OCHOBAHW Ha OMNMTa Ha eAVHUYHN
ueHtpoee.?*"! laHHuTe oT permctpu 1 RCTs ca XeTeporeHHu n
HeokoHuaTenHn.”>~77 [oTeHumanHUTe Mon3u OT nepopasnHata
aHTukoarynauma npu APAH ca ouwe no-HecurypHu. Mo npuH-
umn, nauneHTy ¢ PAH nonyvasalim AbrocpoyHa Tepanma C iv.
npocTarnaHAVHN Ce aHTMKOoarynmpaT npuv nnca Ha NpoT1BOMoO-
KasaHuA, oT4acTV U Nopaan AOMbIAHNUTENIEH PUCK OT KaTeTbpHa
Tpom603a. PonATa Ha HOBKTE NEPOPaHY aHTUKOArynaHTu npu
PAH e Hen3BecTHa. JonbnHuTenHa nibopmauma otHocHo APAH
e laleHa B CbOTBETHUTE pa3feny.

6.3.2.2. [uypemuuu

[lekomneHcnpaHaTa 4eCHOCTPaHHa CbpAeYHa He[OCTaTbYHOCT
BOAM [0 3aAPDbXKKa Ha TEYHOCTM, NOBULLIEHO LIEHTPAIHO BEHO3-
HO HanAraHe, yepHoApPoOeH 3aCTol, acLnT U NeprudepHN oToLN.
Bbnpeku ye HAma RCTs Ha ynoTpebata Ha guypetuum npu PAH,
KINMHUYHWAT ONUT NOKa3Ba ACHA KIMHNUYHA NOM3a OT IeYEHNETO
C TaKaBa Tepanus Ha NpPeToBapeHu C TEYHOCTU naumneHTn. Ms3-
60pbT U Jo3aTa Ha AMypeTUYHaTa Tepanus e 3ajaya Ha cneuua-
nucta no PAH."”8 [lo6aBsAHeTO Ha aNgoOCTEPOHOBU aHTArOHNUCTL
TpAbBa fa ce 06CbXKAa U Ha dOHA HA CUCTEMHO M3C/eABaHe Ha
nnasmeHuTe enekTponutu. MNpu guypeteyHo neyeHune e BaKHO

Ta6nuua 17: MpenopbKu 3a nogabpKalla Tepanus

Mpenopbku Knac® Huso UsT

[nypetnyHa Tepanua ce npeno-
pbuBa npu naymeHT ¢ PAH 1 npu-
3Haum Ha RV HepgocTaTbyHOCT W
3afpbXKKa Ha TEYHOCTMN

178

HenpekbcHaTa AbArocpoyHa Te-
panus c O, ce npenopbyBa Npu Na-
umeHTn c PAH, korato 0614anHoTo
HanaraHe Ha O, B apTepuanHata
KpbB e <8 kPa (60 mmHg)d

179

MNepopanHo AHTUKOArynaHTHO
fieyeHre MoXxe fa ce o6Ccbaun npu
nayuneHTu ¢ IPAH, HPAH v PAH obn-
Kala ce Ha ynotpeba Ha aHopek-
CUTeHHU cpefcTBa

84,
171,
175-
177

KopeKkuua Ha aHemuATa n/unn xe-
nesHuA aeduunT MoXe fia ce 0b6Cb-
v npu nauveHTn c PAH

184

Mpw nauneHTn c PAH He ce npeno-
pbuBa ynotpeba Ha aHIMOTEH3WH-
KOHBepTHpaLL eH3UM HXN6UTOPH,
AHIMOTEH3MH-2 PeLenTOPHY aHTa-
roHuctu, 6eta-6nokepu 1 nBabpa-
[IVH, OCBEH KOrato ca Heobxoau-
MV BbB BPb3Ka C NpUApYxaBaLm
3abonABaHUA (T.e. BUCOKO KPbBBHO
HanAraHe, KOpoOHapHa apTepuanHa
605eCT UnK NEBOCTPaHHa CbpaeY-
Ha HeJoCTaTbYHOCT)

HPAH= HacnepctBeHa nmynmMoHanHa apTepuianHa xuneptoHus; IPAH =
MavonaTMyHa MynMoHanHa apTepuanHa xuneptonns; O, = KNCIOpOA;
PAH = nynmoHanHa apTepuanHa xuneptoHus; RV = fecHokamepHa.

AKnac Ha npenopbKuTe.
PHuBo Ha [lOKa3aTeNCTBEHOCT.
SU3TOUHMK(YM) NOAKPENALM HABOTO Ha AOKA3aTeNCTBEHOCT.
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[a ce cnegun 6b6peyHaTa QyHKUNUA 1 GUOXMMUATA Ha MALMEHTH
c uen n3bAreaHe Ha xunokanvemusa v eGeKkTy OT MOHVXKEHVA Bb-
TpecbaoB 06em, KOMTO BOAAT A0 NPepeHanHa HeJOCTaTbYHOCT.

6.3.2.3. Kucnopoo

Bbnpekn ye nma gaHHM 3a HamanABaHe Ha PVR npu naumeHTu
¢ PAH npu npunoxeHune Ha O,, NMNCBAT PaHAOMU3NPAHN AAH-
HU MOKa3BalK, Ye AbnrocpoyHata O -Tepanua nma Gnaronpu-
ATeH edekT. MNoeeveTo naumeHTn ¢ PAH, ¢ n3KnoUyeHne Ha Te3n
¢ CHD 1 nynMOHanHo-CNCTEMHM LWHbHTOBE, MMAT fieKa CTeneH Ha
apTepuanHa XUNoKcemmus B MOKOMN, ako HAMAT OTBOpeH dopa-
MeH oBasle. /ima faHHM nokaseawy, ve HowHata O, Tepanus He
NMpoMeHsA ecTeCTBEHaTa eBOMOLMA NPU HanpeAHan CUHAPOM Ha
Eisenmenger.'”° U36opbT ce 6asvpa Ha 4aHHU NPV NMALUEHTM C
XOBb (COPD); koraTo HanaraHeto Ha O, B apTepuranHata Kpbe
e TpaiHo <8 kPa (60 mmHg; nnu aptepuanta O, catypauus,
<91%), Ha NaumeHTUTe Ce NpenopbyYBa Aa ce nekysar c O, c uen
nokauBaHe Ha HanAraHeTo Ha O, B apTepuanHaTa KpbB >8 kPa.'s?
AmbynaTtopHo npunoxeHue Ha O, Moxe Aa ce 00CbAu, KoraTo
1Ma JaHHU 32 CUMNTOMHO nofobpeHue 1 Kopurnpyema fecaty-
pauua npu ycunue.

6.3.2.4. [luzoKCuH u Opyau cepOedHoC 008U cpedcmed

Mma pokasatencrtsa, ye ocTpaTta npoba C AUrOKCUH nofobps-
Ba cbpaeyHua febut (CO) npu IPAH, Ho edukacHocTTa My npu
XPOHUYHO NpuoXeHune He e ussecTHa.'®® Moxe na ce gaBa 3a
3abaBsHe Ha CbpAeyHaTa YecToTa npwu nayueHTn ¢ PAH, kouto
pa3BuUBaT TaXMapUTMUN.

Jlunceat NoTBBbPAUTENHW AaHHM 3a NoJi3a U 6e30MacHOCT Ha
QHTVMOTEH3UH-KOHBEPTMPALL, €H3MM MHXUOUTOPY, aHTUOTEH3VH
Il-peuenTopHW aHTaroHNCTU, 6eTa 6Gokepu UK NBabpaarH Npu
nauuneHTn c PAH.

6.3.2.5. AHemus u Xene3eH cmamyc

KenesHuat gednunt e yect npu naymeHtn ¢ PAH n 3acara 43%
oT nayueHtute ¢ IPAH, 46% o1 nauyneHTuTe cbc SSc-PAH n 56%
OT NaumneHTMTe CbC CUHAPOM Ha Eisenmenger.'8'-'83 Mo HeokoH-
YaTeNHy JaHHW NPy Te3n 3a60MABaHNA XKeNe3HUAT AeduLuT e
CBbP3aH C HamasneH paboTeH KanauunTeT, a BEPOSATHO 1 C NO-BU-
COKa CMbPTHOCT, HE3aBMCKMO OT HASIMUMETO WAN TEXKeCTTa Ha
aHemuATa. 81182184185 Ha Gazarta Ha Te3n faHHW, NPU NaLneHTU
¢ PAH Tps6Ba Aa ce npasu pefioBEH KOHTPOJ Ha »Kefe3HuA cTa-
TYC, @ OTKPMBAHETO Ha »KeneseH gedbuuut Tpa6ea fa Aage Ha-
Yano Ha TbpCeHe Ha MoTeHUManHW NpuunHKL. MNpy nauneHTn ¢
xeneseH gednunt TpA6Ba fa ce MMa npeasug CybcTUTyUMoHHa
Tepanusa ¢ )ena30. Hakon npoyyBaHuA Nokasgar, ue nepopasn-
HaTa abcopbuua Ha XKenA30 e HapyleHa npu naumeHTy ¢ PAH,
Taka uye ce 0TaBa NPeAnNoYMTAHNE Ha i.V. TPUSIOXKEHNE Ha Kens-
30.'81184186 Nlinceat 06ave KOHTPOMPaHM MPOYYBAHNA.

6.3.3. CneuymnduuyHa nekapcTBeHa Tepanus

6.3.3.1. Kanuuesu aHmazoHUcmu

Bce no-sAicHo cTaBa, Ye camo Manbk 6poit nauneHTn c IPAH, kou-
TO MOKa3BaT 6iaronpuATeH OTrOBOP NPW OCTPYA Ba3oAMnaTaTo-
peH TecT (Tabnuya 11) no Bpeme Ha RHC nmar nonsa ot CCBs.8485
Mpeobnapasawmte B Ny6nnKyBaHu npoyusaHua CCBs ca Hude-
OUNVH, AUNTMA3eM U aMITOLMUMVIH, 0CO6EHO HUbEANNUH 1 An-
Tnaszem.t48> N360pbT Ha CCB ce ocHOBaBa Ha BXofAllaTa Cbp-
[leyHa YecToTa Ha NauueHTa, KaTo OTHOCMTEeNHaTa bpafmKapama
6naronpuATcTBa HUPEAUNMUH U aMJIOANMMH, @ OTHOCUTENHaTa
Taxukapana dasopusnpa AgunTrasem. [IHeBHUTe [O3U Ha Te3u
NeKapcTBa, KOUTO ca nokasanu epukacHocT npu IPAH, ca oTHO-
cuTenHo Bucokn: 120-240 mg 3a HudepnnuH, 240-720 mg 3a

avntrasem n go 20 mg 3a amnogmnuH. MNpenopbuBa ce no-Hu-
CKa HayanHa fo3a, Hanp. no 30 mg HUdpeanNUH ¢ 6aBHO OCBO-
6oaaBaHe ABa MbTW AHEBHO Unu 60 Mg AUNTMA3EM TPY MbTU
fAHeBHoO (t.i.d.), nnn 2.5 mg amnogunuH BeHbX JHEBHO, KOATO
ce yBennyaBa BHMMATENHO U MOCTEMEHHO OO MaKCMMasHaTta
TonepupaHa fosa. Jliumutmpawy Gpaktopu 3a nosuLIaBaHe Ha
f03aTa ca 06UKHOBEHO CUCTEMHATA XUMOTOHUA 1 NepudepHn-
Te OToUM Ha JonHuTe KpanHuuu. MauneHTtn ¢ IPAH oTtroBapAwm
Ha KpuUTepumute 3a NO3UTMBEH Ba3oAuIaTaToOpeH OTroOBOp, Npu
kouTo ce npwunarat CCBs, TpsibBa fa 6baaT HabnogaBaHW BHU-
MaTesIHO MO MPUYMHK 3a 6€30MacHOCT 1 epUKACHOCT, C MbJHa
npeoLeHkKa cnep 3—4 mecelia OT HAYanoTO Ha JIeYEHNETO, BKIO-
yntenHo ¢ RHC.

AKO MauMeHTBbT He MoKa)ke JocTaTbyeH OTroBop, AeduHu-
paH Kato nogabpxaHe Ha WHO-FC | v |l npnapy»eH oT 3Haun-
TENHO XeMOAWHaMUYHO nopobpeHme (6An3ko o Hopmanusa-
ums), TpAbBa Aa ce Ha3Hayy JOoNbiAHUTeNHa Tepanua 3a PAH. B
HAKOW C/lyyamn e Heobxofrma KombuHaumsa ot CCB 1 ogobpeHn
3a PAH nekapcTBa, nopagm No-HaTaTbWHO KIANHWYHO BNOLLABA-
He Npu onunT 3a cnrpaHe Ha CCB. Mpwu nauneHTn 6e3 nposeseH
Ba30peakTUBEH TeCT WK Te3U C HeraTnBHa nNpoba He TpsA6Ba Aa
ce 3anoysat CCBs, nopaan NOTEHUMANHO TEXKU HeXeNnaHn pe-
akumu (Hanp. XMnoToHus, cuHkon n RV HegocTaTbuHOCT).'®

BasopannataTnBHaTa peakuma He NpeAckasBa CbC CUMYPHOCT
6naronpuATeH AbArocpoyeH oTroBop KbM Tepanus ¢ CCBs npu
naunenTn ¢ PAH B ycnosuata Ha CTD, HIV, nopTo-nynmoHanHa
xuneptoHus (PoPH) n PVOD.,88189

MpenopbkuTe 3a Tepanua ¢ CCBs ca pageHn B Tabauya 18.
3a opobpeHunTe cneundrYHN LO3U Ha NleKapcTBaTa, MOJA BUXKTE
akTyanHata odurymanHa nibopmaLma 3a npegnuceaHe.

6.3.3.2. EHOOmMenuH-peyenmopHU aHmazoHucmu

W B nnasma, n 6enogpobHa TbKaH Ha naumeHTn ¢ PAH e yctaHo-
BEHO aKTUBMPaHe Ha eHfoTennHoBaTta cuctema.'”® Bbrnpeku ue
He e ACHO Jann MOBMLIEHUTE Mia3MeHN HMBA Ha eHAaoTennH-1
ca npuumnHa unm cneactene Ha PH,'®' Te3n gaHHM noTBbpKAaBaT
BOJeLllaTa ponA Ha eHAOTeNIMHOBATa CMCTeMa B MaToreHesaTa Ha
PAH.192 EHgoTennH-1 ynpakHABa Ba30OKOHCTPUKTOPHW 1 MUTO-
reHHu epeKkTn Upes CBbp3BaHe C ABE OTAENHMW PeLEenTOPHUN 130-
bopmuy B rnafKoOMyCKyNHUTE KNeTKM Ha NyNIMOHaNHNTe CbOBe,
eHpoTennHoBy peuentopu Tun A u B. XapakTepuctukmurte Ha
nposefeHnTe RCTs c nekapcTea npoTtue PAH, KouTo ce HamecBat
B eHOTeNIMHOBATa Bepura ca gagaeHun B OHnalH mabnuya IVA.

Amb6puceHmaH

Am6puiceHTaH e ERA, KOWTO ce cBbp3Ba NpeArMHO C eHJoTeNu-
HoB peuenTop Tvn A. AMOpUCEHTaH € OLeHEH B eJHO MUIOTHO
npoyusaHe'? n ase ronemu RCTs, KOUTO ca AeMOHCTPUpanu
edUKaACHOCT MO OTHOLIEHME Ha CUMNTOMaTWKaTa, PaboTHWA
KanauuTeT, XeMOAMHaM/KaTa 1 BPeMeTO [0 KIVHUYHOTO BJO-
waBaHe Ha nauueHTnte ¢ IPAH n PAH cBbp3ann ¢ CTD un HIV-
nHdekuma.'®* Yectotata Ha MaTONOrMUHUTE YepPHOZPOGHN
dyHKUMOHanHM nscneaBanna Bapupa ot 0.8 fo 3%. Exxemeceu-
HaTa oLeHKa Ha YepHoApobHaTa GyHKLUA He e 3aAb/KUTENHA B
CALL® Mma cbobLieHNst 3a MOBILIEHA YECTOTA Ha nepudepHU-
Te oToum Npu ynotpeba Ha ambpurceHTaH.

boceHman

BoceHTaH e nepopanHo akTMBEH ABOEH aHTAarOHWCT Ha eHJo-
TennHoBM peuentopu Tun A 1 B 1 nbpeaTa cCMHTE3MpaHa mMo-
nekyna ot To3n Knac. boceHTaH e oueHeH npu PAH (ngnona-
TUYHA, cBbp3aHa cbc CTD n cuHapom Ha Eisenmenger) B wect
RCTs (Study-351, BREATHE-1, BREATHE-2, BREATHE-5, EARLY n
COMPASS 2), KouTo ca noKkasanu nojobpeHre Ha PaboTHUA Ka-
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nauwuTteT, FC, xemoauHammKarta, exorpadcku 1 Jlonnep-napame-
TPV 11 BPEMETO A0 KIIMHUYHO BriowwasaHe.'?2% Mosuwasaxe Ha
yepHOAPOBHUTE aMUHOTPAHChEPAsK € HACTBMWIO MPU OKOJO
10% OT MauMeHTUTe N ce € OKasano J030-3aBUCUMO U 06paTu-
MO cnefi pedyKumus Ha fo3ata unu cnupade. Mo Tasu npuumnHa
npwv NauMeHTn nosyvasaliy 60ceHTaH exemeceuHo TpAbBa aa
ce NPaBAT YepHOAPOOHN GYHKUMOHANHY TECTOBE.

MauyumeHmax

LBonHnaT ERA mauuTeHTaH e oueHeH B RCT 3a HacTbNunm cbou-
T1A:201 742 naumeHTn ¢ PAH ca 6vnn nekyBaHu 3a cpefieH CpokK
ot 100 cegmnum ¢ 3 mg vnm 10 mg maumTeHTaH CNpPAMO nnawe-
60. [MbPBUYHKAT KpaeH KpUTepuii € 6un BpemeTo OT 3arnoyBaHe
Ha fleyeHne [0 HacTbMNBaHe Ha eHO OT CbOUTUATA BKIOYEHN
B KOMOWHMPAHUA KpaeH NokasaTtes CMbpT, NpeAcbphHa cen-
ToCcTOMUA, 6enoapobHa TpaHCNIAHTaLMsA, 3anoYBaHe Ha neyve-
HUWe C i.v. or NOAKOXHW NPOCTaHOUAN UK BroWwaBaHe Ha PAH.
MaunTeHTaH e goBen [0 CTaTUCTUYECKU 3HAYMMO HamManaBa-
He Ha TO3U KOMOWHMpPaH KpaeH nokasaTten 3a 3abonsemocT U
CMBPTHOCT crief nauneHTn ¢ PAH 1 go noeuwasaHe Ha paboT-
HMA KanauwuTeT. Mon3a ca umanu 1 naumeHTn 6e3 npegluecTsa-
Lo leYeHue, Y NaLNeHTV NoslyyaBallyn AOMbAHUTENHO fleyeHmne
3a PAH. Makap ue He e Habtof4aBaHa YepHOAPOOHa TOKCMYHOCT,
npu 4.3% ot nauyueHTnTe nonyyasanu 10 mg MauuTeHTaH e Ha-
CTBMUIIO NMOHMXKEHNE Ha XxeMorIobMHa B KpbBTa Ao <8 g/dl.

6.3.3.3.  ®ocghoduecmepaza mun 5 uHXUbUMOPU U CMUMYIAMO-
pu HA 2yaHu1am yukiazama

NHxnbuumnaTta Ha docdoamnecTepasa Tvn 5, eH3Mm pasrpaxaall
LUMKANYHUA TyaHo3UH MoHodocdaT (cGMP), Bogn fo Basoau-
natayma no nbta Ha NO/cGMP B mecTaTa € ekcnpecusa Ha To3u
eH3um. NoTeHumanHaTa KNMHMYHA nosnsa oT pochoanecTepasa
TMn 5 unxnbutopute (PDE-5is) e 6una mnscnegBaHa npu PAH,
Tb/ KaTo MyNMOHanHaTa BacKynaTypa CbAbpka 3HauMTenHu
konnyectBa dpocdopmectepasa Tmn 5. OcseH TOBa, PDE-5is yn-
paxHsABa aHTUNponudepatnsHy edekTn.2%22% Y tpute PDE-5is
of06peHM 3a NleyeHrie Ha epeKkTUIHa ANCOYHKLMA — CUnaeHa-
éun, Taganadun n BapfaeHadun — NpeansBMKBaT 3HauMTesHa
ny/MOHanHa BasojunaTtauma ¢ MakcMmaneH epekT HacTbnBally
cnen cboTBeTHO 60, 75-90 1 40-45 MuHyTN.2%* OcobeHocTnTe
Ha RCTs ¢ nekapctea npotns PAH HamecBawm ce B LMKbNa Ha
NO [cTumynaTopu Ha pa3TBOpuMaTa ryaHunat uuknasa (sGC),
PDE-5is] ca naneHv B OrHaatiH mabnuya VIB.

CunoeHagpun

CunpgeHadun e nepopanHo akTUBEH, MOLLEH U CENIEKTUBEH UH-
xnbutop Ha pochoamnectepasa tmn 5. Yetupu RCTs npm naymeH-
T ¢ PAH nekyBaHu cbc cungeHadun notebpamxa 6naronpuatHmn
pe3yntati Bbpxy GU3MYEcKUa KanauuTeT, CMMNTOMaTUKaTa v/
nnun xemoguHammnkara.?>-28 Egno RCT agpecnpaHo KbM edek-
TUTe oT fo6aBAHe Ha cungeHadu KbM enonpoCcTeHos e Nnoka-
3an0 nogobpeHue cneq 12 cegmuum 8 6MWD 11 BpeMeTo [0 Kin-
HWYHO BJIOlIABaHe. 3a oTbenA3BaHe, B TOBA U3NUTBAHE € Maso
7 CMBPTHY Cflyyas, BCUYKMTE Ca HAaCTbNWAM B nauebo-rpyna-
Ta.2%° OpobpeHata gosa cungeHadun e 20 mg t.i.d. MoseueTto
HEXeNaHy peakuuy Kbm cungeHadun ca fekn 4o yMepeHu 1
CBbP3aHU MaBHO C BasoawnaTtaums (rnasobosnve, 3auepBaBaHe,
enmncTakcnc). Bb3 ocHoBa Ha GpapMaKOKMHETUYHWTE AaHHK, NPK
nauveHTn ¢ PAH nekyBaHu NpOABbIIXKUTESTHO C NepoparHa Tepa-
NS, KOUTO BPEMEHHO He Ca B CbCTOAHME a Npuemar Tabnertku,
e npeasioXeHa anTepHaTueHa iv. opma Ha cungeHadpun?',

Tadanagpun

Tapanadun e cenektuseH PDE-5i c npunoxkeHne BefHbX AHEB-
Ho. EaHo RCT npwu 406 naumeHtn ¢ PAH (53% OT TAX Ha PpoHo-
Ba TepanuA ¢ 6oceHTaH) nekyBaHu ¢ Taganadun 2.5, 10, 20 nnu
40 mg BeIHbX JHEBHO € NMOKa3as B Hali-B1coKaTa fjo3a bnaro-
NPUATHU pe3ynTaTi BbpXy ¢usmyeckna KanaymTeT, CUMNToMa-
TUKaTa, XeMmoAMHaMMKaTa U BPEMETO A0 K/MHUYHO BJIOLWIABa-
He.2!" MpodunbT Ha HEXenaHy peakumy e NoAo6eH Ha TO3U Ha
cungeHadun.

BapoeHacgpun

BapaeHadwn e PDE-5i, KoliTo ce npunara fBa bt AHeBHO. EQHO
RCT npwu 66 TepaneBTUYHO-HaMBHM NaumeHTn ¢ PAH nekyBaHu ¢
BapAeHadun 5 mg ABa NbTU AHEBHO € NoKa3ano 6naronpuAaTHA
pe3ynTat Bbpxy GM3MYECKMsA KanauuTeT, XeMOAUHaMMKaTa n
BPEMETO [0 KJIMHWYHO BnowasaHe.?’? MpodunsT Ha HexenaHu
peakuumn e nogo6eH Ha To3n Ha cungeHadwun.

Puoyuzyam
[okato PDE-5is, kato cunpgeHadwvn, Taganaduvn n sapgeHadun
cTumynupaT KpbroBpata Ha NO-cGMP 3abaBAaikn pasrpax-
paHeTo Ha cGMP, sGC-ctumynatopuTte yBenvMyaBaT NPOU3BOA-
cTBOTO Ha cGMP.2'® OcBeH ToBa, NPeaKIMHNYHITE MPOYUYBAHUA
¢ sGC-cTmynaTopu ca nokasanu, Ye Te NpuTexasaT aHTUMNPO-
nmdpepaTVBHM 1 aHTUPEMOAENUPALLM CBONCTBA NPY PasINYHN
XMBOTUHCKM MOAENN.

EaHo RCT?™ npu 443 naumeHTn ¢ PAH (44% v CboTBETHO 6%
Ha poHoBa Tepanusa ¢ ERAs nnu npoctaHonan) nekyBaHu ¢ puo-
uuryart B go3a fo 2.5 mg t.i.d. e nokasano 6naronpuATHY pesyn-
TaTu BbPXy puUsmyeckna KanauuteT, xemoanHammkata, WHO-FC
1 BPeMeTO A0 KINHMYHO BiolaBaHe. [loBuwaBaHe Ha dusnye-
CKUA KanauuTeT e HaCTbMNWIO 1 NpK Hannumne Ha GpoHoBa Tepa-
nua. Haln-yectaTa ceprio3Ha HexenaHa peakuua B nnauebo-rpy-
naTa u B rpynara c 2.5-mg e 6una cuHkon (4% v cboTBeTHO 1%).
Komb6uHaumaTa puumryat n PDE-5i e npoT1BonokasaHa, nopaau
XVNOTOHUA 1 PYTN CbOTBETHU HEXKeNaHW peakLuny yCTaHOBEHM
B OTKpuTa pasa Ha eaHo RCT.2®

6.3.3.4. [lpocmayuknuHo8U AaHANO3Uu U NpOCMAYUKIIUH-peyen-
MmopHU azoHUcmu
MpocTaumMknMH ce npousBexpa NPearMHO TO eHAoTeNHuTe
KNeTKn 1 npean3BMKBa MOXHa Ba3oaunaTauua B LANOTO Cb-
[oBO pycno. ToBa CbefMHeHWe e Hal-MOLWHUWAT eHJoreHeH
WHXMO6UTOP Ha TpomboLMTHaTa arperauma 1 nokassa LUTONpo-
TEKTUBHO 1 aHTUNponudepaTneHo aectame.?'s Mpu nauneHTn
¢ PAH e ycTaHOBeHa HapylleHa perynaumsa Ha NpoCcTaunKiInHO-
BMTE MeTaboNIMTHUN MbTHLLA, KOETO Ce M3pa3sABa B HamaneHve Ha
eKcnpecunaTa Ha NPoCTaUMKIMHOBaTa CUHTETa3a B NY/IMOHANHN-
Te apTepum 1 Ha MPOCTALUKINHOBUTE METAa6ONNTM B yprHaTa.2!”
KnuHuuHata ynotpeba Ha npocTaumKnuH npu nauneHtn ¢ PAH
HapacHa CbC CMHTE3MPaHeTO Ha CTabunHK aHano3u, KOMTo Npu-
TeXaBaT pa3nnyHy GapMaKkoKMHETUYHM CBOMCTBA, HO NMOKa3BaT
KauecTBEHO NOJOOHN papMaKogMHaMNUHN edeKTI.
XapakTepuctnkute Ha RCTs ¢ nekapcTtBa npoTtus PAH, Kou-
TO Ce HamecBaT B LMKbMa Ha NpocTauuKivHa (npoctaHonamn n
npocTaunknuH IP-peyenTopHn aroHncTn) ca gageHn B OHaalH
ma6nuya IVC.

bepanpocm

BepanpocT e MbpBUAT XMMUYHO CTAabUSIEH 1 NEPOPaNTHO aKTu-
BEeH NPOoCTauMKNnHoB aHanor. EaHo RCT?'® nposegexo B EBpona
n BTopo nposegeHo B CALL?" ca nokazanu nogobpeHvie BbB
du3nveckna kanaymtet, KoeTo nepcucTrpa 3-6 meceua. He e
HaCTbMNUIO XEMOANHAMUYHO NMOAOGPEHME U HE € NMASIO LbJITO-
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CpOYHa noJsisa 3a KIIMHNYHUA N3XoA . Han-yectnte HeXxenaHm pe-
aKkuum ca 6unu rnaso6onue, 3a4yepBABaHe, 6onKa B uenocTuTe
n gnapua.

EnonpocmeHon
EnonpocteHon (CMHTeTUYEH NPOCTaLMKINH) MMa KpaTbK nosny-
KMBOT (3—-5 MMHYTW) 1 Ha CTaliHa TemnepaTypa e cTabuneH camo
8 uaca, TO U3NCKBA OX/aXdaHe 1 NMPOABIIKUTENHO NPUSOXKe-
HVie C NoMoLTa Ha MHQY3MOHHA NOMMNa U MePMaHEHTEH TYHeNu-
3UpaH KateTbp. EGrKacHOCTTa Ha NPOABMKUTENHOTO i.v. NPUIIOo-
»KeHne Ha enonpocTeHoN e TecTyBaHa B Tpu pascnenexHn RCTs
npw nauvent ¢ WHO-FC Ill n IV IPAH.?2922" y npu Takuea c PAH
CBbP3aHu ¢ 6oNecTn OT CNeKkTbpa Ha cknepogepmunaTa.??? Eno-
npocTeHon nogobpsasa cMMNTOMUTE, GU3NYECKUS KanaunuTeT 1
XeMoAUHaAMUKATa 1 MU ABETE KIIMHNYHW CbCTOAHWA U € eANH-
CTBEHOTO JlIeUeHue, 3a KOETO e EMOHCTPUPAHO, Ye MOHMUKaBa
cmbpTHOCTTa npu IPAH B egHo RCT.?2" MeTa-aHanu3 Ha obuiata
cmbpTHOCT B Tpute RCTs ¢ enponpocTteHon®?9-222 e nokasan pe-
OYKUMA Ha prCKa OT CMbPT OT nopagbka Ha 70%. AbnrotpanHo
nepcucTupaHe Ha eprkacHoOCTTa e nokasaHo’®'% n npu IPAH, a
cbwo npu apyrn APAH cbctoanna??3-22% y npu HeonepabusiHa
CTEPH.?%6

JleyeHueTo c enonpocTeHon 3anoysa B fo3a 2-4 ng/kg/min,
a [03MTe Ce MOKayBaT CbC CKOPOCT OrpaHmMyeHa OT HeXenaHu
peakuum (3auepBaABaHe, rnaBobonve, auapus, 601KN B KpakaTta).
OnTrmanHaTa 4o3a Bapupa Mexzay OTAeNHUTE NauneHTu, Bapu-
paLy Npu noseyeTo ot Tax mexxay 20 1 40 ng/kg/min 26197

Cepuro3HY HeXenaHn cbbuTnA CBbp3aHn CbC CcMCTEMATA 3a
npunoxeHve ca MandyHKLUUA Ha MHPY3MOHHATa NomMna, NoKan-
Ha MHdEKLMA, 3anyLBaHe Ha KaTeTbpa U cencuc. Npeanoxexu
ca NpenopbKM 3a NpeBeHUMA Ha MHEKLMUTE Ha KpbBOTOKA OT
LIeHTPanHnA BeHo3eH KaTteTbp.??’ Tpabea aa ce n3barea psA3Ko
npeKkbcBaHe Ha MHY3MATa C enonpoCTEHO, 3aLOTO NPU HA-
KoM NauueHT ToBa MOXe Jia foBefe Ao pebayH Ha PH cbc 3a-
AbnboyaBaHe Ha CUMNTOMAaTMKaTa 1 fopu cMbpT. CbliecTByBa
1 TepmocTabunHa ¢opma Ha enonpoCcTeHON, KOATO He N3KCKBa
061YaliHOTO OXNaXKAaHe Ha OMakoBKaTa C Len NoAAabpKaHe Ha
cTabunHocT Hafg 8-12 vaca.??8

Wnonpocm

MnonpocT e XMMMYHO CTabuneH NPOCTALMKINHOB aHanor Ha-
JINYEH 3a i.v., MepopanHo Unn eapo3osiHO NpunoxeHue. ViHxana-
TOPHUAT MNOMNPOCT e oLleHeH B eaHo RCT, B KOETO MHOTOKpPaTHU
MHXanaumm C UNoNpocCT (LWecT fo AeBET MbTU AHEBHO, 2.5-5 mg/
UHxanauus, cpegHo 30 mg AHEBHO) ca 61y CpaBHeHY C Nnade-
60-mHxanayum npw naumentn ¢ PAH n CTEPH.??° MpoyuBaHeTo
e MoKa3ano HapacTBaHe Ha ¢pU3MYecKnsa KanauuTeT n obnek-
YaBaHe Ha cumnToMaTuKkata, PVR 1 KnuHnyHmuTEe CboUTUA Npn
BKJIloUeHNTe nauyumeHTun. Bropo RCT BknouBawo 60 nayneHTu,
NeKyBaHU Beye ¢ 60OCEHTaH, ca NoKa3anu HapacTBaHe Ha Gpu3u-
yeckma kanayuTtet (P < 0.051) Ha niuaTa paHZoOMM3UpaHK ga no-
NlyyaBaT AOMDBIHUTENHO VHXaNaTOPeH MNONPOCT B CpaBHeHne
¢ nnaue60.2° ipyro nogo6bHo npoyusaHe e 6UN0 NpeKkpaTeHo
npexaespeMeHHo nopaan 6esnonesHoct.?®! MiHxanaynoHHuAT
UNIONPOCT e 61N ToNleprpaH Aobpe KaTo LAo, a 3auepBsBaHe-
TO 1 6ONKUTE B YeNIOCTTa ca GUN Hali-uecTuTe HeXenaHu pe-
akumun. MpoAbmKUTENHOTO i.V. NPUNOXEHWE Ha WIOMPOCT ce e
0OKa3aso ToNKoBa epeKTBHO, KONIKOTO €NOMPOCTEHOI B MaJlKku
cepun ot naumeHTn ¢ PAH n CTEPH.232 EdekTnTe Ha nepopan-
HUA UNOMNPOCT He ca oueHABaHW npu PAH.

TpenpocmuHun
TpenpocTrHun e TPUUMKNNYeH 6eH3MANHOB aHaNor Ha enonpo-
CTeHON C JOoCTaTbyHa XMMUYHa CTabunHOCT fa 6bae npunaraH

Ha CTallHa TemnepaTypa. Te3n XapakTepuCTWKWM No3BONABaT
npunoXeHne Ha BeLLECTBOTO MO iv. and nogkokeH MuT. [Mo-
AKOXKHOTO MPUNOXeHNe Ha TPenpOCTUHWI MOXe ia Ce Hamnpa-
BV C MUKPO-MH)Y3MOHHA NMOMMa U ManbK MOAKOMXEH KaTeTbp.
EdpekTnte Ha TpenpocTuHmn npu PAH ca 6unu oueHenn B RCT
1 TOW e nokasan nofobpeHne Ha GU3NYeCcKUs KanauuTerT, xe-
MOAVHaMMKaTa 1 cumnTomatikarta.?** Hai-ronamo ¢usnyecko
nopobpeHvie e 6uno HabngaBaHO MPU NALMEHTU C MO-KOM-
NPOMETMPaHO HauyaHO CbCTOAHME U NPW LA, KOMTO ca bunu
B CbCTOAHME fa TonepupaT f[o3a nonajalla B ropHata Jo3u-
poBbyHa KBapTuna (>13.8 ng/kg/min). Han-uectnat HexenaH
edeKT Ha TpenpocTnHu e 6un 6onka B MACTOTO Ha UHPY3UATa,
KOATO e AoBesa J0 NpeKbCBaHe Ha lieueHneTo B 8% OT cilyyauTte
Ha aKTVBHO JIeKapCTBO M OrPaHNYeHO NoKauBaHe Ha fo3aTa npu
[OMbJIHWTESIHA YacT OT naymeHTuTe.?* JleueHneTo cbe cybKyTa-
HeH TPenpoCTMHWA 3anoyBa ¢ fosa 1-2 ng/kg/min, a fosnte ca
ce yBenm4yaBanu CbC CKOPOCT OrpaHmnyaBaHa OT HeXXenaHy peak-
umm (6onKa B MACTOTO Ha NPWUOXKEHWE, 3a4epBsABaHe, rMaBobo-
nue). ONTManHata fo3a Bapvpa cpef nayMeHTrTe, B NoBeYeTo
cnyyaun agnanasoHsbT e mexay 20 n 80 ng/kg/min.

MNpoBeneHo e RCT c i.v. TpenpocTuHUA Npu naumeHTn ¢ PAH,
HO HabypaHeTo Ha nauMeHTn e 6uno NpekpaTeHo no cbobpa-
eHuvie 3a 6e30MacHOCT cnep paHgomusmpaHe Ha 45 (36%) ot
nnaHupaHuTe 126 nauvenTn.?3* laHuute nonyyexn ot 31 (25%)
npeXnBenu nauneHT cnep paHAaoMmsaumoHHata ¢asa (23 c ak-
TUBHO NleyeHme 1 8 ¢ nnauebo) He ce cumnTaT 3a HagexaHu. [losa-
Ta Ha i.v. TPenpOoCTUHMA e iBa 1O TPW MbTW MNO-BUCOKA OT jo3aTa
Ha i.v. enonpocteHon. 23236

EpHo RCT ¢ nHxanaTopeH TpenpoCTUHWUA NPKU NauneHTn ¢
PAH Ha ¢poHoBa Tepanua ¢ 6oceHTaH nnu cungeHadun e noka-
3ano nogobpeHve Ha 6MWD ¢ 20 m npy MakcMManHa fo3a u C
12 m npun mmHumanHa gosa, NT-proBNP 1 mepkute 3a KauectBo
Ha >knBoTa.?¥’

MNepopanHuAT TpenpocTHWA e oueHeH B ABe RCTs npu na-
uveHTn ¢ PAH Ha doHoBa Tepanua ¢ 60CeHTaH U/unn CunfeHa-
bun, HO 1 B ABETE M3NUTBAHUA MbPBUYHUAT KPaeH Kputepui
6MWD He e focTUrHan cTaTuyecka 3HaummocT.?*823 [lonbnHu-
TenHo RCT npu TepaneBTUYHO-HauBHU naumneHTn ¢ PAH e no-
Ka3ano nopgobpeHvie Ha 6MWD c 26 m npu MakcmasnHa aosa v
17 m npu MUHUMasHa fo3a.?*°

Cenekcunae

Cenekcunar e nepopasiHO HalMyeH CenekTMBEH MNpocTa-
UMKNUH IP-peuentopeH aroHUCT. Bbnpeku ye cenekcmnar u
HeroBuTe MeTabonnT MMaT MEXaHN3bM Ha LelCTBUE NOJO-
6€eH Ha TO3N Ha eHAJOoreHHUs NpocTaunknuH (IP-peuentopeH
aroHM3bMm), Teé Ca XMMUYHO Pa3IMuMMK OT MNPOCTALUNKINH U C
pasnunuHa ¢apmakonorus. B egHo nunotHo RCT npu naneHTn
¢ PAH (nonyuaBalym noctoaHHa Tepanua ¢ ERA n/unn PDE-5i),
cenekcunar e noHwxun PVR cneg 17 ceamunun.>*' EgHo dasa 3
RCT 3a KNMHMYHM CHbOUTKA, KOETO BKAOYBA 1156 nauyneHTn,?*8
e rnokasasno, ye ceflekcmnar, CaMoCTOsTeNIHO UM KbM foba-
BEH KbM eINHNYHa nnu gBoriHa Tepanua ¢ ERAs n/unu PDE-5i,
e ycnan ga fgosefe Ao HamansaeaHe ¢ 40% (HR [hazard ratio]
0.60, P <0.001) Ha KOMGMHMpPaH KPOeH MoKasaTen 3a 3abo-
JIAEMOCT U CMBPTHOCT (BKMOUYUTENHO CMDBPT MO BCAKA Npu-
UYMHa, XxocnuTtanusauyma 3a BnowasaHe Ha PAH, BnowaBaHe
Ha PAH Bopgewo fo Hyxxpa oT 6enogpobHa TpaHcnnaHTauma
UNN NpeacbpAHa CENTOCTOMKS, 3aM0OYBaHe Ha NapeHTepanHu
NpoCTeHOMAN UAn XpoHNYHO O -neyeHne nopaau BnoLlIaBa-
He Ha PAH n nporpecus Ha 6onecTtTa). YKasaHusa 3a edurkac-
HOCTTa Ha crneyndUYHN NeKapCTBEHN MOHOTEPANUN ca Jage-
Hu B Tabauua 19.
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Ta6nuua 19: MpenopbKuy 3a NeKapcTBeHa MOHOTepanuA Ha 6a3aTa Ha epuKacHOCTTa i NPy Ny/IMOHaJ/IHa apTepuanHa xunep-
ToHuUA (rpyna 1) B 3aBUCUMOCT OT PyHKUMOHanHuA Knac no C30 (WHO) Ha nayumeHTa. NocnegoBatenHocTTa ce
onpepens ot ¢papMaKkosiormyHaTa rpyna, Kateropusara v aséyuHus pep

Knac®-Huso®

WHO-FCIII

WHO-FCIV

Mspka/neueHne
WHO-FCII
Kanuymesu aHTaroHncTu
EHfjoTeNnnH-peLenTopHy aHTa- AmbpuceHTaH
rOHUCTN
BoceHTaH
MauuteHTan®
Docdopmnectepasa Tin 5 NHXU-
bon P CunpeHadun
6uTopun
Taganadun
Bapaenadun9d
[yaHunat ymknasHv ctumynatopu | Puouwnryat
MNpocTaunKnMHOBK aHano3un e
EnonpocTteHon WNHTpaBeHO3eH
MHxanatopeH
Wnonpoct
VHTpaBeHo3eHYd
CybKyTaHeH
MHxanatopeHg
TpenpoctnHun
penp MHTpaBeHOSer
Mepopanen?
Bepanpoct?
IP-peLienTopHM aHTaroHNCTN
pey P Cenekcunar (nepoparneH)?

EMA = European Medicines Agency; PAH = nynmoHanHa aptepuanHa xvneptonus; RCT = paHfoMK3VpaHo KoHTponupaHo nsnuteaHe; WHO-FC = ¢pyHKUmO-

HaneH knac no C30.
4 Knac Ha npenopbKuTe.
HvBO Ha fOKa3aTencTBEHOCT.
¢ M3TouHMK(UM) noaKpenALw (1) npenopbKuTe.

Camo npu pecnoHAepn KbM OCTPM TECTOBE 3a Ba30PEaKTMBHOCT = Knac | 3a nanonatnyHa PAH, HacneacteeHa PAH n PAH gbnxkalla ce Ha nekapcTBa; Knac

Ila 3a cbcToAHNA cBBP3aHu ¢ PAH.

€ NMbpauuen KpaeH KpuTepuil B RCTs Bpeme [0 KIMHMYHOTO BiOLaBaHe KaTo WM 1eKapCTBa C AeMOHCTPUPAHO HamasneHue Ha obljaTa CMbPTHOCT.

[Mpy NaumneHTN, KOUTO He MOHACAT NOAKOXKHATA c|>0pma.

9 Tosa nekapcTBo He e ofo6peHo oT EMA KbM MOMeHTa Ha Ny6/nKyBaHe Ha Te31 NPenopbKiA.

6.3.3.5. [EKcnepumMeHMAsHu ceeOUHeHUs U cmpameauu

Bbnpekn nporpeca B neyeHveto Ha PAH, ¢yHKUMOHanHuTe
OorpaHuyYeHna 1 NpeXxmnBAeMocTTa Npu Te3n nauneHTn octaBat
He3agoBonuTenHu. CoblyecTByBaT TpU fobOpe No3HaTV NbTHLLa
JonpuHacAWmM 3a natoreHesata Ha PAH: nbTAT Ha eHpaoTeNVHa,
NO un npoctaumknuHa. CpeactsaTa 3a NoB/MABaHe Ha Te3n Me-
XaHM3MK1 ca Aobpe yCTaHOBEHM B KJIMHMYHATa NPakTuKa, B Tu.
ERAs, PDE-5is n npoctaHougun. JOnbaHUTENHN TepaneBTUYHU
CcTpaTerny HaCcoUYeHM KbM PasivyHU NaTobUONOrMYHN Npome-
HV Ca B MpOLeC Ha NpoyyYBaHe C Liesl olle No-roasamo nopobpsa-
BaHe Ha CMMMTOMATMKaTa 1 NporHosara. Tpu oT uscneaBaHuTe
rpyna seliecTsa He ca MoKasanun 3af0BO/INTENTHN pe3ynTaTtu, B
T4.: UHXanaTopeH Ba30akTBEH NHTECTMHaNEH NenTuA, TMPO3nNH
KMHAa3HW NHXOUTOPW (U3BNIYEHN OT TPOMOBOLUTHTE NHXUOUTO-
pU Ha pacTexkeH $paKTop) U CEPOTOHUHOBM aHTaroHUcTW. Cneg-

HUTe AOMb/IHUTENHM BellecTBa ca B paHHa ¢a3a Ha pa3paboTka:
rho-KUHa3HU NHXMOUTOPY, MHXMOUTOPY Ha CbAOBUSA EHAOTENEH
pacTtexeH $akTop, aHrMOMNOETVH-1 UHXMOUTOPU 1 enacTasHu
UHXM6UTOPU. MeToaM Ha reHHa Tepanusa ca M3NpPobBaHU Npwu
XMBOTUHCKM Mopenu. CTBONIOBO-K/eTbYHaTa Tepanusi ce e oka-
3ana epeKTUBHa NPV MOHOKPOTANIMHOBY MJTbXOBE 1 MOHACTOSA-
LL|emM ce TecTyBa B KOHLIENTYasIHO NMpOyyYBaHe 3a yTOUHsABaHe Ha
no3arta npu naymeHTn ¢ PAH. EgHO HeegHO3HauHO NpoyyBaHe e
noKasaso npefBapuTesieH bnaronpusTeH epekT Ha AeHepBaLy-
ATa Ha PA c KaTeTbp 3a paguodpekBeHTHa abnayus. 242243

6.3.4. Komb6uHupaHa Tepanus
KOM6VIHVIpaHa TepannAa — M3non3Balla €4HOBPEMEHHO cCpen-
CTBa OT ABa WiN noBeYye NeKapCTBeHU KiaCa — € U3non3BaHa
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YCMeLIHO 3a NeyeHre Ha CUCTEMHa XUMNePTOHNA 1 CbPAeYHa He-
poctaTbyHOCT. TA e npuBnekateneH nogxop v npu PAH, 3awoTo
€ YCTaHOBEHO, Ye TP OTAENHM YYacTBaLm B 601ecTHNA npoLec
NbTULWA Ha CUrHaNM3aumMa morat Aa 6baat NoBAMAHN OT Creyun-
dNYHM NneKkapcTBa: NPOCTaLMKIMHOB MbT (MPOCTaHOWAMN), EHAO-
TennHoB NbT (ERAS) 1 nbT Ha NO (PDE-5is 1 sGCs).

OnNnTBT C KOMOMHMpPaHaTa Tepanus e B NPoLec Ha pasLwu-
psiBaHe, a HacKopo bele Ny6ANKyBaH MeTa-aHann3 BbpXy LWeCT
RCTs ¢ KombuHUpaHa Tepanua BklouBally 858 nauymeHTn.?** B
CpaBHeHVEe C KOHTpOMHaTa rpyna, KOMOuHMpaHaTa Tepanwus
e [oBefna A0 HamanABaHe Ha puUCKa OT KAMHMYHO BrlOWaBaHe
{relative risk [RR] 0.48 [95% confidence interval (Cl) 0.26,0.91],P =
0.023}, cTaTncTnyeckn 3Ha4YMmo nosuwasaHe Ha 6MWD c22 mu
HamanasaHe Ha cpepHoTo PAP, RAP n PVR. YectoTtata Ha cepnos-
HUTe HeXKenaHu peakuum e 6una cxogHa B aseTe rpynu [RR 1.17
(95% Cl 0.40, 3.42), P = 0.77]. HamanaBaHeTo Ha obLaTa CMbpT-
HOCT He e 6UNo CTaTUCTUYECKN 3Haunmo. Jletanutetsbt B RCTs ¢
mMeavKauua cpely PAH e o6aye OTHOCUMTENHO HUCHK 1 33 AOCTW-
raHe Ha CTaTUCTUYECKa 3HAUYMMOCT € HeobxoaMma rofieMrHa Ha
M3BaKaTa OT MOPAAbKA Ha HAKOMKO XUAAAN NaLmeHTn. 244

KomMb6uHMpaHaTa Tepanusa Moxe [la ce NpuoXu nocsiefoBa-
TENHO (CEeKBEHLMANHO) AN OT CaMOTO Havano (GpoHTanHo).

MocnepoBaTenHata KOMOMHUPaHa Tepanusa e Hal-LWNPOKO
n3nonseaHata ctpaterua B RCTs 1 B KNIMHUYHATA NPAKTUKA: KbM
MOHOTepanus ce fobassA BTOPO, a Cief TOBa U TPETO JieKapcTae-
HO CPeACTBO B CJlyYauTe Ha HeJOCTaTbUYHW KIIMHUYHWN pe3ynTaTu
Unu B ciiyyanTe Ha BrowwaaHe. CbluecTBYBa efiHa CTPYKTYpu-
paHa NpocneKT1BHa Nporpama 3a oLeHKa Ha aleKBaTHOCTTa Ha
KNMHUYHUTE pe3ynTaTu, T.Hap. LieleBo-OpueHTpaHa Tepanus:
nevyebHa cTpaTerns, KOATO U3MON3Ba MO3HATU MPOrHOCTUYHY
WHAOMKATOPW KaTo TepaneBTUYHM Lenun. TepanuaTa ce cumTa 3a
[OCTaTbyHa, CaMo KOraTo ca JOCTUTHATY NPULENHNTE NoKasaTe-
nun. KntoyoBaTa pasnuka mexgay LeneBo-opueHTnpaHaTa Tepa-
nnA 1 HECTPYKTYpPUPaHMTE NOAXOAN €, Ye NaLueHTMTe, KoUTo ca
cTabunusnpan, a AOPY U Te3n, KOUTO NMAT NIeKo NofobpeHue,
MoraT BCe MaK Aa noayyaT JOMbJIHUTENHA Tepanus, ako feveb-
HUTE Lenn He ca focTurHaTu. LleneBo-opueHTtupaHaTa neyebHa
cTpaTerva n3nos3Ba pasfiyHy NPULEHM NoKasaTenu, BKIIoYM-
TenHo WHO-FC I un ll, a cbwo n noytn Hopmanusauma Ha Cl B no-
KO n/vnun Ha nnasmeHuTe ctonHocT Ha NT-proBNP. CkopowHo
npoyyBaHe NOTBbPXKAABa No-AobpaTa NPOrHo3a Npu NaLMeHTun
LOCTUTHaNM Te3un NpuLesHM NokasaTenn B CpaBHEHME C NauneH-
TW, KOWUTO He ca r1 gocturHann.”’

YKazaHuATa 1 faHHUTE OTHOCHO yrnoTpebaTa Ha cneymduny-
HV NekapcTBa 3a HayasHa KOMOUHMPAHa Tepanua 1 3a CEKBEH-
uranHa KombrHupaHa Tepanusa npv PAH B 3aBucumoct ot WHO-
FC ca papeHn cboTtBeTHO B Tabauua 20 v Tabnuya 21.

OCHOBHUAT MOTUB 3a HavasiHa Uy GpoHTaHa KOMOVHMpa-
Ha Tepanus ce 6a3npa Ha no3HaTaTa CMbPTHOCT Npu PAH, koAaTo
Hanopo6sBa Ta3n NPy MHOrO OT 3/l0KayecTBeHnTe 6onectu, 1
Ha $aKTa, Ye 3/10KaYeCTBEHUTE 1 KPUTUYHUTE MEAUNLNHCKA CbC-
TOAHWA (CbpAEYHA HEJOCTATbUYHOCT, MaJIMrHEHA XMNEPTOHUSA)
He ce NeKyBaT ype3 CTbMaNoBUAEH MOAXOA KbM TepanuATa, a
No-CcKopo ¢ GpoHTanHa KombuHupaHa Tepanua. Onutst B RCTs
C HauyasHa KOMOUHMpPaHa Tepanua e 3ano4Han ¢ MankoTo Npo-
yuBaHe BREATHE-2 (OnnaliH mabnuya VID), KoeTo He e ycnsano
[a IeMOHCTPMpPA 3HauYMMa pasnivika MeXKay naumneHTn nekyBaHu
MbpPBOHAYAJIHO C KOMOMHaUMUA OT enonpocTeHoN U 6oceHTaH
B CpaBHeHMe C enonpocTeHon Kato MoHoTepanuaA.'’® B egun
No-HOB OMUT 23 NeKapcTBO-HanBHM NauveHTn ¢ PAH ca 6unu
NeKyBaHU C HavyasIHaTa KOMOUHALMSA OT enonpocTeHoN 1 6oCeH-
TaH N CPaBHEHN CbC CbOTBETCTBALMN NCTOPUYECKN KOHTPOSHU
rpynu NIeKyBaHU € enonpocteHon.?* Mpoy4ysaHeTo e nokasano

CTaTUCTMYECKM 3HAYMMO MO-FONAMO MOoHWKeHne Ha PVR B rpy-
narta c HayasiHa KoMmOrHMpaHa Tepanusa, HO Ta3n XeMoANHaMUNY-
Ha rmonsa He e joBefia A0 CTaTUCTMYECKM 3HauYMMa pasfvka B
NPeXrnBAEMOCTTa UV MPEeXMBAEMOCTTa 6e3 TpaHcnnaHTayms.
EAaHO NNOTHO NpoyyBaHe BbpXy HayanHa TPOoHa KoMOrHaLms
npuv 19 naunertn 8 WHO-FC Il n IV e gano npeasaputenHun go-
KasaTencTBa 3a AbArocpoyHaTta nonsa ot GpoHTanHa TPOWHa
KOMGVHMpaHa Tepanus Npu nayneHTy ¢ Texka PAH.2* Ckopouw-
HO MHOTOLEHTPOBO, MHOIOHALMOHANHO, 3acfieneHo, nnawebo-
KOHTponupaHo nsnuteaxe (OHnatiH mabnuya VID) e cpaBHWUNO
MbpBOHaYanHa MOHOTepanuA C ambpuceHTaH C ¢GpoHTanHa
KOMOVHUpaHa Tepanua ¢ Taganadun n ambpuceHTaH Npy HOBO-
otkputy nauveHt ¢ PAH 8 WHO-FC Il v 111.2¥ MbpBuryeH kpa-
€H rokKa3aTen e KOMOMHaLMA OT KAWHUYHM Hebnaromnonyuus
(BKNIOUMTENTHO CMBPT, XOCNuTanM3auma, nporpecusa Ha PAH n
He3a[JoBONTENeH KMHUYEH cTaTyc). PesyntaTte ca Nonoxm-
TenHu: 50% peaykuma Ha cbbuTrATa B rpynata ¢ KOMOMHMpaHa
Tepanua. OcBeH TOBa, NOJOOPEHNA ca HaCTbNUAM BBB ¢puUsmye-
CKMA KanauuTeT, yecToTaTa Ha YAOBNETBOPUTENHNA KIUHUYEH
OTroBOp nnasmeHnTe HBa Ha NT-proBNP.247

Ta6bnuua 20: Mpenopbkyn 3a Ha4yanHa KOMOGMHMpaHa
NleKapcTBeHa TepanuA Ha 6a3arta Ha edu-
KacHOCTTa 1 Mpy Ny/IMOHaJ/Ha apTepuanHa
xunepToHua (rpyna 1) cnopep ¢yHKuMO-
HanHuA Knac no C30 (WHO) Ha naymeHTa.
MocnepoBaTenHoCTTa CbOTBETCTBA Ha KaTe-

ropusaumaTa.

a b
Msapka/ Knac® -Huso

neyeHune

N3t
WHO-FCIlI | WHO-FCIIl | WHO-FCIV

AMbGpUCEHTaH +

Tapanadund AL 247

Opyrn ERA +

PDE-5i Ila C Ila C 119 -

BboceHTaH + cun-
AeHadun + iv. - - lla C lla 246
enonpocTeHon

boceHTaH + i.wv. 198,
- - lla C lla
enonpocTeHon 245

Opyrn ERA wvnn
PDE-5i + s.c. Ilb C Ilb -
TPENPOCTUHNA

Opyrn ERA wnn
PDE-5i + papy-
rm iv. npocrta- 11b C
LMKIUHOBU aHa-
nosu

Ilb -

ERA = eHOOTeNVH-peLenToOpHN aHTaroOHUCTK; iV. = UHTPaBEHO3€eH;
PDE-5i = pocdopnectepasa tin 5 nHxmbutop; RCT = paHaoMusnpaHo
KOHTPO/IMPAHO U3MUTBaHE; s.C. = Cy6KyTaHeH; WHO-FC = ¢yHKLmMOHa-
neH knac no C30.

2 Knac Ha npenopbKkuTe.

° HuBo Ha fOKa3aTeNCTBEHOCT.

€ M3TouHMK(UM), nogKpenaAL (1) npenopbKuTe.

4 MbpBrueH KpaeH Kputepuin B RCTs Bpeme [0 KAVHWYHMA Heycnex
UK NeKapcTBa C AEMOHCTPMPAHO HamaneHue Ha oblata CMbPTHOCT
(onpepeneHo NPocnekTUBHO).
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Ta6nuua 21: MNMpenopbKy 3a nocnegoBaTenHa KOMOVHU-
paHa nieKapcTBeHa TepanuA Ha 6asaTta Ha
eduKacHoCTTa 1 Npy NyIMOHa/IHa apTepu-
anHa xuneprtoHmsa (rpyna 1) B 3aBUCMMOCT
oT ¢pyHKUMoHanHuA Knac no C30 (WHO) Ha
naumveHta. MocnepoBatenHocTTa ce onpe-
AensA oT KaTeropusauuaATta n a3byuHus pep,

Mspka/ Knac®-Hueo®
LI WHO-FCII | WHO-FCIII | WHO-FCIV

MauyunTeHTaH go-
6aBeH Kbm cun-
nerapund

/EY

201

Puouuryat po-
6aBeH Kbm 60-
CEeHTaH

214

Cenekcunar® go-
6aBeH kKbm ERA
w/vunu PDE-5i4

CunpeHadun go-
6aBeH KbM ero-
npocreHon

241,
248

209

WHxanaTtopeH
TPenpoCTUHMUA
nobaseH KbM
cunaeHadun nam
6oceHTaH

237

MHxanatopeH
nnonpoct poba-
BEH KbM 60CeH-
TaH

230,
231

Tapanadun po-
6aBeH Kbm 60-
CeHTaH

2n

Amb6puceHTaH
nob6aseH KbM
cunpeHadun

249

boceHTaH pob6a-
BEH KbM enor-
pocTeHon

250

boceHTaH pob6a-
BEH KbM Cunpge-
Hadun

251,
252

CunpeHadun
nobaseH KbM
60ceHTaH

252

[pyrn  pBOWHM
KOMOUHaL N

Opyrn  TpoiHu
KOMOUHaLn

Pvouwnryatr  po-
6aBeH KbM cun-
geHadun  unm
npyr PDE-5i

215

EMA = European Medicines Agency; ERA = eHfjoTennH-peLienTopeH
aHTaroHunct; PAH = nynmoHanHa apTepuanHa xunepTtoHus; PDE-5i =
docpopmectepasa Tvn 5 nHxmbuTOp; RCT = paHAOMM3NPAHO KOHTPO-
nupaxo nsnuteaHe; WHO-FC j= ¢pyHKuUMOHaneH knac no C30.

2 Knac Ha npenopbKuTe.

> HuBo Ha JOKa3aTeNCTBEHOCT.

¢ 3TouHKK(UK), noaKpenAw(v) npenopbKuUTe.

4 MbpBuUYeH KpaeH Kputepuin B RCTs Bpeme [0 KIAWHWYHMA Heycnex
VNN NeKapcTBa C AEMOHCTPUPAHO HamaneHve Ha oblata CMbPTHOCT
(onpepeneHo NPOCNeKTUBHO).

¢ ToBa nekapcTBo He e 0fobpeHo oT EMA KbM MOMEHTa Ha Ny6nnKyBa-
He Ha Te3u NPenopbKU.

6.3.5. JlekapcTBeHU B3aMMoO[encTBUA
3HauMMKN neKapcTBeHW B3anMoAencTBuMA, obXBaljalyM Haco-
YyeHUTe KbM 6onecTTa Tepanuu 3a PAH, ca nokasaHu B OHialH
ma6auua VIl. Tazu Tabanua n3TbKBa NO3HaTUTE Ba*KHM B3anUMO-
[eCTBUA, HO He BKJIIOYBa TEOPETUYHUN He-TeCTyBaHU B3anumo-
[eCcTBMA, KOUTO BCe MaK MOraT fia MMaT KIMHUYHO 3HayeHue.
JonbnHutenHo TpAbBa Aa ce NpoyeTe akTyanusnpaHata odu-
umanHa nHGopmaLuma 3a npeanrncBaHe Ha BCAKO CPeACTBO.
boceHTaH e wHAyKkTOp Ha uuTOXpom P450 wn3oeH3Mmun
CYP3A4 n CYP2C9. Mna3meHaTa KOHLUEHTPaLUA Ha nekapcTsa
MeTabonM3npaHn OT Te3n U30EeH3UMK HaMansABa, ako ce Mnpu-
noxat efHOBpeMeHHO ¢ 6oceHTaH. boceHTaH ce meTabonumsmpa
OT T€3U eH3VMU, NMOPaAY KOETO TAXHOTO MHXMOVpPaHe MoXe Aa
MOBUWLLM Ma3MeHaTa KOHLUEHTpauua Ha 6oceHTaH. B gfonbiHe-
HMe KbM B3auMMOAEeNCcTBMATa nokasaHu B OHnanH tabnuua VI,
KOM6MHMpaHeTo Ha MmolleH CYP3A4 nHxmbutop (KeTokoHasor,
putoHasup) u/vnu CYP2C9 nHxnbmTop (Hanp. ammopapoH, ony-
KOHa30J1) ¢ 60CeHTaH MOXe [la MPUYMHM 3HAYMMO HapacTBaHe
Ha nnasmeHnTe 60CEHTAHOBM HMBA 1 MO Ta3u NPUYMHA € NPOTK-
BOMOKa3aHo. TeopeTMYHO MoraT ja HaCTbMAT B3anMOAeNCTBIA
C UTPAKOHa30/1, TaKPOJIMMYC, CUPONNMYC, KapbamasenuH, deHu-
TOVH, $eHO6aPOUTOH, LAMNCOH W XK BT KaHTaPUOH.

CungeHadun ce metabonusmpa oT uutoxpom P450 u3o-
eH3mm CYP3A4 (rnaseH nbt) 1 CYP2C9 (BTOpOCTENEHEH MbT).
Cbc cybcTpati M uHxmbuTopu Ha CYP3A4 n cybcTpaty Ha
CYP3A4 nnioc 6eTa-agpeHopeLenTopHn 6rokepu ce Habnoga-
Ba MoByLeHa OMOHANMYHOCT 1 HaManeH KJMPbHC Ha cunpe-
Haoun. CYP3A4 nHpykTOpwW, KaTo KapbamasenuH, GeHUTOWH,
beHobapbuTan,pridamMnuLMH 1 XKBAT KAHTAPUOH, MOraT 3Hauu-
TesIHO i@ HaManAT HMBaTa Ha cungeHadun. HuBaTa Ha cunpeHa-
dun ce nosuLwaBaT NEKO OT MPECEH COK OT rpenndpyT — cnab
NHXM6UTOP Ha CYP3A4.

W Hakpas, Heo6Xxo[MMO e NoBULLEHO BHYMaHWe npu egHo-
BPEMEHHO NpuUnoXKeHne Ha nekapctea cpelly PAH n aHTuxu-
nepTeH3UBHY NIeKapCTBa, KaTo 6eTa-afpeHopeLenTopHu 611o-
KepW, aHrMOTEH3VH-KOHBEPTMPALL, EH3VIM MHXMOUTOPU U T.H., 38
[a ce n3berHe npekoMepHa CMCTEMHA XUMOTOHUA.

6.3.6. banoHHa npeacbppHa cenTocTOMUA
Cb3faBaHeTo Ha MexaynpeACbpAeH AACHO-NAB LWBHHT BOAU
[0 AeKOoMMpecua Ha JecHUTe CbpAeYHV KYXMHW W MOBMLLABa
LV npegHatosapsare n C[1 (CO).2>>2>* Toea nopobpsea fomnbi-
HUTENHO cucTemHua O, TPaHCNOPT, BbNpekn apTepuanHata O,
Jecatypaumna253 U HamanABa CUMMATMKOBATa XUMNeaKTVBHOCT.
MpenopbyaHaTa TexHKKa e cTeneHyBaHa 6anoHHa gunaTaumoH-
Ha CEeNTOCTOMMA, KOATO BOAW [O EKBUBANEHTHO nopobpeHune
Ha XeMOAWHaMMKaTa U CUMMATOMAaTKKaTa, HO HaManABa pucka B
CpaBHeEHME OpUrMHaNHATa TEXHMKA Ha cpAasBaHe. OcTaHanuTte
METOMM Ce CUMTAT 3a eKCrepuMeHTanHm.2>>

BHyMmaTenHaTta npeanpoueaypHa oLeHKa Ha pucKa ocuryps-
Ba MO-HMCKAa CMbPTHOCT. banoHHaTa NnpeacbpaHa cenTocTomns
(balloon atrial septostomy, BAS) Tpa6bBa na ce n3barea npu na-
LIMEHTV B KpaeH cTaauii ¢ 6asanHo cpegHo RAP >20 mmHg n O,
caTypauua B Nokon <85% Ha cTaeH Bb3ayx. MNauneHTnTe TpA6-
Ba fJa ObJaT Ha ONTMManHa MeLMKAMeHTO3Ha Tepanus, KoATo
MOXe [la BK/TIOYBa NpeaBapuTesiHa MOAroTOBKa C i.v. MIHOTPOMHU
nekapcTBa npeau aa ce Bleme npeasup BAS. MybnukysaHuTte
CboOLLeHNs NoKa3BaT Nnossa npu nauneHTn, kouto ca 8 WHO-FC
IV ¢ pecHOCTpaHHa CbpAeYHa HeJOCTaTbYHOCT pedpakTepHa Ha
MeAVKaMeHTO3Ha Tepanusa UK C TeXKa CMHKOoMasiHa CMMnToma-
TKa.2>32>* Moxe na 6bae B3eTa Npeasua 1 Npu naumneHTy Yaka-
W 6enoppobHa TpaHCMIAHTALMA C He3a40BONUTENEH KIUHU-
YyeH OTrOBOP KbM MaKCMMasHa MeAUKaMEHTO3Ha Tepanus unm
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KoraTo MeArKaMeHTO3HaTa Tepanua He e HanuyHa. [NpoyyBaHu-
ATa nokaseat nopobpexune Ha Cl v noHwxaBaHe Ha RAP c yabn-
*aBaHe Ha 6MWD.?>32>% BnusaHneTo Ha BAS Bbpxy Abarocpou-
HaTa NPEeXNBAEMOCT He e ycTaHoBeHOo B RCTs.2°*254 BAS Tpsbea
[a ce pa3srnexpaa Kato nannatuBHa UM npexofHa npoueaypa,
KoATO TpA6Ba fa Ce VM3BbPLLUBA CaMO B LIEHTPOBE C OMNWT B TO31
MeTof.2°° Thin KaTo BAS ce npaBu MHOro pAKO, TA He e BKiloue-
Ha B TepaneBTUYHUA anroputbm (Queypa 2).

6.3.7. HanpepHana gecHoKamepHa HefOCTaTbYHOCT

6.3.7.1. JleqeHue 8 UHMeEH3UBHO 38€HO

Maunent ¢ PH morat ga ce HyXAaAT OT fleyeHne B WH-
TeH3MBHO 3BeHO (intensive care unit, ICU) 3a npupapy*asaLio
CbCTOAHME (BKMIOUYUTENIHO TONAMa XWUPYpPrus), AeCHOCTPaHHa
CbplieyHa HeloCTaTbUYHOCT uUnn u gBeTe. B cepua ot OpaHuus,
CMBPTHOCTTA Cfief NauneHTUTe NpueTn B

ICU e 6una 41%,%’ KoeTo nopyepTasa JiowaTa NporHosa.
CnepoBaTtenHo, naumeHTuTe ¢ PAH Hy>Kpgaewwm ce oT fleyeHune B
ICU TpsabBa No Bb3MOXHOCT fja Ce NIeKyBaT B CreLManmn3nmpaHm
LleHTpoBe.

basafHOTO MOHUTOpMpaHe BK/OYBA BUTASIHWM MPU3HALM
(cbpfeyHa uecToTa, KPbBHO HanAraHe, TeflecHa Temmepary-
pa n O, caTypauus), AMype3a, LEeHTPAIHO BEHO3HO HajsAraHe,
LeHTpasiHa BeHo3Ha O, caTypauusa 1 HMBO Ha NlaKTaT B KPbBTa.
KombuHaumaTa OT HWUCKa LieHTpanHa BeHosHa O, caTypaums
(<60%) 1 NOBULLIEHW NaKTaTHU CTOMHOCTW C HUCKa WX NNMCBa-
Wa Auypesa O3HayaBa MpeacToAla [eCHOCTPaHHa CbpAevHa
He0CTaTbUYHOCT. B HAKOM cnyyam MoKe fia ce HanoXu NocTaBA-
He Ha jeceH CbpheyeH KaTeTbp C Len LANOCTHO XeMOAMHaMMNY-
HO MoHuTOpUpaHe. OCHOBHUTE NPUHLUMMK Ha NeyeHueTo B ICU
npu naumeHTn ¢ PH n RV HegocTaTbyHOCT BKAOYBAT fleyeHne
Ha npoBoKupawnTe GakTopmn (KaTo aHeMusA, apuTMUK, NHOEK-
UMy UK Apyru Npuapy»asaliy CbCTOAHMA), ONTUMU3aLMA Ha
6anaHca Ha TeyHocTUTe (OBUMKHOBEHO C i.v. AuypeTuL), NoHU-
»kaBaHe Ha RV cnepgHaTtoBapBaHe (06MKHOBEHO C NapeHTepanHu
NPOCTaLMKIMHOBU aHano3n, HO MOHAKOra 1 C APYrv lekapcTaa
npotue PAH), nopo6psasaHe Ha C[] (CO) c HOTpOMNHM cpeacTBa
(NpepnoYynTaHOTO MHOTPOMHO CPeACTBO 3a neyeHune Ha RV e
[0OyTaMuWH) 1 NPy HYXAa NOAAPDBKKA HA CUCTEMHOTO KPbBBHO
Hansarade ¢ sasonpecopu.2°8-2%0 Mpun nauyveHtn ¢ RV HegocTa-
TBYHOCT TPAbBa Aa ce U36ArBa UHTYOaLUA, THid KaTo YecTo TA
BOAW 4O XeMOAUHAMUYEH Konarc.

6.3.7.2. [lecHokamepHo noOnomazaHe

Ynotpeba Ha BeHo-apTepuanHa ekcTpakoprnopasHa membpaH-
Ha okcureHauyma (ECMO) TpsbBa ga ce vma npeasua nNpu ms-
6paHu naumeHTn ¢ PH n RV HegocTaTbyHOCT. BEHO-BEHO3HUAT
NoAXof4 MOXe Aa Noaobpn oOKCUreHaumaATa, HO He OTOpemeHsBa
RV, KoeTo ro npaBu HenogxoAaw, npu Takmea nayneHtn. Cb-
LecTByBaT jBe OCHOBHU KOHLenuuu 3a ynoTtpeba Ha ECMO npu
Te3M MauMeHTU: NPEXOA KbM Bb3CTAHOBSIBAHE U MPEXOA KbM
TpaHcnnaHtauma. Manko ca ny6nvkyBaHUTe CbobLieHNA CBbpP-
3aHM C KOHLeNuuATa ,npexoa KbM Bb3CTaHoBABaHe”, %! KoATo
e onpaBjaHa camo Npu NnaumeHTy, 3a KOUTO CbLLEeCTBYBa ACHO
TepaneBTUYHO BMXAAHE C peasiHi LWAHCOBe 3a Bb3CTaHOBABA-
He. Mima o6aye HAKONKO CbObLIEeHNA 3a YCNELWHO NpUIoXeHne
Ha ECMO KaTo npexof KbM TpaHCMIaHTaumusa, 0cobeHo Korato
ce 13non3sea npv 6ygHn naunenT.?6'-263 AntepHaTtreeH nogxoa
e CbeAMHABAHETO Ha He-eKCTPaKoPMopanHO YCTPOWCTBO KbM
nyfMOHanHaTa LMpKynauna.2642% Bcuykn Tesun npouegypu ce
OCbLLeCcTBABAT CaMO BbB BUCOKOCNELMANIM3NPaHW LIEHTPOBE.

6.3.8. TpaHcnnaHTaumsa

MosBaTa Ha cneunduyHa Tepanua 3a Texxka PAH gosepe fo pe-
OYKUMA 1 OT/araHe Ha BKJIOYBAHETO Ha NauMeHTn B Nporpamu
3a 6enoapobHa TpaHcnnaHTauua.>>® JbAroCPOUYHUAT KIMHUYEH
n3xof Mpu MeAuKamMeHTO3HO JleKyBaHW MaLMeHTn ocTaBa He-
CUTYpPeH 1 TpaHCMMaHTauuATa LWe NPOAbKA fa 6bje BakHa
3a Te3n nauueHTW, NPU KOUTO TA € HeycrelwlHa 1 Te ocTaBaT B
WHO-FC lll unn IV.28197 OtnoxeHoTo HacouBaHe B KOMOMHaLUA
C NPOABIIKUTENHMA Nepuoa Ha YakaHe, nopaan HeLOCTaTbUYHO

Ta6nuua 22: MpenopbKu 3a JieyeHne B 3BeHa 3a NHTEH-
3UBHM rpumxu, 6anoHHa npeacbpAHa cen-
TocToMuA 1 6enoapo6bHa TpaHcNNaHTauuA
Ha 6a3aTa Ha epMKACHOCTTa M NPY NYIMO-
HanHa apTepmasnHa xunepToHus (rpyna 1)
B 3aBUCMMOCT OT GYHKLMOHANHNA Knac no

C30 (WHO).
a b
Mspka/ Knac®-HuBo -
nedenne WHO-FCIl | WHO-FC Il | WHO-FC IV
XocnuTtanusauma

B ICU ce npeno-
pbuBa npu na-
umeHTm ¢ PH n
BUCOKa CbpAeyHa
yecToTa (>110
beats/min), HucKo
KPbBHO HansAraHe
(cuctonHo  Hans- - -
raHe <90 mmHg),
Manka Avypesa
1 Mnokausawm ce
NAKTaTHW CTOMHO-
CTM BbBB Bpb3Ka
nnu 6e3 Bpb3Ka C
npuapyxasawm
3abonsaBaHuA

MHoTponHa noa-
Kpena ce npeno-
pbuBa npu Xxu-
NOTEH3UBHU
nauveHTn

BenogpobHa
TpaHcnnaHTayus
ce npenopbuy-
Ba CKOpo chef
HejoCTaThb-
YeH  KNUHUYeH
OTrOBOP  KbM
MaKcrMarnHa me-
AVKaMeHTO3Ha
Tepanus

BAS moxe pa ce
obcban, Kbae-
TO e Bb3MOXHa,
cnep Heycnex Ha - -
MaKCcUMManHaTa
MeAnKaMeHTO3-
Ha Tepanus

BAS = 6anoHHa npefcbppHa centoctomus; ICU = 3BeHO 3a UHTEH3UB-
Hu rpwxu; PH = nynmoHanHa xuneptonus; WHO-FC = gyHKUMOHaneH
knac no C30.

2 Knac Ha npenopbkuTe.

® HnBo Ha AoKa3aTencTBeHOCT.

€ U3TouHMK(UK), NoAKpenALY(v) npenopbKuTe.
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OpraHHM AOHOPU, MOXe [ YBENNYN CMbPTHOCTTa NPU NaumneH-
TUTE OT INCTaTa Ha YaKalnTe N KNMHMWYHATA TEXKECT Ha CbCTOA-
HMETO UM KbM MOMEHTA Ha TpaHCMaHTauuA.

O6bwaTa 5-roguwHa NPeXXMBAEeMOoCT cef TpaHCMIaHTaums
3a PAH ce n3uncnasawe Ha 45-50%, ¢ AaHHM 3a AbArOTPanHO
106pO KauecTBO Ha MBOTa.2® Mo-HOBU AaHHK MOKasBar, ye
NpeXXrnBAemMOoCTTa ce e yBenuumuna go 52-75% cnep 5 roanHm un
110 45-66% cnep 10 rognHn.267-269

MpepBug ropHata nHdopmaumsa, Urnexaa pasymHo cnep
HefoCTaTbyeH KJMHWYEH OTFOBOP KbM HauyasHaTa MOHoOTepa-
nMA fa ce npasBy MpeleHKa Aany nauueHTbT e noaxopdul 3a
6enogpobHa TpaHCMIaHTaUus, a HacouBaHeTo 3a 6enoapobHa
TpaHCnaHTaumMA fa cTaBa CKOpO cfief] NOTBbpPKAaBaHe Ha He-
[OCTaTbyeH KIUHUYEH OTrOBOP KbM MaKcManHa KOMOUHMpa-
Ha Tepanua (Queypa 2). ETnonoruaTa Ha PAH cbLio moxke aa cro-
MOTHE 3a B3EMaHETO Ha pelleHme, Thil KaTo MporHo3aTta Bapupa
B 3aBUCMMOCT OT MOASexawoTo CbcToAHMe. BcbuwHocTt, PAH
cBbp3aHa ¢ CTD uma no-nowa nporHo3sa ot IPAH, gaxe Korato
ce flekyBa C NPOCTaHOMAK, AoKaTo naumeHTn ¢ PAH cebp3aHa
¢ CHD vmaT no-gobpa npexmBaemocT. Hail-nowaTa nporHosa
nmat naymeHtute ¢ PVOD 1 PCH, nopagu nunca Ha epekTUBHO
Me[VIKaMeHTO3HO feyeHune; Te3n nauneHTn Tpabsa fa BnA3aT B
NMCTaTa 3a TpaHCMaHTauuA BefHara cnep noctaBsaHe Ha fuva-
rHosara.

Mpw PAH ce n3BbpLlUBa TpaHCMNaHTauma cbpue-6san apob
1 aBONHa 6enoapobHa TpaHCMIaHTauWsA, HO NparbsT 3a HEBb3-
ctaHoBMMa RV cuctonHa amchdyHkuma u/vnmn LV gmnactonHa
ancoyHKumA e HemsBecTeH MoHacToAwem, NnpeobnagaBallotTo
MHO3VHCTBO OT NaLMeHTUTE B LiefINA CBAT NOyYaBaT ABYCTPaH-
HoO 6enu apoboBe, KakTo € BUAHO OT AaHHMTE B PErncTbpa Ha
International Society for Heart and Lung Transplantation.?’® Ma-
LUMeHTUTE CbC CUHAPOM Ha Eisenmenger nopaaun npocT WbH-
TOBe Ce NleKyBaT C n13o/vpaHa 6enoapobHa TpaHCnnaHTaums 1
NnacTuKa Ha CbpAeYHua gedpeKkT Unm ¢ TpaHCNaHTauma cbpue-
6an 0po6.2%°

Bbrnpekn ye perncTbpHUTE JaHHU MbpBOHaYanHO 6sxa B
noJKpena Ha nonsaTa 3a NpexmnBaemocTTa OT TPaHCMNaHTaumA
cbpue-6an 4pob npu nauveHT ¢ PH cBbp3aHa ¢ mexaykame-
peH aedekT,?”! onuTbT ¢ 3onupaHa 6unatepanHa 6enoapobHa
TpaHCMaHTaLMA HapacHa 1 NO-HOBUTE JaHHW 3alyMTaBaT TO3U
noaxof B KOMBUHALMA C KopeKuma Ha aedekTa.?’?

HoBwn AaHHM nokasgar, Yye BeHo-apTepuanHa ECMO Hamupa
npunoxeHvie Npv 6yaHN NaUMEHTU B KpaeH ctaguin Ha PH kaTo
npexog KbM CbpAeuHa TpaHcniaHTayus.2o3

6.3.9. Jleueb6eH anroputbm

BbB Queypa 2 e nokasaH anropnTbMm 3a fleyeHre Ha NauneHTu C
PAH. KnacoBeTe Ha npenopbKnTe U HMBaTa Ha JoKa3aTencree-
HOCT Ha neyeHneTo 3a PAH ca nokasanu B Tabauyu 19 (MoHoTe-
panus), 20 (HayanHa KOMBMHUpaHa Tepanus), 27 (nocnegosaTen-
Ha KOMOWHMpaHa Tepanus) n 22 (3BeHO 3a UHTEH3VBHUW FPUXNY
[ICU]l v nHTepBeHumnn). JednHNLNNTE 3a KITMHNUYEH OTFTOBOP KbM
neyeHueTo ca fageHu B Tabnuya 15. NpusHaga ce, Ye Tepanes-
TUYHUAT nogxof Kbm PAH moxe aa Bapupa B 3aBUCMMOCT OT
noKaJsiHaTa HanMuyHOCT (1 ekcnepTn3a) Ha TepaneBTUYHN ONuun
B PasfnyHM GONHNULM 1N KNMHWYHK ycnoBuA. CboTBeTHO, B Tab-
auyu 19, 20, 21 v 22 ca npefcTaBeHn anTepHaTUBHN, OCHOBaHU
Ha [loKa3aTesNiCTBa TepaneBTUYHY cTpaTerny. B Team Tabnuum ca
BKJ/IOUYEHN camo BelyecTBa oduumanHo ogobpenn npu PAH nnn
nonyymnu perynaTopHo ogobpeHvie noHe B efHa cTpaHa. Ekc-
nepTuTe Npeanarat cTeneHyBaHe B YeTUPY KaTeropum Ha Kpan-
HuTe pe3yntati oT RCTs, B 3aBMCUMOCT OT HMBOTO Ha [joKa3aTen-
CTBEHOCT MO OTHOLLEHVE Ha eduKacHOCTTa.?’3274 Bb3 ocHOBA Ha

Ta3u KaTeropmsauus, B Tabauyu 19, 20 n 21 ¢ 6enexka nog nnHuA
Ca MapK/paHW NekapcTBa UM KOMBVHaLUM OT NeKAapCTBa, Kou-
TO ca npoyyeHn B RCTs c NbpBrYEeH KpaeH nokasaTen Bpeme Ao
KINMHUYEH Heycrnex Unv Bpeme A0 KJVHWYHO BfiOWAaBaHe Win
JIEKapCTBa C IeMOHCTPYPaHa peayKumus Ha obLata CMbPTHOCT
(onpepeneHa NPoCNeKTNBHO). ANTOPUTBMBT 3a JSleueHne Ha PAH
He e NPUNOXNM NPV NAaLMEHTV OT APYTY KIAVHUYHU TPYNn 1 e
0CO6EHO HEMPWIOXMM NpW NauneHTn ¢ PH BbB Bpb3Ka C rpy-
na 2 (LHD) nnwn rpyna 3 (6enogpo6Hu 6onecty). JonbaHUTENHO,
pa3fiMuyHN BUOBE NleYeHre ca NoANoXeH! Ha oleHKa B RCTs 06-
xBawawwm nauymeHTn c IPAH, HPAH, PAH abnxkala ce Ha nekap-
ctBa 1 npu PAH cebp3aHa ¢ CTD nnm npu CHD (KopurmupaHu nnu
HeKOPUrMpaHu XMpYpPruyHo).

OnucaHue Ha neyebHus anzopumasm (Duzypa 2)

« Cnep noTeBbprKAaBaHe Ha fMarHosata Ha TepaneBTUYHO-Ha-
MBeH nauuneHT ¢ PAH B cneumanusnpaH LeHTbp, npeanara-
HUAT HayaneH NoAxon € NpeanpueMaHe Ha o6 MepKKN 1
3amnoyuBaHe Npu HyfAa Ha noagbpxawa Tepanua (Tabauyu
161 17).

+  Camo npwv naumeHTun ¢ IPAH, HPAH n PAH acounnpana c yno-
Tpeba Ha nekapcTBa U TOKCMHU TpAGBa Aa ce HanpaBu TecT
3a Ba30PEAKTUBHOCT. BazopeakTnBHUTE NaumeHTU TpA6Ba
Aa 6bhat nekyBaHM € BUCOKMN [031 (MPOrpecrBHO TUTpUpa-
HK) CCB; goctaTbueH oTroBop TpsAbBa Aa 6bhe NOTBbPAEH
cnep 3-4 meceua neyenue (Tabauya 18). MaumeHT pecrnoH-
nepun 6e3 focTaTbyueH KAWHWYEH OTFOBOP KbM Sl€YEHMETO
c CCB TpabBa ga 6bAaaT nekyBaHu ¢ ofobpeHn nekapctsa
npotne PAH, B CbOTBETCTBUE C NleyebHaTa cTpaTerns npu
He-Ba3opeaKTUBHY NALUEHTN.

+  HepecnoHpepu Kbm TecTyBaHeTO 3a OCTpa Ba3OpeaKTB-
HOCT, KOMTO Ca C HUCBK unu ymepeH puck (Tabauya 13) mo-
rat fa 6baaT nekyBaHW UNKU € HavanHa MoHoTepanusa (Ta6-
auya 19), unn ¢ HayanHa nepopasnHa KombrHrpaHa Tepanusa
(Tabnuua 20).

« AKo e n3bpaHa HayanHa MOHOTepanusA, Tbii KaTo HAMa npe-
KN CpaBHeHWA MeXAay pa3nnyHnTe CpeAcTBa, HAMA AOKa3a-
Ha MOHOTEpanuA Ha MbPBU N360p, KOATO MOXe fa 6bae npe-
nopbyaHa. B To3u cnyyait n36opbT Ha eKapcTBO 3aBUCK OT
pa3HoobpasHu GaKkTopK, BKIIOUNTENTHO faNv IEKAPCTBOTO €
opobpeHo, odrumanHaTa nekapcTBeHa UHGopmauus, Nbta
Ha NpUNoXKeHMe, NPodUa Ha HEXeNaHUTe peakLunn, NOTeH-
LManHoTo B3aumopnencTene ¢ oHOBM Tepanuu, npeanoyn-
TaHWATa Ha NauMeHTa, NpUAPYKaBawmTe 3abonaBaHMA, on-
1Ta Ha flekapA 1 LieHara.

«  Tbll KaTO ANPEKTHUTE CPaBHEHUA Ca AOKA3aIN NPEBb3XOA-
CTBO HA HayanHaTa KOMOUHMpPaHa Tepanusa C ambpuceHTaH
nnoc Taganadun Hag HadyanHaTa MOHOTepanuA C ambpuceH-
TaH unu Taganadus, KOETo ce nU3pasaBa B OTCPOYBAHE Ha
KNMHWYHUA HeycreX, Ta3n HavyaslHa KomOrHauua nonyyasa
no-BUCOKa KaTeropusa npenopbka (Tabnuya 20).24

« [pun He-Ba30pPeAKTMBHN U TePaneBTUYHO-HAVBHY NALNEHTU
C BUCOK puck (Tabauya 13) Tpabea aa ce uma npeaBug Havan-
Ha KOMOVHMpPaHa TepanuaA BKYBALLA i.v. NPOCTaUUKANHO-
BY aHanosu (Tabauya 20). NMpuoputeT 1ma i.v.enonpocTeHon,
Tb/ KaTo TOW e HaManua 3-MeceyHus NeTanuTeT npu Bu-
coKopuncKoBM naumneHT ¢ PAH gopu 1 Kato MoHOTepanus
(Ta6nuya 9).'*° Moxe fa ce 06CbAAT anTepHaTUBHW BUAOBE
HauyanHa KoMbuHupaHa Tepanua (Tabauya 20).

«  Bcnyuait Ha HegoCTaTbYeH KNMHMYEH OTFOBOP KbM HavanHa
KOMOWUHMpPaHa Tepanna uny HayanHa MoHoTepanus (Tabsu-
ya 15) ce npenopbyBa NOCIefoBaTENHA ABOHA WA TPOHA
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06wy MmepKu
(Ta6nuya 16)
TepaneBTUYHO-HAUBHIA PAH notBbppeHa "
neLynann3npaH LeHTD,
nauueHTn B cneuuannsnpaH LeHTbp MoaAbpPAALLM MepKM
i (Ta6nuya 17)
Tepanus ¢ CCBs Tecr 3a ocTpa Ba3opeaKkTUBHOCT
(Ta6nuya 18) (camo npu IPAH/HPAH/DPAH)
BasopeakTuseH
ii He-Ba3opeakTuBeH ¢
Hucbk nnn ymepeH puck Bucok puck
i_ (WHO FC lI-11)2 —i (WHOFCIV)?
HavanHa Havanna HauanHa kom6uHauua
MoHoTepanus® nepopanHa Kom6nHauus® BKN. i.v. PCA®
(Ta6nuya 19) (Tabnuya 20) (Tabnuya 20)
Naunent HepocTaTb4eH KNMHNYEH OTFOBOP ,  O6cbKpa ce HacouBaHe
CbC 3an0YHaTORIESER (Ta6nuya15) 3a 6enoapo6Ha TpaHcNNaHTaUusA
[iBoiiHa nnm TpoiiHa NociejoBaTeNHa KOMOMHaLMA
(Table 21)
HepoctaTbyeH KnuHNYeH 0TroBop
(Tabnuya15)
06cbxAa ce BKIOYBaHE B NNCTA
3a 6enoapo6Ha TpaHcnnanTayua’
(Table 22)
CCBs = Kanuuesw aHTaronuctit; DPAH = nekapcteeHo-uHayumnpana PAH; HPAH = Hacnepcteena PAH; IPAH = nanonatiyna PAH; iv. = nHTpaBeHo3eH; PAH = nynmoHanHa
apTepuanta xuneptoHns; PCA = npoctaymknuHosu aHanosu; WHO-FC = World Health Organization functional class.
3Hskom ot nayneHTute ¢ WHO-FC Il morat fa 6baaT cumtaHu 3a BUCOKOpUCKoBY (BuxTe Tabnuya 13).
bﬂOKa?:aHO €, Yye HayanHata KOM6VIHaL|VIﬂ © aM6pMCeHTaH nntc Tauanad)vm npeBb3xXoxa Ha4anHaTta MOHOTepanna C aM6pI/ICeHTaH nmnn Tap,anad)mn Mno TOBa, Yye 3a6aesa
KNUHUYHWA YNagbK.
“Ha WHTPaBEeHO3HMA enonpocTeHon TpﬂﬁBa Aa ce fafie NnpuopuTeT, TbIA KaTo TOV € HaManun 3-MeceuyHus neTanuTeT npu nayMeHTn C BUCOKOPUCKOBa PAH Aaxe n Kato
MOHOTepanua.
d06cbxza ce 1 6anoHHa NPeACbPAHa CEMTOCTOMMA.
Ourypa2: OcHOBaH Ha loKa3aTesiCTBa TepaneBTUYEH alifOPUTbM NP NALMEHTY C MySIMOHaIHA apTepuasHa X1unepToHms (Camo

3a nayneHTn oT rpyna 1; BUXKTE OMUCAHNETO B TEKCTA).

KOMOVHMpaHa Tepanua B cboTBeTcTBUe C Tabauya 21. Kom-
6uHMpaHeTo Ha puouuryat ¢ PDE-5i e npoTrBonokasaHo.

B cnyuain Ha HefoCTaTbyeH KNMHUYEH OTrOBOpP C nocseno-
BaTesIHa [1BOIHa KOMOMHMpaHa Tepanus, TpAbea aa 6bae n3-
npo6BaHa TpolHa KoMbuHUpaHa Tepanus (Tabauya 20 v 21).
PaszymHo e fa ce o6Ccbay fanu nauueHTbT e Noaxoasly 3a
6enoapobHa TpaHCMMaHTaUMA cCned HefoCTaTbueH Kiu-
HUYEH OTrOBOP KbM HayasiHa MOHOTEpAanusa UAM HayanHa
KOMOVHMpaHa Tepanusa 1 NauveHTbT Ja ce Hacouun 3a be-
nopgpobHa TpaHCnNaHTaumsa CKOpO cfiell NOTBbpXKAaBaHe
Ha He4OCTaTbUY€eH KIIMHUYEH OTFOBOP KbM MaKCMMasHa Me-
[VIKaMeHTO3Ha Tepanus. BAS TpabBa fa ce pasrnexaa kKato

nanvMatrBHa MNM npexogHa npouepgypa npuv nayneHTn c
BJiOWaBawo ce CbCTOoAHME BbNPEKN MaKCMMaJiHaTa megn-
KaMeHTO3Ha Tepanus.

6.3.10. [inarHo3a n neyeHne Ha YCJIOXKHEHNATa Ha
nysiMmoOHasiHaTa apTepunasnHa XunepToHnsa

6.3.10.1. Apummuu

ApuUTMUMUTE Ca HapacTBaly KMHUYeH Npobnem nNpu nauneHTn
¢ PAH. Oco6eHO HannuMeTo Ha CUMNTOMHA NPeACbPAHA apuT-
MV npefBellaBa HebGnaronpuAaTHa NporHosa.?’> 3a pasnuka
oT nayuneHTuTe ¢ LHD, 3510KauecTBeHaTa KamepHa Taxukapaus,
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KaMepHOTO TpenTeHe 1 KaMepHOTO MbXXJeHe ce cpeLlaT pAaKko
npv nauneHTn ¢ PAH. B egHa cepua ot 132 HabnogaBaHu Cbp-
OeyHn apecTn npu naumeHTn ¢ PAH, KamepHO MbXaeHe e Ha-
6noaaBaHo camo B 8% npu Te3u ciyyan.’ B gpyra cepusi ot
231 nauymeHTn ¢ PAH unn CTEPH HabniopgaBaHa 3a nepuog ot
6 rofMHW He ce cbobLaBa 3a Cllyyaun Ha 31I0KaYecTBEHa Kamep-
Ha apuTMnA.?’> B Ta3u cepra HaZlkaMepHUTE TaxmapuTMiUM ca
6unn ¢ roguwwHa yectota ot 2.8%. MpeacbpAHOTO TpenTeHe n
MbXXAeHe ca 6Unn ¢ efHaKBa YeCTOTa, a 1 [iBaTa BMAa apuTMus
Ca OBENN HEU3MEHHO A0 K/IMHUYHO BIOLIABaHe C MpU3Hauu Ha
[eCHOCTpaHHa CbpAeyHa HeoCTaTbYHOCT. JleueHmeTo Ha npeg-
CbPAHOTO TPenTeHe e 6110 NO-yCMeLHO, OTKOJIKOTO JIeYEHNETO
Ha NpeacbpPAHOTO MbXAeHe. Bb3cTaHOBABaHETO Ha cTabuneH
CUHYCOB PUTBHM € 6110 CBBP3aHO ¢ 6i1aronpusaTHa AbArocpoYHa
NPeXXrnBAEMOCT, AOKATO NepCMCTMPALLOTO NPeACbPAHO MbXAe-
He e 6110 CBbP3aHO € 2-rofunLHa cMbpTHOCT 80%.%7> Hagkamep-
HUTE apUTMKK Ca NOKasaHme 3a nepopasiHa aHTUKoarynauma ¢
BUTAMWH K aHTaroHNCTy Ny HOBM NepopanHn aHTUKOarynaHTu.
Mima paHHK, Ye npu pedpakTepHU cilyyan enekTpmuyeckaTa Kap-
[MOBEPCUA 1 paanodpekBeHTHaTa abnauua ca ebekTnsHu. >’

Bbnpekn ye nunceat pesyntatyv OT MPOCNEKTUBHU N KOH-
TPOAMPaHN NPOyYBaHMA, TE3N AaHHM MOKa3BaT, Ye noaabprKa-
HeTO Ha CTabuseH CMHYCOB PUTBM Criefl KapanoBepcus Tpsbea
[a ce cuMTa 3a BaxHa Lien Ha neveHueTto npu naumneHTn ¢ PAH. C
Llen nocTuraHe Ha cTabuneH CMHycoB pyUTbM TPAGBa fa ce nma
npensug NpodunakTka ¢ aHTUAPTUMMYHW cpefcTBa 6e3 Hera-
TUBHU NHOTPOMHU ebeKTH, KaTo MepopasnieH aMMOAapoH (BUXKTe
B3aumopeincTeua B OHnaiH Tabnuua V), Bbnpeku nuncata Ha
cneundryHN JaHHM 32 edMKACHOCT.

6.3.10.2. Xemonmusa

XemonTun3aTa e pa3no3HaTo ycnoxHeHne Ha PH, npeacTaBnasa
puckoB GaKToOp 3a CMbPTHOCT 1 Ce cpeLia No-4ecTo Npwu cnewym-
dunyHM Bmpose, kato HPAH, PAH cebp3aHa ¢ CHD n CTEPH. Te-
»KecTTa Ha XxeMonTM3aTa Baprpa OT fieKa 40 MHOIO TeXXKa Bofe-
La Ao BHe3anHa cMbpT. [y6nvKyBaHaTa YyecToTa e pas3fimyHa, ot
1% 1o 6%.778 EM6onm3auuaTa Ha 6pOHXMaNHa apTepus ce cunTa
3a MHOrO CrellHa npoueaypa B Cilyyail Ha TeXxbK KpbBoXpak
WM 3a NN1aHOBa UHTEPBEHLMA B CllyYald Ha YecTu IeKn Unm yme-
peHu enu3onm. XeMonTn3aTta 4ecTo e NpoTVBOMOKa3aHme Ha aH-
TUKOArynaHTHa Tepanus.

6.3.10.3. MexaHuU4YHU yCrnoXHeHUsA
MexaHnuyHnTe yCnoxXHeHnaA npv nauneHTn ¢ PAH ca 06MKHOBEHO
CBbP3aHN C Nporpecupatla annataumna Ha PA v BkiouBaT aHe-
BPU3MM, PYNTYypa v aucekauma Ha PA n komnpecna Ha pasnnyHu
NHTpaTopaKasnHu CTPYKTYpW, KaTo CTBOJa Ha fiABaTa KOpOHap-
Ha apTepws, NYIMOHANIHN BEeHW, IMaBHU 6poHXM U n. laryngeus
recurens.?’°-281 Cumntomute 1 nNpusHaumte ca HecneumduUHN
1 Bapvpat B 3aBUCUMOCT OT BUAa YCIIOXKHEHMWE, BKIIOUNTENTHO
rpbfHa 60nKa (@HrMHONoOAO6Ha UNK He), [UCMHEeA, permoHasneH
6enoapobeH eaem 1 BHe3anHa cMbpT. CT ¢ KOHTPACTHO ycunBa-
He 1AM BMCOKa pe3oniounsa e Han-fobpuat obpaseH meTtopd 3a
OTKPVBaHe Ha MeXaHNYHW YCITOXKHEHNA.

TepaneBTUYHUTE Bb3MOXHOCTU He ca fo6pe yCcTaHOBEHU
B CJlyyanTe Ha aHeBpU3MU, NCeBAO-aHEBPU3MU U JNcCeKaLmA
Ha PA.279.280

MNokasaHuATa 1 pe3ynTaTvTe Ha TPAAULMOHHNA XUPYPTUYeH
noaxop nNpw Hanuyre Ha PH ca Hem3BecTHN, a NpeacKasyemmTe
prckoBe moraT fja 6biaT MHOTO BUCOKN. MepKyTaHHUAT MOAXOS,
(cTeHTUpaHe) cpelua CbOTBETHN TEXHUYECKM NPO6eMU, raBHO
nopaan paHHO pasK/ioHABaHe Ha CTBOMa U Aanosute. Bbamo-
XKeH noaxop e ABycTpaHHaTa 6enoapobHa TpaHcnnaHTaums unm

TpaHcnnaHTauuaTa cbpue-6an Apob, HO TOBa peleHne MoXe Aa
6be NPUOXKEHO CaMo NPV XPOHWUYHMN CTaBUAN3NPAHN Clyyau,
a ACHO OYepTaHM NokasaHua nuncear. [Npu nauneHT ¢ Komnpe-
CMsA Ha CTBONA Ha NiABaTa KOPOHapHa apTepus TPA6Ba Aa ce n3-
BbPLUN NepKyTaHHa NpoLieaypa Cbe CTeHTUpaHe, 2

6.3.11. TpmKn B Kpas Ha XKMBOTa N ETUYHMN BbNPOCU
KnuHn4HmnAat X0o[A Ha PH nokassa nporpecmMeHO BnoLlaBaHe 13-
NMbCTPEHO C eNn30o4n Ha OCTpPa AeKoMneHcauus. prp,HO e fa ce
npeackake Kora nauyneHT»T Wwe ympe, TblA KaTo CMBPTTa MOXe
Aa HaCTbnn i BHE3anHO, N NOCTENEHHO Nopaaun nporpecu-
palla cbpaevyHa HeAOCTaTbYHOCT. YCTaHOBEHO €, e nekapute
nonarawy rpukn 3a Te3nm nayneHTn nokaseat TeHAEHUMNA KbM
npekaneH onTMMn3®m B NPOrHO3NPaHETO CU N YeCTo pa36|/1paT
NOrpeLwHo XeflaHMATa Ha NayneHTnUTE CA.

OTKpI/ITaTa n nennkaTtHa KOMyHuUKauuma C naumeHTnTe no3so-
nABa CbBPEMEHHO NNaHNPaHe n 06C'b>K/J,aHe Ha TeEXHUTE CTPaxo-
Be, 6e3nokoncTea u XenaHuA, KOeTOo Ma BaXKHa poJiA 3a ,E|,O6pI/I-
TE rPUXWn. Bb3moxHOCTM 3a o6c1>>|<naHe Ha NporHo3ata Tpﬂ6Ba
Oa ce Cb3faaat No BpemMe Ha Ha4daslHaTa AnarHoCTuKka. I'Ip|/|3Ha-
HNETO, Ye KapanonysMmoHanHaTa pecycumntauna npun TexkKa PH
nma HeﬁﬂaI’OI'IpI/IﬂTEH N3X04 MOXe fa MNO3BOJIN pa3nopexaaHe
3a OTKa3 OT pecycymTalunA. ToBa Moke Aa yBen4yn waHcoseTe
Ha nauneHTunTe Aa 61:,an Ha npeanoynTtaHOTO OT TAX MACTO 3a
noslaraHe Ha rprxu B KpaAa Ha XNBOTa UM.

naLlMEHTI/ITe Ha6HI/I>KaBaLL|,I/I KpasA Ha XXMBOTa CK Ce HyXAaAT
OT YecTa OueHKa Ha BCUYKUTE CU HYXXAW OT MynTUanCcUnnmHa-
peH TM. TpAbBa fa ce 06bpHe BHMMaHKe BbPXY KOHTPONa Ha
CUMOTOMUTE Ha ANCTPeC U Ha npeanncBaHeTO Ha noaxonAalln
NiekapcTBa npn CbleBpPEMEHHO CnMpaHe Ha HEeHY)XHaTa Me-
OnKauyna. CneumanmsmpaHaTa ncmxonormyecka, couwnasiHa wm
AyweBHa nojkpena urpae pelaBallia ponA. |-|aL|,l/IeHTVI, YNNUTO
MeONUNHCKN HYXXAOW HaAXBbPAAT obxBaTa Ha eKcnepTn3aTta Ha
Tuma no PH, TpAabBa aa 6bAaT KOHCYNTUPaHW CbC Cneumannct
Nno NannaTtuBHU rPUXn.

PH e 60)1(—."CT, KOATO MOXe [la OrpaHnyn pA3KO Npoab/IKn-
TENIHOCTTA Ha KMBoOTa. B OonbJ/IHEHME KbM Mncnxonormnyeckata
M coumnanHaTta nogkpena, Tpﬂ6Ba AKTVBHO Aa Ce Hanpaswu cne-
UnanHo nnaHnpaHe Ha HEO6XOJJ,I/IMVITe FPUXKn C Haco4vBaHe npu
HyX[a KbM cneunanmsnpaHa cny>K6a 3a NaanaTuBHN rPUXN.

7. CneunduyHn noarpynun
nynmoHasiHa (apTepuasnHa)
XUNepToHNA

7.1. TynmoHanHa apTepuasnHa
XVNepToHNA B negnaTpunaTa

PH moxe pa ce nposBu BbB BCAKA Bb3PAcT OT HeOHaTalHMA
nepuoa fo 3pana Bb3pacT. [egnatpryHata PH nma Hakon cne-
UMdUYHM 0COBEHOCTM, KOMTO HE Ce HaMUpaT NPU Bb3PACTHU C
PH, BKnlounTenHo npeHaTasHN eTUONOrMYHI GpaKTopu 1 NoCT-
HaTasHV NapeHXNMHMN 1 CbA0BM NpoMeHM B 6eiogpo6HoTO pas-
BuTre.?® Mpegn enonpocteHonoBarta epa NporHosarta e 6vna
Hal-nowa npu fgeua CbC CpefHa M3YMCNeHa MPeXMnBAEMOCT
10 meceua, 3a pa3nuka oT 2.8 roguHnN Npu Bb3pacTHY; C HOBUTE
HacoueHu Tepanuu obaye KMMHUYHUAT N3XOA ce Nofobpu 3Ha-
untenHo.>284

HoBW perncTbpHM AaHHN XBbpAUXa CBETIMHA BbPXY nean-
aTpuyHaTa yecToTa U 3abonsemocT ot PH. B XonaHgna 3abons-
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emMoCTTa W yecToTaTa Ha negmatpuyHata PH ca cboTtBeTHo 0.7
M 4.4 Ha egnH MUNNOH Aeua.?® MofobHM ca CTOMHOCTUTE Ha-
6niofaBaHy B 06eANHEHOTO KPascTBO, C HOBU ciyyan Ha IPAH
3a efHa roguHa 0.48 Ha eanH MUANOH 1 6onecTHocT 2.1 Ha
eanH MUIMOH.28% HaumoHanHm 1 lmpoKo-malabHy pernctpu,
BKMIOYBALM Aeua®® unu npegHasHaueHy camo 3a neauaTpu-
ATa%%7288 onuceat pasnnuHa etmonorus Ha PH, npu Koeto cny-
yaumTe Ha IPAH, HPAH n CHD-PAH ca Han-yectn. CBbp3aHaTa C
pecnupaTtopHu 3abonaaHuna PH obaye cbLyo ce oT6enA3Ba kaTo
BaXkHa M BEPOATHO HEOCTaTbYHO obxBaHaTa. %’

Bbnpekn ye knacudukaymaTta Dana Point ot 2009 r. BKNtoY-
Ba NMOBeYEeTO OT NeAnaTPUYHNTE NPUYMHK, BCE NakK e 6uio npu-
eTo, Ye neanaTpPUYHUTE eTUOJIOTUN Ce HY>KAAAT OT No-Aobpo
onucaHve. Hackopo 6elue npeanoxeHa knacudrikauma Panama
ot 2011 r, BknouBawa 10 otaenHw noAarpynu neguaTpuyHa
PH.28 Knacudukaumsta Nice ot 2013 r. BKIOUYBA HOBU rpynu v
cneyndunyHN 3a eTckaTa Bb3pacT eTmonorun,’ Kato BpoaeHa
1 Npugobuta 06CTPYKLMA HA BXOAHWA/M3XOAHWA TPAKT Ha ns-
BOTO CbpLe 1 cermeHTHa PH; Ta e fonbnHMTEeNHO cbobpaszeHa ¢
HacToAwwmTe npenopbku Ha ESC/ERS (Tabauya 4 v OHnaliH ma6b-
auya l) v cbabpKa KNMHUYHa (Tabiuya 6)  aHaTOMUYHO-NaTo-
dusnonornyHa knacudukauma Ha BPOAEHUTE CMCTEMHO-MyI-
MOHasHM WbHTOBe cBbp3aHn ¢ PAH (OHnaltH mabnuya Il) n Ha
6enoppobHuTe 6onectun Ha passutneto (OHnalH mabnuya lll).

PPHN ocTaBa B rpynata Ha PAH, HO e gageHa KaTo noarpy-
na, Tbil KaTo ce cumTa 3a cneymduryHa eanHNLA C NO-NPEXOJHO
pazsutune (Tabnuya 4 v OHnaliH mabnuyalV) B noBeyeTo ciiyyam.

7.1.1. AnarHo3a

[wncnHena, necHa ymopsAemocT M 3abaBeH pacTeXx ca vecTu
CUMMTOMU; CMHKOMBT € Mo-YecT Npu deua, HO MaHudecTHaTa
RV HepoCTaTbUHOCT e KbCHO ABJIEHME, a feTeTO MOXe fia ympe
OT BHe3arnHa CMbPT Npefn HacTbhnBaHeTo Ha RV HepocTaTbu-
HOCT.284287 Hanocnenbk Gelle npenopbyaH cneumduyeH auar-
HOCTUYEH aNiroOPUTBM U MaKap Ye HAKOM MPUYMHU Ca PeaKu, Te
TpA6Ba fa 6bAaT M3KMOYEHN Npen OKOHYaTenHaTa AMarHosa
IPAH.?84 BaxkHa pons urpae nsyepnatenHaTta GamuiHa 1 nnyHa
aHaMHe3a, BKIOUYNTENIHO Ha OpeMeHHOCTTa, paxAaHeTo 1 0Co-
6eHoCTUTE Ha NocTHaTanHWA neprog.2® AnarHosara Tpa6ea ga
6bAe NoTBbpAEHa CbC CbpAeyHa KaTeTepm3aumna n Tpabsa aa ce
HanpaBy Ba3opeakTMBHO TecTyBaHe. CKOPOLUHM NpoyyBaHMA
MoKasBaT, Ye CbpAeyHaTa KateTepumsauma HOCU NO-BUCOK PUCK
npy Aeula OTKONKOTO MpuW Bb3PacTHU, KaTo pUCKOBU daKkTopu
Ca no-masnkata Bb3pacT (<1 roguHa) n no-sucokna FC (WHO-FC
IV). MpenopbuBa ce cbpheyHaTa KaTeTepmsauma ga ce npasu B
cneyuanusnpann yeHtpose.?”® O6warta cxema Ha guarHoCTHY-
HMA anroputTbm Npu Bb3pacTHY ¢ PH (Queypa 1) moxe pa 6bae
Bb3MNpUET 1 Npu feuaTa C n3BecTtHa moandrKauma cBbp3aHa C
pasnuuHata enviaemuonorua.’

KakTo 1 npu Bb3pacTHUTe, KNMHWYHW AaHHK 3a RV HepgocTa-
TBYHOCT, Nporpecna Ha cumntomaTtnkata, WHO-FCIII/IV n nosu-
LweHmn cTonHOoCTU Ha BNP ca dakTopum cBbp3aHn € NO-BMCOK PUCK
oT cMbpT. Npn gelaTa NO-BUCOK PUCK OT CMBPT MMa npu 3aba-
BEH pacTeX 1 Npu XeMOoAMHAMUYHUN NapameTpy KaTo OTHoLle-
Hueto PAPm:cnctemHo aptepumanHo HanAraHe, RAP >10 mmHg
N nHAekc Ha PVR >20 WU/m?, pokato 6MWD HsAMa NOTBbpAEHO
NPOrHOCTUYHO 3HayYeHue.

71.2. Tepanusa

B nepmatpuaTa nunceat paHJOMM3MPaAHW U3NUTBAHWA, KOETO
npasu TPYAHO Cb3AaBaHETO Ha TBbPAW Npenopbku.2"2%2 Mpe-
nopbuBa ce creundryeH TepaneBTUUYEeH aNropuTbm, NogobeH
Ha TO31 u3nonseaH npu Bb3pacTHu (Queypa 2). MNpepgnarat ce

CbLLIO PUCKOBU AETEPMUHAHTY 11 pUcKoBa cTpaTudukauma.’ CCBs
Ce V3M0NI3BaT NPU PECMOHAEPW, HO € 3afbIIKUTEIHO BHMATES-
HO HabnogeHMe, ThIl KaTO NPU HAKOW NaLMeHTN AbArocpoyHaTa
Tepanua e HeycnewHa. MokasaHyATa 3a enonpoCTeHoN ca no-
AOGHYM Ha Te3u Npu Bb3pacTHW. ONTUManHaTta 4o3a Bapupa cpeg
naumeHTUTE 1 3aToBa € HeobXoArMa UHAMBMAYaNr3aLma. 29329
Mma cboblyeHna 3a ynotpeba Ha i.v. uionpocT v TPENPOCTUHM,
KaKTO 1 Ha NOAKOXEH TPENPOCTUHUA.?> B HAKOW CTpaHU ce 13-
non3sea nepopasneH 6epanpocT, HO InncaTa Ha AoKasaTesncTea
33 epUKacHOCT e Npobsiem. MHXanaTopHUAT AONPOCT e TpyaeH
3a NPUNOXKEHNE, HO HAKOW Ny6AMKaLMK NoKa3BaT ePpUKacHOCT,
Haln-Beye B KOM6UHaLMA C Apyru Tepanuim.?*®

(dapMaKkoKMHeTMKaTa Ha 6OCEHTaH e OLeHeHa B [iBe Npoyu-
BaHMA.2%2% HAKONKO HEKOHTPONMPAHW MPOYYBaHUA Ca MoKa-
3an1 NO3UTUBHW PEe3yNTaTyi NOAO6HN Ha Te3n MpY Bb3PacTHU
c 1-roguwHa npexusaemoct okono 80-90%.%°% B Espona ce
npeanara neavaTpuyHa popma.?*® laHHuTe 3a ambpurceHTaH ca
OCKbAHW, @ B MOMEHTa Teue eiHO NPoyYBaHe.

CunpeHadun e nokasan edpukacHocT>® n e opobpeH B Es-
pona 3a NpuioXeHue Npu geua Ha Bb3pacT 1-17 roanHu. bes-
MOKONCTBO ByAM MOBMILIEHATa CMBbPTHOCT MNPU U3MOJ3BaHe Ha
BVCOKM [03V; MO Ta3u NpuUMHa, Npu Aeua He TpAbBa aa ce 13-
NON3BaT BUCOKW 031 (TPUKPaTEH AHEBEH NPUeM NpU BUCOKN
eAVHUYHU J031 cungeHadun He ce npenopbysa: >10 mg/nosa
npu TenecHo Terno 8-20 kg, >20 mg/go3a npu geua c Tenec-
Ho Terno >20 kg nnn >1 mg/kg/po3a npu neneHayeta v Masnku
feua).3o’

JaHHuTe 3a Taganadun cblo nokaseart edukacHocT;>%? B
MOMEeHTa Ce MpoBeXaa U3NUTBaHe 33 onpefensHe Ha cheuu-
duruHaTa [O3MpPOBKa Npu feua.

HapacTBal 601 neguatpuyHn NaumneHTy ca Ha KombrHnpa-
Ha Tepanus, BbNpeKun ye AaHHKTe Ca Bee olle orpaHnyeHn. 03

Crpaternnte 3a gekomnpecusa Ha RV BkniouysaT aTpuocen-
TocToMA,3%4 fyKTanHO CTEHTUPaHe B Cllyyai Ha nepcucTmpay
ductus arteriosus3> n xupypruueH wbHT Ha Potts.3% Mpepgnoxe-
HO € 1 TPAHCKATETbPHO Cb3faBaHe Ha Potts wbHT.3 benoapob-

Ta6nuua 23: MpenopbKu Npu neaMaTpuYHa NyaMoHan-
Ha XUnepToHuA

Mpenopbkn Knac® | HusoP NsT

Mpu negnatpuyHn naumeHTn ¢ PH
ce npenopbyBa M3MoN3BaHETO Ha
OMarHocTnyeH anroputbm 3a PH
C uen AnarHocTuKa 1 onpepenaHe
Ha creundmryHaTa eTMONOornYHa
rpynad

9,290

Mpn neanatpuyHn naumneHtn ¢ PH
ce npenopbyBa PAH-cneunduyeH 9
TepaneBTUYEH aJiIrOPUTHM

Mpu negnatpnuHn PH nauuveHTn 295,
TpAbBa fja ce Mma npeaBug Komou- lla 298,
HUpaHa Tepanusa 302

TpabBa fa ce MaT NpefBUA cnewy-
GUMUHY nefmaTpUuHN feTepMUHaH- lla 9,308
TV Ha pucKa

PAH = nynmoHanHa apTepuanHa xuneptoHus; PH = nynmoHanHa xunep-
TOHMA.

aKnac Ha npenopbKuTe.

PHuBo Ha gokasatencreeHoCT.

Y3TouHMK(LM) NogKpenAL (M) NpenopbKUTE.

dBusre lvy D et al J Am Coll Cardiol 2013;62(25):D117-D126.
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HaTa TpaHCMaHTaLMA ocTaBa BaXkHa onuumaA nNpu negnmaTpuyHmn
nauuneHTn c PH.

Mpu geuata Tpsa6Ba Aa ce npunarat cneunduyHn Lenn Ha
neyeHmeTo. HAKom OT TAX ca eKCTPanonMpaHn OT YCTaHOBEHN
puckoBy $pakTopy Npu Aela, HO BCe Olje ce HYXAAAT OT Basu-
Au3auns B roniemn KoxopTun.’ Hanocnegbk Kato TepaneBTnyHm
uenu 6sxa npuetn FC, TAPSE n NT-proBNP.308

MpenopbknuTe Npu neguaTpuyHn naumeHTn c PH ca papeHn
B Tabnuua 23.

7.2. TllynmoHanHa apTepuanHa
XUNepTOHNA CBbpP3aHa C BpoAeHn
CbpAeUYHM 6onecTy Npu Bb3pacTHN

PAH cebp3aHa ¢ CHD npu Bb3pacTHuM e BKtoYeHa B rpyna 1 Ha
KNMHWYHaTa Knacndurkauma Ha PH (Tabriuya 4) v npenctasna-
Ba MHOro XeTeporeHHa nonynauua oT nauueHTn. CneunduyHa
KNUHUYHa Knacudukauma (Tabauya 6) 1 aHaTOMUYHO-NAaTodu-
3monornyHa Knacudukauma (OHnadH maénuua Il) ca papeHn c
uen no-gobpo xapakTepusrpaHe Ha BCEKN KOHKPETEH MaLMeHT
¢ PAH BbB Bpb3ka ¢ CHD npu Bb3pacTHu.'>3%° Hakonko mandop-
Mauuu, KaTo nepcuctumpaly ductus arteriosus, mexaynpencbp-
[eH fedeKT TUM SiNUS VeNOoSsUS NN YacTUYEH aHOMasIEH APEHaX
Ha 6en10po6HM BEHN, OCTAaBaT YECTO HEPA3KPUTU 1 MALUEHTUTE
ce knacuduympat norpewwHo KaTto ctpagawy ot IPAH. C gpyru
OyMu, Te3n BPOAeHM aHoManuuy TpabBa fa 6baaT TbpceHn Haco-
yeHo. EnngemnonornyHuTe AaHHN OCTaBaT OCKbAHU, Tbl KaTo
He ca nNiaHMpaHM NPOoyYBaHMA 3a OLeHKa Ha YecTtoTaTa Ha PAH
npu Bb3pacTHU ¢ CHD, BbnpeKkun ye B efHO eBpONeNCcKo obcnea-
BaHe ce cboblasa yectoTa 5-10%.3'° MepcucTrpalloto nsnara-
He Ha MyJIMOHasiHaTa BacKynaTypa Ha MOBMIUEH KPbBOTOK MO-
paav CUCTEMHO-MYSIMOHANHN WbHHTOBE, KakKTO 1 Ha NMOBULLEHO
HanAraHe mMoxe Aa AoBefe [0 TUMWYHA MySIMOHaNHa 06CTPyK-
TUBHa apTepuonatua (MAeHTUYHa Ha Tasu Npu Apyru Gopmm Ha
PAH) posexpala go nosuweHo PVR. Ako PVR npunbamxun nnm
HaAXBbPJIM CUCTEMHOTO CbAO0BO CbrpoTusneHme (SVR), WWHHTHT
ce o6pwbla (crHapom Ha Eisenmenger).3"

7.2.1. [wnarHosa

KakTo e nokasaHo B Tabsuya 6, KNMHUYHATa KapThHa Npu Bb3-
pacTHM nauymeHTn ¢ PAH Moxe pa 6bae Hall-pasnmyHa. CuHa-
pombT Ha Eisenmenger e MynTUcncTemMHO HapylleHue 1 Haw-
TexkaTta ¢opma Ha PAH npu Bb3pacTtHu ¢ CHD. MpursHauute un
cMMnNTOMKTE Ha cMHApPOMa Ha Eisenmenger ca pe3ynTat oT PH,
HUCKaTa apTepuanHa O, caTypauua n xeMaTonoryyHuTe npome-
HW, BKNIOUYNTESNIHO BTOPUYHA epUTPOLMTO3a, TPOMOOLIUTONEHMSA
1 NoHAKOra neBKoneHus. Te BKNOYBAT ANCMHEs, yMOPAEMOCT 1
cnHkon. Mpwn nayneHTr ¢ PAH cebp3aHa ¢ CHD npu Bb3pacTHr
6e3 06pblyaHe Ha WbHTA CTEMEHTA Ha LiMaHo3aTa 1 epuTpoLm-
To3aTa Moxe fja 6bAe neka Ao ymepeHa. MaymeHTnTe C CUHAPOM
Ha Eisenmenger morat ga nmat 1 XxemonTu3a, MO3byHO-CbAO0-
BM WHUMAEHTM, MO3bYHM abcuecy, KoarynaumoHHU aHoOManuu
1 BHe3anHa cMbpT. Jlnua cbe cnHgpoma Ha Eisenmenger nmar
HamaneHa NPoABb/IKMUTENTHOCT Ha XXMBOTA, BbMPEKN Ye MHOro OT
TAX NPEeXMBABAT A0 TPeTaTa UM YeTBbpTaTa CU ieKaja, a HAKO
[IOpV MPeXnBABaAT 1 10 ceamaTa cv gekaaa.’’? Mpu nauveHTn
BNe3nM B NUCTaTa 3a 6enogpobHa nnmn cbpaeUHo-6enoapobHa
TpaHCnnaHTaumsa, No BPeMEeTO KOrato He e UMasio MeauKameH-
TO3HO NleyeHune, CMHAPOMBT Ha Eisenmenger e nokassan no-go-
6pa npexuaemocT oT IPAH, ¢ 3-roguiuHa npexnesemoct 77%,
3a pasnvika ot 35% npw HenekysaHa IPAH.3'3 B ckopoluHo npo-
yuBaHe BbPXY PasnnUYHM KANHWYHK rpyna oT nauymeHtn ¢ PAH

cBbp3aHa ¢ CHD (Tabnuya 6), Har-nowa NpexxmMBaeMocT e buna
HabnofasaHa npu naumeHTn ¢ PAH cnep Kopekuus Ha gedekt
WM C Manku/cnydanHu aepekT cnpamMo nauneHTn CbC CUHA-
pom Ha Eisenmenger nnu Te3n ¢ npeobnagaBawiyi CMCTEMHO-
nynmoHanHu woHTtose.>™ MNMogobpeHaTta NpeXnBAEMOCT MOXe
[a ce AbJIKM Ha CbXxpaHABaHe Ha RV ¢yHKumA, Tbi KaTo RV He
npeTbpnsABa PemMoaenvipaHe nNpy pakaaHeTo 1 ocTaBa xunep-
TpoduruHa.3’> RV ce oTbpemeHsBa OT AACHO-NEBUA WHHT Nof-
AbpXKanku cbppeyvHus aebut (CO) 3a cmeTKa Ha XMMOKCEMUA 1
uMnaHosa.

OT BCuykm naumeHtTn ¢ CHD, Te3m CbC CMHOPOM Ha
Eisenmenger ca ¢ Hali-TeXXKO KOMMpPOMEeTMpPaHa NMOHOCUMOCT
KbM GU3NYECKUN HaToBapBaHuaA. 314316

MauuneHTtute ¢ CHD (0cobeHo Te3n 6e3 WHbHTOBE) MOraT Aa
pa3suaT n PH gbnxawa ce Ha LHD (rpyna 2, Tabiuya 4) vnm npu-
Apy»xaBawy 6enofpobHu 6onectu (rpyna 3, Tabauya 4). B Te3n
Cylyyam ce npenopbyBa NoapobHa ANarHOCTUYHA OLEHKA, KAKTO
€ NoCoYeHo B Touka 7.1.1.

7.2.2. Tepanua

Mpw naumeHTN c NnpeobnagaBaLlo CUCTEMHO-MYIMOHAMHO WbH-
TUpaHe TpAbBa ga ce obcban onepabunHoctTa (Tabauya 6).
Ha 6a3aTa Ha AaHHM OT HanuyHaTa nuUTepaTypa ce npepnarat
KpUTEeprM 3a 3aTBapAHe Ha LUbHTA Bb3 OCHOBA Ha yCTaHOBe-
HoTo PVR (Ta6nuya 24).37-31° JonbAHUTENHN KpUTEpUM Ca BUL,
Ha pedekTa, Bb3pacT, oTHoweHms PVR:SVR 1 Qp:Qs.3?° Jlunceat
NPOCNeKTUBHMN AaHHW 3a Non3aTta OT Ba30pPeakTUBHO TecTyBa-
He, TeCT C BPEMEHHO 3aTBapsHe unn 6enogpobHa Gruoncma 3a
npeueHKka Ha onepabunHocTTa.32° XvpypruuHa nam nepKyTaH-
Ha Hameca e NPOTMBOMOKa3aHa Npu NauneHTN CbC CUHLPOM Ha
Eisenmenger syndrome 1 Hali BepoATHO e 6e3nonesHa npu na-
LMeHTU € ManKku/cnyyainHn gedekTu.

CrpaTernsaTa Ha Me4nKaMEHTO3HOTO JSleYeHne Npu NauneHTn
¢ PAH cBbp3aHa ¢ CHD 1 no-cneymanHo npu nmua CbC CUHAPOM
Ha Eisenmenger ce ocHOBaBa MM1aBHO Ha KIMHUYHWA ONUT Ha
eKCnepTy, a He Ha oduumanHm gokasartencrsa.’!’ Mpegnara ce
cneymnduueH nevebeH anroputbm.3°

MauveHTtn ¢ PAH cBbp3aHa c CHD TpA6Ba Aa ce nekysaTt B
cneyvanusnpaHn LeHTpoBe. BaxkHy acnekTu Ha nmogxopa ca
obyuyeHune, NPOMsAHa Ha HaBMLUTE 1 OCb3HaBaHe Ha NOTeHLMan-
HUTE MeAVLNHCKN pUCKOBK GakTopu.

MauyneHTn ¢ PAH cBbp3aHa ¢ CHD morat ga noka<at Bno-
WaBaHe Mpu pPasnnyHM obCTOATENCTBA, HaNnpUMep MO Bpeme
Ha HeCcbpheuHa XMpyprua n3nckealla obua aHecTesns, Aexmns-
paTtauus, 6enofgpobHN MHPEeKUMM 1 NpU FrofAamMa HagmopcKa
BMcounHa. lMNpenopbuBa ce fa ce M3bArBaT TeXKN GpU3Myeckm
HaTOBapBaHWA, HO JIEKMTe HAaTOBapPBaHWA U3rNexaa ca NonesHu.
BpemeHHOCTTa e CBbpP3aHa C MHOIO BUCOK PUCK 1 3a MalikaTa, 1
3a nnopa v Tpabea Aa ce pasybexaasa. [1o Ta3m npnumHa edek-
TUBHATa KOHTpaLenuua e 3agb/ixutenHa. MNpun nauneHTn npune-
Mawm ERAs e nokasaHa fBOMHa KOHTpaLenuua, nopagn B3au-
MOAENCTBMETO CbC CPeCTBa Ha 6a3aTta Ha MPorecTepoH.

dbnrocpourata O, Tepanusa Moxe fa Nogodpn cMMNToMa-
TUKATa, HO He e JOKa3aHO, Ye NPOMEHA MPEXNBAEMOCTTA, OCO-
6eHo KoraTo ce npoBexaa camo npes HowTa."”? Ynotpebara Ha
ponbaHuTenHa O, Tepanua ce NpenopbyBa B ClyYauTe, KOrato
BOAM [10 TPalHO NoBuWeHne Ha apTepuanHata O, caTypauus u
obnekyaBaHe Ha CMMMTOMATUKaTA.

MpunoxeHneTo Ha MepopanHO aHTUKOArynaHTHO feye-
HMWe Npu cCUHAPOM Ha Eisenmenger e npoTMBOPEUMBO: Cb-
obLaBa ce 3a BUCOKa YecToTa Ha Tpombo3a Ha PA 1 nHcynrt,
HO MMa U MOBMILEH PUCK OT Xemoparum u xemontusa.??! He
CbleCcTBYBAT U3BOAM MO TO3M BbNPOC U MO Ta3un NpUYmMHa He



36

Mpenopbkn Ha ESC

Ta6nuua 24: MpenopbKu Npyn BpoAeHU CbpAe4HMN 6one-
CTN CBbp3aHM ¢ NnpeobnagaBaln cUCTem-
HO-NYJ/IMOHAJ/IHU WWbHTOBE

Mpenopbkn
a b C
PVRi PVR Kopuru- | Knac® | Huso®™ | Ust
(WU - m2) (Wu) pyem?
<4 <23 lla 317
>8 >4.6 He 317
MHansn-
ayanHa
OLleHKa Ha
4-8 2.3-46 nauneHTa 317
B Creuua-
nusnpad
LeHTbpP

PVR = nynmoHanHo cbaoBo cbnpoTmeneHune; PVRi = nHaekc Ha nynmoHan-
HO cbAoBo cbnpoTtusnerHne; WU = eguHmum Ha Wood.

aKnac Ha npenopbKuTe.

PHuBO Ha goKa3aTeNncTBEHOCT.

“U3TouHMK(LM) NoaKpenALL(M) HUBOTO Ha JOKA3aTe/ICTBEHOCT.

dC xupyprua nn nHTpasackynapHa nepkyTaHHa npoveaypa.

MOraT Aia ce HanpaBAT OKOHYaTeNHN NpenopbKu. NepopanHo
AHTUKOArynaHTHO feyeHne Moxe fa ce o6Cban Npu naymneH-
TV c TpoMb603a Ha PA, 6enesn Ha cbpfeyHa HefOCTaTbYHOCT 1
NUMCBaLLA UK CaMo fieka xemonTtusa.3?!

BropuuHaTa epuTpounTo3a e HeobxofMMa 3a TpaHCnopT
1 [OCTaBKa Ha [OCTaTbuHO KonmyecTBo O, n TpsAbea aa ce
n3barea pyTnHHa ¢neb6otomumAa. AKO ca Hanuue CMMNTOMMU
Ha XunepBucKo3mnTeT, TpAGBa fa ce Hanpasu dneboTomus c
eKBMBaJIeHTHO obemo3amecTBaHe, OOMKHOBEHO KOrato xe-
MaTOKpUTDBT e >65%. [penopbyuBa ce KOpeKUnA Ha xKene3Hna
aeduuymnT. JInnceaTt crypHn faHHW nogkpenawm ynotpebara
Ha CCBs npu nauymeHTn CbC CMHAPOM Ha Eisenmenger , a em-
nupuYHoOTO npunoxeHue Ha CCBs e onacHo 1 TpA6Ba Aa ce
n3bnarea.

Mma egHo RCT cbe cneuynduyHa meankaMeHTO3Ha Tepa-
nuA Npy NaumneHTn cbe cMHApPoMm Ha Eisenmenger: B Hero 60-
ceHTaH nogobpasa 6MWT n noHmxaBa PVR npu nauueHTu ¢
WHO-FC Ill cnep16-cegmnyHo neyeHune. Bonpeku 6naronpu-
ATHUA ePeKT Bbpxy paboOTHMA KanauuteT M KayecTBOTO Ha
XKMBOTa B Ta3u rpyna, epekTbT BbPXy CMbPTHOCTTa OCTaBa
HecurypeH.??® gbarocpouHoTo npocneassaHe (40 ceamuum)
€ rokasaso noctosHHo nogobpenue.3?? MoHactosAwem B Es-
pona 6oceHTaH e ogobpeH 3a ynoTpeba Npu NaUMeHTN CbC
cnHapom Ha Eisenmenger 8 WHO-FC III.

Onwutute c gpyrn ERAs3?3 n PDE-5is cungeHadun® u taga-
nadun3?* nokasear 6naronpuATHN GYHKLUOHANIHN I XEMOLM-
HaMW4HM pe3ynTatu npu nauneHTn ¢ PAH cebp3aHa c CHD n
cnHapom Ha Eisenmenger.

Mpw naumneHTn cbe cmHApom Ha Eisenmenger ce cbobuya-
Ba 3a ynotpeba Ha i.v. enonpocTeHon ¢ bnaronpuAaTHN edpek-
TV BbPXY XeMOAUHaMMKaTa U paboTHMA KanayuTeT, Bbnpeku
ye LeHTpasnHMTe BEHO3HW MbTHLa U3narat naymeHTa Ha puck
OT MmapagokcaneH em6onnsbm 1 cencnc.??*> Hama paHHu 3a
ynotpeba Ha pyru NnpocTaHoOWAN.

Manko ca nybnukyBaHUTe [aHHU BbPXY KOMOWHMpaHa-
Ta Tepanud, HO OCHOBAHUATA 3a HeA Ca CblyUTe, KaKTo Mpu
IPAH.27314 YnoTtpe6aTa Ha Tepanusa Ha PAH 3a gocTuraHe Ha

KpuTepumuTe 3a onepabunHoct Ha PAH no3BonsBawm Kope-
KUMA NPU CUCTEMHO-NYNIMOHANHN CbPAEYHOCHAOBYU LWHHTOBE
(Tabnuya 24) (KoHuenuuATa ,NeKyBali, 3a fja 3aTBOPKLL”) He Ha-
MUpa NOAKPena B HANIMYHUTE JaHHN.

TpaHcnnaHTaumaTa cbpue-6an gpob nnm 6enoapobHaTa
TpaHCMIaHTauma B KOMOUHaLMA CbC CbpAeyHa onepauyusa e
onuma B cneunduyHmn ciyyam Ha pePppakTepHOCT KbM Me-
AVKAaMeHTO3Ha Tepanus, HO Te Ca OrpaHMYEHN OT opraHHaTa
HaNMYyHOCT. KpaTKoCpouHaTa M ABAroCcpoYHaTa npexusae-
MOCT cJiefl TPaHCMIaHTauusa cbpue-6sn 4pob e nogobHa Ha
Tasu npu apyrn ¢opmm Ha PAH. MporHo3mpaHata no-Abira
NpeXmnBAemMocCT NPU NayMeHTn CbC CMHAPOM Ha Eisenmenger
npaBu TPYAHO PELUEHVETO Janu 1 Kora nauveHTsT Aa 6bae
BKJIIOYEH B nncTaTa.>%?

MpenopbkuTe npu PAH cBbp3aHa ¢ CHD ca papexu B Tab-
nuya 25.

Ta6nuua 25: MpenopbKu Npn NyIMOHaNHa XUNepToHnA
CcBbp3aHa Cc BpoAeHU CbpAe4HN 6onectn

Mpenopbku Knac? Huso UsT

BoceHTaH ce npenopbyBa Npu na-
umeHtn B WHO-FC Il cbc cuHppom
Ha Eisenmenger

200,
322

Opyrn ERAs, PDE-5is n npoctaHo-
nan Tpabea Aa ce umat npeasuA
npy NauWMeHTN CbC CUHAPOM Ha
Eisenmenger

223,
314,
323,
324

Mpw nunca Ha 3HauYMM KPbBOXpPaK,
npu naumeHTn ¢ Tpombo3a Ha PA
VAV Npu3HauM Ha CbpAeyHa He-
AOCTaTbYHOCT MOXe Aa ce 06Cban
JleyeHune C nepopasHu aHTuKoary-
naHTH

YnoTtpe6a Ha AonmbiaHUTENEH O,
TpA6Ba fa ce UMa NpefBuA B Cny-
YyauTe, MPU KOUTO TA BOAM AO MO-
CTOAHHO MOKayBaHe Ha apTepuan-
HaTa O2 caTypauusa n HamansaBaHe
Ha cMMnTOMaTuMKaTta

179

AKO MMa Npu3HaumM Ha Xunepsuc-
Ko3uTeT, TpsabBa fJa ce ob6cbau
¢dnebotommua c n3006eMHO 3a-
MecTBaHe, OBMKHOBEHO KoOraTto
XeMaToKpuUTbT e >65%

183

Ynotpe6a Ha LOMbJIHUTENHO ne-
YeHue C XKena30 Moxe fja ce 06Ch-
LV MPY NALUEHTM C HUCKW Myia3me-
HY HVBa Ha bepnTuH

184

KombuHmpaHa nekapcTeeHa
Tepanua Moxe fa ce obcban
npn NauMeHTU CbC CUHAPOM Ha
Eisenmenger

207,
314

Ynotpeb6a Ha CCBs He ce nperno-
pbuBa MpY NaLMEHTU CbC CUHA-
pom Ha Eisenmenger

189

CCBs = kanumesu aHTaroHUcTn; ERAs =eHfjoTenvH-peLienTopHM aHTaro-
Hucty; O, = kucnopog; PA = nynmoHanHa apTepus; PDE-5is = docdoamec-
Tepasa Tmn 5 uuxnbutopu; WHO-FC = pyHKumoHaneH knac no C30.
AKnac Ha npenopbKuTe.

PHuBo Ha gokasaTencTeeHoCT.
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7.3. TynmoHanHa apTepunasnHa
XUNepTOHNA CBbp3aHa CbC
CbeANHUTENHO-TbKaHHM 6onecTtun

PAH e pobpe no3HaTo ycnoxHeHusa Ha CTDs, kaTto SSc, cucTte-
MeH nynyc eputemartosyc, cmeceHa CTD u B no-manka cteneH
peBMaToOMaEH apTPUT, AEPMATOMMNO3UT U CUHAPOM Ha arthritis,
dermatomyositis and Sjégren.3?>-32° PAH cebp3aHa ¢ CTD e BTO-
puAaT no yectota Tn PAH cnep IPAH B 3anagHuTe cTpanin.'® SSc,
0CO6EHO OrpaHNYeHUST 1 BapuaHT, e rnaBHaTa CTD cBbp3aHa ¢
PAH B EBpona n CALL (cnctemHMAT nynyc eputematosyc e no-
yecT B A3uA).32>327 YecToTata Ha XeMOAMHAMUYHO [iOKa3aHaTa
npekanunapHa PH B ronemu KoxopTy OT nauueHTn ¢ SSc Bapu-
pa oT 5 Ao 12%.46:32>330.331 Mpyu Te3n nauneHT PH moxe ga ce
cbueTae ¢ MHTeCcTUUManHa 6enogpobHa 6onect nnn ga 6bae
pe3ynTaTt OT M30AMpaHa MyfMoHanHa cbfoBa 6onect, KoATo
MOXe fa 3acerHe npekanunAapHute aptepuonu (PAH) n noctka-
nunapxute BeHynu (PVOD).326332 lonbnHntenHo, Moxe Aa e Ha-
nnue NysIMOHasHa BEHO3HA XUMNePTOHWA rpyna 2 B pe3ynTaT Ha
LHD.76:326:333 Mo Ta3m npuymHa e 3aab/IXKMTESHO [1a Ce onpeaenm
KOW e OeNCTBaLMAT MeXaHM3bM, Tbll KaTo TOW AUKTYBaA neve-
HMEeTO B YCIIOBUATA HA MHOTOKOMIMOHeHTHa 6onecT.

7.3.1. [OunarHo3sa
B cpaBHeHune c IPAH, nauyneHtute ¢ CTD n PAH ca npegnmHo
»KeHM (OTHOLeHMe KeHn:MbXKe 4:1), No-Bb3pacTHU (CpefHa Bb3-
pacT Npu NocTaBaAHe Ha AuarHosaTa >60 roguHu), morat fa nmat
NpVApY»KaBaLim HapyLweHus (MHTepcTUmanHa 6enogpobHa 60-
necrt, LHD) 1 nmart no-KpbTKa npexnssaemocrt.326:330.334-336 Heko-
PUrMPaHKAT PUCK OT cMbPT Npn SSc-PAH B cpaBHeHue ¢ IPAH e
2.9, a npeAnKTOpUTE Ha KIIMHNYHNWA N3XOZ Ca Hal-06LLl0 CblyuTe,
KakTo npw IPAH.336 CumntommnTe 1 KIIMHYHATA KapTUHa Ca MHO-
ro cxogHu ¢ IPAH, a npu oTAenHn nauyneHTy C nocTaBeHa Ava-
rHo3a IPAH ¢ nomowta Ha UMYHONOTrMYHM CKPUHUHTOBU TECTOBE
MoOXe da ce npgeHTuéduumnpa acouumnpara CTD. TomorpadusTa
Ha rPbAHMA KOLI C BMCOKa pe3ontounsa cnocobcTBa 3a ycTaHo-
BABaHe JajM MMa acouuupaHa UHTepcTuumanHa 6enogpobHa
6onect n/unn PVOD.326332337 i3onmpanarta peaykums Ha DLCO
€ yecTa HaxofKa npw SSc cebp3aHa ¢ PAH.327338

MpenopbuBa ce exokapanorpadpusa B MOKON KaTo CKPUHUH-
roB TecT npu 6e3cCMMNTOMHU MaumMeHTn cbC SSc, nocnefBaHa
OT eXXEerofieH CKPUHWHT ¢ exokapauorpadusa, DLCO n 6buomap-
kepu.3%> B npoyusaHeto DETECT ce npenopbuBa AByCTENEHEH
KOMOUHMPAH CKOp 3a CeNleKUKMA Ha NaureHTy, Npy KOUTo Tpsbea
Aa ce Hanpasu RHC.37 CneuuduyuHn npenopbKy 3a CKPUHUHI/
paHHa AMarHoOCTVKa ca gapeHn B OHatiH mabnuya IX. OTHowe-
HMETO LeHa-epeKTUBHOCT Ha Te3n CTpaTeruy He € CPaBHEHO
C TOBa MpW MOAXOAA OCHOBaH Ha cMMMNTOMaTuUKaTa. Exokap-
avorpadus ce npenopbyBa MPU HaUuMe Ha CUMMTOMATMKA
npw apyru CTDs. Kakto 1 npu gpyrute dopmmn Ha PAH, RHC ce
npenopbyBa NPU BCUYKM Cilyyamn Ha cycnekTHa PAH cBbp3aHa
c CTD c uen noTBbp»AaBaHe Ha AmarHosaTa U U3KJYBaHe Ha
NeBOCTPaHHa CbpAeyHa 6onecT.

7.3.2. Tepanusa
JleyeHmneTo npu nauneHTn ¢ PAH cebp3aHa ¢ CTD e no-cnoxHo
ot ToBa npu IPAH. MNMpwn nayneHTn ¢ PAH cBbp3aHa cbC cnctemeH
nynyc eputemato3syc unu cmeceHa CTD nmyHocynpecmnsHara Te-
panus KoMOrHMpaLla FKOKOPTUKOCTeEpouamn 1 umknodocoa-
MU MOXe fia 1oBefie A0 KIIMHNYHO nofobpeHue.33?
[bnrocpoyeH 6naronpuaTeH oTroBop KbM nevyeHne ¢ CCB
ce Habnogaea B <1% ot cnydaute.'®® Mpu SSc oTHOWeHWETO

pUCK:NON3a Ha nepopasnHaTa aHTMKoarynaumsa B AbJrocpoyeH
nnaH e no-HebnaronpuATHO, oTKonKoTo npu IPAH, nopaan no-
BULLEH XeMOparunyeH puck.'”

JNeueHueTo Ha nauneHTn ¢ PAH npu CTD Tpabsa aa ce npu-
AbpXKa KbM CbLMA TepaneBTUYEH anropntbm, Kakto npu IPAH
(Queypa 2). Taszn npenopbKa ce 6a3npa Ha PpaKTa, ye B MOBEYETO
ronemmnte RCTs foBenu o perynatopHo ofobpeHne Ha Tepanu-
ATa npu PAH, BKNOUMTENHO 1 Te3n C KOMOVHMpPaHaTa Tepanus,
ca 6unu BktoveHn naymeHTn ¢ CTD.

Moarpynos aHanu3 npu NaumeHTn cbe SSc BkntoveHmn B RCTs
npoBefeHn ¢ 60CeHTaH, MaunTeHTaH, cungeHadun, puouuryat
N NOAKOMXEH TPEeNPOCTMHWI ca NoKasanu 6naronpuaTHU edek-
TU. B HAKOM OT Te3n M3NWTBaHWA BefMYMHATa Ha OTroBopa B
nogrpynata ¢ PAH npu CTD e 6una no-HUCKa, OTKONKOTO Npwu
IPAH.340 U360pbT Ha Tepanua 3a PAH B ycnosumaATa Ha SSc ¢ He-
roBata reHepanusvpaHa MUKpoaHruonaTus TpabBa fa B3eme
npeaBua ApYyru CbAOBY yBPeXAaHWUA, KaTo HacToAwm/npeKkapa-
HW A3BW Ha NpbCTUTE.

Wma paHHK, ye nMpoabKMTeNnHaTa Tepanua ¢ iv. enonpo-
cTeHon e nopobpuna paboTHYA KanauuTeT, cMMATOMaTUKaTa u
xemoguHamyiKata B 3-meceuro RCT npm SSc-PAH.22 Bee nak, pe-
TPOCMNEKTUBHUAT aHanM3 nokasea no-gobbp edekT Ha iv. eno-
NPOoCTeHON BbpXy npexusaemoctta npu IPAH, oTkonkoto npu
SSc-PAH. ToBa MOXe, NOHe 0TYACTK, Aa Ce Ab/IKN Ha NpUAPYXa-
BaLLMTe CbCTOAHUA, KaTo KapAMOMyIMOHaJTHO yyacTue.

SSc He TpsGBa fa ce NpremMa a priori 3a NPOTMBOMNOKa3aHne
3a 6enogpobHa TpaHcnnautauua. 34 Mpenopbysa ce mynTu-
ANCUMNIVHAPEH NOAXOA 3a ONMTUMM3MPaHe Ha JleYeHUeTo npu
naumeHTn Cbe SSc npeau, No Bpeme Ha u cieg xmpyprms.4! Mo-
KasaHuATa U NPOTMBOMOKa3aHMATa 3a TPaHCMNaHTauma Tpabsa
Ja ce CbobpasAT CbC cneundnyHMTE 0CO6EHOCTM Ha SSC CbC
cneumaneH akLeHT BbpXY raCTpOVMHTECTUHaNHNUTE (racTpo-e30-

Ta6nuua 26: MpenopbKu Npu NyJiIMOHaNHa apTepuanHa
XUMNEepTOHNA CBbp3aHa CbC CbeANHUTEN-
HO-TbKaHHM 6onectn

Mpenopbku Knac® Hueo® UsT

Mpw naymeHTn ¢ PAH cBbp3aHa cbe
CTD ce npenopbyBa CbLMAT Tepa-
NeBTMYEH anropuTbMm, KakTo npwu
nauneHTn c IPAH

46

Exokapauorpadua B mnokon ce
npenopbyBa KaTo CKPUHWHIOB
TeCT Npv 6€3CMNTOMHU NaLMEeHTN
CcbC SS¢, nocneaBaHa OT eXeroaHu
KOHTPONIHU  exoKapauorpaduu,
DLCO 1 6riomapkepmu.

46

RHC ce npenopbuBa npu BCUYKM
cnyyam Ha cycnektHa PAH cebp3a- 46,327
Ha cbc CTD

MepoparnHa aHTUKoarynauus moxe
fa ce obCcban Ha MHAMBUAYanHa b 175,
OCHOBa M MNPV Hanuuve Ha npep- 339
pasnonoxeHve KbM Tpombodunna

CTD = cbeguHuTenHo-TbkaHHa 6onect; DLCO = andy3noHeH Kanauu-
TeT Ha 6ennTe apoboBe 3a BbrnepogeH MoHokcug; IPAH = ngronaTtnyHa
nynMOHanHa apTepuanHa xunepToHus; PAH = nynmoHanHa aptepuanHa
xunepoTtHus; RHC = pgAcHa cbppeuyHa KateTepusaums; SSC =cuctemMHa
cKneposa.

dKnac Ha npenopbKuTe.

PHuBo Ha [lOKa3aTeNICTBEHOCT.
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dareanHa pednykcHa 60nect u UHTeCTUHaNHa 605ecT), Cbpaeuy-
HUTE, 6bOPEYHINTE N KOXKHITE NPOABMU.

MpenopbkuTe npu PAH cBbp3aHa ¢ CTD ca gapeHn B Tabsiu-
ya 26.

7.4. TllynmoHanHa aptepunasnHa
XUNepToOHNA CBbp3aHa C nopTasHa
XnepToHNA

PAH cBbp3aHa C mopTanHa XMnepToHUA YyecTo ce 0603HayaBa
kaTo PoPH. ToBa cbcToAHME He TpA6GBa Aa ce 6bpKa C xenaTonyn-
MOHaNHNA CUHAPOM, KOWTO Ce XapakTepur3npa c abHoOpmHa nyn-
MOHasiHa BasoAmnatauusa 1 xunokcemms.>*? Bce nak e Bbamox-
HO MPUMOKPMBaHe Ha ABeTe cbCToAHKA.>* KakTo npegnonara
HanMmeHoBaHueTo, POPH e cBbp3aHa ¢ Hannuve Ha noprasnHa
XVMNEPTOHUA, KOATO He BKIIOYBA HEMPEMEHHO Hanmnume Ha yep-
HoapobHa 6onect. Bce mak, Tbil KaTto YepHoppobHaTa Lmpo3a
e npeobnafasallarta NPUUYNHK 3a NopTanHa xuneptoHus, PoPH
ce cpelya Hall-yecTo Npw NauueHTn ¢ umposa. MpnbnmsntenHo
1-5% OT NauueHTMTE C NOPTaiHa XUNEPTOHKA pa3euBat PAH,344
a PUCKbBT M3rnexaa Ao roffaMa cteneH He3aBMCMM OT eTUONOo-
rmATa Ha YepHogpobHaTa 60NecT 1 OT HapyLIEHNETO Ha YepHO-
Apo6HaTa GyHKLMA. 3 Bbnpeky ye ca ONMCcaHy HAKOW reHeTny-
HU dakTopw, 34 natoreHeTMYHaTa BPb3Ka Mexay nopranHa n PH
oCTaBa HeAcHa.

7.4.1. [unarHosa

Mo npuHUMA, Npu3HauuTe n cumntTommuTe Ha PoPH ca nogo6Hu
WA MAEHTMYHM Ha Te3n Npu noseveTo Apyru popmm Ha PAH,
KaTo rMaBHOTO OMNJiakBaHe e Nporpecupalia AuCnHes nNpu ycu-
nue. KnuHnyHaTa KapTrHa mMoxe fa 6bhe 3ambriieHa oT Hanu-
UMeTO 1 TEXECTTa Ha NoAasiexallaTa yepHogpobHa 6onect. Au-
arHOCTMYHATa OLEeHKa CrnefBa CblyuTe NPernopbKy, KakTo npu
apyru dopmu Ha PH, Ho TpabBa aa ce uma npeasua, Ye efHo-
BPEMEHHOTO CbLUeCTByBaHe Ha nopTanHa xunepToHma n PH He
0O3HauyaBa HeMpemMeHHO, Ye Te3n naumeHTn ctpagaT ot PoPH.344
Heobxoavma e nbiHa gnarHocTuka, BknountenHo RHC, ¢ uen
Ja 6bJe npeLeHeHa TexecTTa Ha 6onecTTa, XeMOAVHAMUYHNUAT
npodun n Apyru NoTeHUMaNHN NpuYnHK 3a PH, BKnountenHo
6enoapo6bHn 6onectr, LHD nnu xpoHnyHa Tpomb6oem60myHa
6onecr. MayueHTuTe ¢ PoPH Kato rpyna nokassaT TeHAeHLUA
KbM no-sucok Cl n no-Hucko PVR ot naumeHTtn ¢ IPAH,3# Ho nma
LUIMPOKO NPUMOKPUBaHe.

7.4.2. Tepanua
JleTanuteTsbT Npy nauyneHtTn ¢ PoPH e noHe TonkoBa ronsam,
KonkoTo npu IPAH34348 1 Te3n naymeHTn Tpsabea ga 6baaT Ha-
COYEHU KbM Creunan3npaHm LEHTPOBE 3a eAHOBPEMEHHO fe-
yeHue Ha PAH n uepHoapo6bHm 6onecTu. Mo NpuHUMM, neveHve-
TO cnefBa obwmTe npasuna 3a gpyru ¢opmu Ha PAH, Ho uma n
BaXKHU cbobpakeHus. MauneHTn ¢ PoPH nmaT yecto noBuLleH
XeMoparmyeH pUcK 1 aHTUKOArynaHTMTe Mo NPVHLUMM He ca Mno-
KasaHu npu Tax. beTa-6nokepunTe, KOUTO Ce M3MON3BAT YECTo 3a
NMoHMKaBaHe Ha NOPTaNIHOTO HanAraHe, TpA6Ba Aa ce n3bareart
npv naymenTn ¢ POPH, Tbin KaTo Te BowaBaT XxeMoAUHaMMKaTa
1 GU3NYECKITE Bb3MOXHOCTY NPU Te3n naunueHTn.>*
MauunenTute c PoPH ca n3kniousaHu ot noutn Bcnuku RCTs B
obnactTa Ha PAH (c n3kntouyeHre Ha npoyuBaHeTo PATENT, KoeTo
1 Bkounnol3 naumeHtn ¢ PoPH). EQnHnyHM cnyyam nokassar,
ye ERAs, PDE-5is, sGC cTumynatopu n npoCcTauuKkINHOBM aHa-
no3u morat fa 6baT M3Non3BaHN NPY Te3n naumeHTrn,?14350-356
ToBa BKJIOUBA MOTEHLMANHO XENaTOTOKCUYHU NIeKapCTBa, KaTo

6oceHTaH, HO TPsIbBa [1a Ce OTOenexu, Ye ToBa BELLECTBO MO-
Ka3Ba TeHAEHLMA KbM aKyMynvpaHe Npv NauMeHTn C TeXKO Ha-
pyleHa yepHoapobHa ¢yHKuus (T.e. Child-Pugh knac B n C).3%¢
Mo-HoBM ERAs (ambpuiceHTaH, MaUUTEHTaH) UMAT TEOPETUYHO
npeanMCTBO Hag 6OCEHTaH, Tbii KaTo PUCKBT OT JieKapCcTBeHa
uepHOAPO6HA TOKCUYHOCT € Mo-HNUCBK,'¥4201357 Ho neeTe cpepn-
CTBa He Ca OLEeHeHN CUCTeMHO npu nauneHTn ¢ PoPH.
Hannuveto Ha PH Mma ocobeHo 3HauyeHvie Npu NauueHTn
nomnexaly Ha yepHoapobHa TpaHcnnaHTauma.>>8 Jlekata PH
C HOpPMaHo UK Noytn HopmanHo PVR npu Hannume Ha BUCOK
cbppaeyeH ebut (CO) 06MKHOBEHO ce NMoHacsA Aobpe 1 nokasea
TeHAEHUVMA KbM 06paTHO pa3BuTUe Crief TpaHcnnanTauma.3>° Ot
apyra ctpaHa,PAH e ngeHTnéduumnpaHa Kato ronam puckos pakx-
TOp Npuv YepHoApo6Ha TpaHcnnaHTaums. B cepua ot Mayo Clinic
CMBPTHOCTTa e 6una 100% npu naureHtTn ¢ PAPm =50 mmHg
n 50% npw nauymeHtn ¢ PAPm mexay 35 n 50 mmHg n PVR
>250 dyn.s.cm-5.3* Mo Ta3u NprumHa, NaumeHTn OLeHABaHM 3a
yepHoapobHa TpaHCNNaHTauus TpAabBa fa 6bAaT uscnenBaHu
3a npu3Haum Ha PH, gaxe n npu nunca Ha CbOTBETHU KIUHNY-
HU cumnToMn. B MnHanoto 3HaunTenHata PAH ce cumTtawe 3a
NPOTUBOMOKAa3aHUe 3a YepHOAPOOHA TpaHCMIaHTaUusA, HO efu-
HUYHM CbOOLLEHMNS MNOKa3BaT, Ye NPeaBapUTESTHOTO leyeHmne Ha
Te3n naumeHTn ¢ nekapcTea 3a PAH moxe ga nogo6pwu nsxopa

Ta6nuua 27: Mpenopbku 3a NyiMOHanHa apTepuasniHa
XMMEPTOHNA CBb3aHa C MOpTasHa xunep-
TOHMA

Mpenopbku Knac? HuBo nsr

Mpn CcMMNTOMHW NauneHTn ¢ yep-
HogpobHa 6onect wav nopTanHa
XVUNEPTOHWA W NPU BCUYKN KaHAN-
faTn 3a YepHOAPOGHa TpaHCMNaH-
TaumA ce nNpenopbyBa exoKapano-
rpadcka oueHKa 3a npusHaum Ha PH

344

MpenopbuBa ce naumeHtTn c PAH
CBbp3aHa C nopTasiHa X1nepToHnA
[la ce HacoyBaT KbM LieHTpOBe Cre-
LuManM3nMpaHn B NeYeHneTo U Ha
ABETE CbCTOAHUA

344

MpenopbyBa ce 1 Npy NaLUEHTU C
PAH cBbp3aHa ¢ nopTtanHa xunep-
TOHVA fa ce npunara neyebHUAT
anropuTbm npefHasHayeH 3a na-
uneHTn ¢ apyru ¢opmm Ha PAH,
KaTo ce OTuMTa TexecTTa Ha uep-
HoppobHaTta 6onect

214,
350-356

AHTUKOarynauua He ce npenopby-
Ba Npw naumeHTn c PH cebp3aHa ¢
nopTasHa XvnepToHna

365

YepHogpobHa  TpaHcniaHTauua
MOXe fia ce 06CbKAa Npu U3bpaHu
nauyueHTn ¢ [o6bp OTrOBOP KbM
TepanuATa 3a PAH

361-363

YepHoapobHa TpaHCMnaHTauma e
NPOTMBOMNOKa3aHa Npu NaLueHTn C
Te)KKa N HeKoHTponupaHa PAH

361-363

PAH = nynmoHanHa apTepuranHa X1nepToHus;
PH = nynmoHanHa xvnepToHus.

AKnac Ha npenopbKuTe.
PHuBo Ha [lOKa3aTeNCTBEHOCT.
U3TOUHMK(UM) NOAKPENAL (M) HUBOTO Ha AOKA3aTeNCTBEHOCT.
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cnen vepHoapobHa TpaHcnnaHTauma.360-363 Bece owe nuncea
[OCTaTbyHO MHOPMaUMs, 3a Aa 6baaT AageHn obwm npeno-
PbKY, @ peLeHNeTo 3a TpaHcniaHTauus Tpabsa aa ce B3eme oT
MYITUANCUMIIMHAPEH TUM B CreuvanvsvpaH ueHTbp. Manko
Ha 6poN Creunann3npaHn LeHTPoBe npeanarat KOMGUHUPaHa
TpaHCnnaHTaums yepeH apo6-6sn apob nnm YyepeH apob-cbp-
ue-651 4po6 Npu BHUMaTEIHO NoabpaHmn naureHTn.3%4

MNpenopbkute npm PAH cBbp3aHa C NnopTanHa XMNepToHuA
ca flagenu B Tabnuya 27.

7.5. TynmoHanHa apTepuanHa
XNNEepPTOHNA CBbpP3aHa ¢ uHPpeKuunAa
C YOBeL KN nMyHoaePpuLUTEeH BUPYC

YnoTpebaTta Ha BUCOKO aKTMBHa aHTUPETPOBMPYCHa Tepanus
(highly active antiretroviral therapy, HAART) n arpecuBHO
fleyeHVie Ha OMOPTIOHUCTUUYHUTE UHbEKUUN JonpuHece 3a
noBuLlIaBaHe Ha OYaKBaHaTa MPEXMBAEMOCT NPU NaLUeHTU
nHpekTMpanm ¢ HIV.366367 CboTBETHO, CNEKTbPBT Ha YCIOX-
HeHVATa ce e U3MeCTUN KbM ApPYrv OTAaneyeHn CbCTOAHUSA,
BKntoumTenHo PAH. Bb3amoXHO e mogepHOTO neyeHune Ha HIV
c HAART pa e goBeno fo nogobpeHa NpexxnBaemocT, HO 1 A0
HamaneHa uyectoTa Ha PAH cebp3aHa c HIV.3%8 Tesn edekTn
BBPXY NpeXmBAemocTTa 1 3abonAaemocTTa, B3eTu 3aefHo, ca
nosenn go ctabunHa yectota Ha PAH npu nauyneHTn nHodek-
Tupanu ¢ HIV npes3 nocnegHute gecetunetua. EaHo nonyna-
LMOHHO MpoyyBaHe NOKa3Ba, Ye MMUHMMAnHaTa yecToTa Ha
PAH cBbp3aHa ¢ HIV e 0.46%, mHOoro nogo6Ha Ha yecToTaTa
npean epata Ha HAART.3% MatoreHesata Ha PAH cBbp3aHa ¢
HIV octaBa HeAcHa. OTCHbCTBMETO Ha BUPYCHMN YaCTULM B KOM-
NAeKCHN NnekcMdopMeHmn ey HamepeHn Npu Tesn nayu-
€HTV NoKa3Ba, Ye HeNpPAKOTO AeNCTBME Ha BUPYCHaTa MHbeK-
LUMA BbPXY Bb3MANUTENHU U pacTeXHU ¢(akTopu BepoATHO
urpae ponAaTa Ha NyCKOB MeXaHW3bM NP NpeapasnonoxKeHu
nauneHTn.

7.5.1. [unarHosa

HIV-acounnpaHata PAH rma obwm KAVHWYHK NPOSIBA C Te3n
npu IPAH. KbM MOMeHTa Ha NOCTaBAHE Ha AMarHo3aTa MHO3MH-
CTBOTO OT naumeHTuTe ca B HanpeaHan NYHA (New York Heart
Association)-FC lll nan IV. NauyneHTuTe MOXe Aa Umat u gpyru
puckoBu ¢akTopu 3a PAH, kKato yepHOoapOOGHa 6onecT (XpPOoHU-
yeH xenatuT B nnu C), n3naraHe Ha nekapcTBa U TOKCUHW UNIKn
PE B pe3ynTtaT Ha 3noynotpeba c i.v. HapkoTuuu. MayuneHTuTe C
HIV-acounnpaHa PAH e no-BepoATHO Aa ca MbXKe 1 i.v. HapKoma-
HW. M3cnepBaHmMATa Npu XNBOTHW NOAKPENAT CXBallaHeTo, ye
aanTUMBHUAT edeKT Ha KokauHa Bbpxy HIV nHdekuuata 61 mo-
rbi Aa urpae pons 3a pa3BUTME Ha NyIMOHasHa apTepronaTus.
Mopaan HUCKaTa i YyecToTa, 6e3cMMNTOMHN UHeKTUpaHu ¢ HIV
naumneHTn He TpsbBa Aa ce ckpuHupart 3a PAH. Exokapguorpa-
¢duAa TpabBa obaye fa ce HaMpaBKW NPY NALMEHTN C HEN3ACHEHA
ONCMHeA C uen OTKpMBaHe Ha cBbp3aHu ¢ HIV cbpaeyHocboBu
YCNOXKHEHWA, KaTO MUOKapAWT, Kapanomuonatua unm PAH. 3a-
ObJPKUTENHO e noTBbprkgaBaHe ¢ RHC 3a noTBbpxaaBaHe Ha
anarHosata PAH cBbp3aHa ¢ HIV n otcbeTBueto Ha LHD.369 PAH
€ He3aBUCM PUCKOB GaKTop 3a CMBbPT Npu UHdeKTUpaHm ¢ HIV
nauneHTn.

7.5.2. Tepanusa

Mopaaun nunca Ha cneundpuUHN NPEnopPbHKU, TeYEeHUETO Npu
HIV-PAH cnepBa npenopbkuTte 3a neveHune Ha IPAH 3aegHo ¢
HAART. MNpu mynTnBapuaHTeH aHanm3 cbpgeyeH nHgekc (Cl)

>2.8 I/min/m? n 6pon Ha CD4-numdpountute >200 KneTknu/
ml ca He3aBUCUMYM MPeanKTOPK 3a NPexnBaemocT.??®> He ce
npenopbyBa PyTMHHA aHTMKoarynauyua, nopaguM MoBULLEH
XemoparmyeH puck, oyakBaHu npobremu cbC cna3BaHeTo u
nekapcTBeHun B3ammopencteua. MNauneHtute ¢ PAH cBbp3a-
Ha ¢ HIV n3rnexxpa ca HoHpecnoHAepn KbM OCTpa Ba3oau-
natatopHa npoba v cnefoBaTenHo He TpsA6Ba Aa nosyvyasat
CCBs.'® TMpoyuBaHuA 6e3 KOHTPONHa rpyna nokassart, ue
NPOCTaUMKIVHUTE MOraT Aa Nofo6pAT MOHOCMMOCTTa KbM
dun3nyeckn HaTtoBapBaHUA, XeMoAUHaMMKaTa M CMMMATOMaA-
TkaTa npu PAH cBbp3aHa ¢ HIV.2'8 EgHo npoyuBaHe ¢ siBeH
NPOTOKON AOKNafBa epeKkTnTe OT 60CEHTaH NpY NaUNeHTH C
PAH cBbp3aHa ¢ HIV, kaTo noka3ea nogobpeHrie Ha BCUYKNTE
nokasaTenu 3a epuKacHoOCT, BKNtoUMTenHo Ha 6MWT n Ha nH-
BasvBHaTa xemoAmHaMmuka.?’° CnopaanyHu cinydyan ca BKO-
yenm B RCTs c ambpuceHTaH.”* YepHogpobHaTa MOHOCUMOCT
e 6brna nofo6Ha Ha Tasn B NpeAuLiHN CboOLeHNs Npu gpy-
rm ¢opmn Ha PAH. MHTepnpeTaumATa Ha Te3n MpoyyBaHuA
e orpaHMyeHa oT MafikmA pa3mMep Ha M3Bagkata U ABHUA UM
npoTtokos. B cnyyas cbc cungenadun, gosata Tpabsa fa 6vae
pefyuupaHa, ako eJHOBPEMeHHO ce npwunaraT PUTOHaBUP
N CaKBUHABUP 3apafn nekapcTBeHW B3ammogenctauma. HIV
nHbeKumnaTa ce npmema no NPUHUMN 3a U3KJYBALY KpuTe-
pui 3a 6enogpobHa TpaHCNAaHTaUnA, BbAPEKN Ye B HAKOU
LeHTpOBe Ca BbBeAeHW cneunduyHn nporpamu. Tpabea aa
ce oTbenexu, ye ca onmMcaHu cyiyyam Ha obpatmma 6onectn
npu nayneHtn ¢ HIV-PAH nekyeaHu ¢ HAART n cneuunduyxun
Tepanun. Ta3m HaxoaKa, KaKTo 1 NOHUXeHaTa YecToTa Ha HIV-
PH B epata Ha MOAEpPHOTO NleyeHne, MOXe Aa O3HauyaBa, ye
arpecnBHOTO JieyeHre MOAO6PABa KIUHUYHUA U3XOA Cpef
Tasu nonynauus nayveHTn. Heobxoanumm ca AONbAHUTENHN
nscneaBaHnA 3a pasbupaHe Ha nopnexawmte NPUUUHA 3a
nofobpeH KANHUYEH U3X0 NPU Te3n NaunueHTu.

MpenopbkuTe npn PAH cBbp3aHa c HIV nndekuna ca gage-
Hu B Tabauya 28.

Ta6nuua 28: MNMpenopbKu Npu NyJIMOHaNHa apTepuanHa
XNNEePTOHN CBbp3aHa ¢ MHpeKuua c Yo-
BeLKN nMyHoaepuLnTEH BMpPYC

Mpenopbku Knac® Hueo® Ust

Mpn 6e3cUMNTOMHU MauUeHTn c
HIV He ce npenopbuBa exokapamo- 369
rpa¢us 3a oTkpuBaHe Ha PH

Mpu naumeHTn ¢ PAH cBbp3aHa ¢
HIV nHdekuna ce npenopbuBa fa
ce 06CbAN CbLUAT neyebeH anro-
pUTHM, KOWTO e npeAHa3HauyeH 3a 194, 367
nayneHTtu c IPAH, npu oTumMTaHe Ha
npuapyxasawmTe 3abonaBaHnA u
NekapCTBeHWTe B3aMMOAEeNCTBMUA

AHTMKOarynauma He ce npenopbu-
Ba, NOpaju nunca Ha faHHu 3a oT- 175, 367
HOLLEHNETO ePpUKACHOCT:PUCK

HIV = yoBewkn nmyHopednuymnteH Bupyc; IPAH = ngnonatnixa nyn-
MOHasHa apTepuanHa xunepToHus; PAH = nynMoHanHa aptepuanHa
XVUNEPTOHWA.

3Knac Ha npernopbKuTeE.

PHuso Ha gokasatencrseHocT.

SU3TOUHMK(YM) NOAKPENALYM HABOTO Ha AOKA3aTeNCTBEHOCT.
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7.6. TynmoHanHa BEHO-OKJy3MBHa
6onect n nynmokanunsipHa
XeMaHrnomartosa

PVOD n PCH ca pepKkun CbCTOAHMA, HO BCe NOBeYe ce pa3no3Ha-
BaT, KaTo npuumnHmM 3a PH.°>37" MaTonornyHn xapaktepucTukm
Ha PCH ce ycTaHoBsBaT npu 73% ot nauuneHtute ¢ PVOD n 06-
PaTHOTO, MATONOrMYHM XapakTepucTukn Ha PVOD ce Hamupat
npv 80% of nauneHTuTe ¢ PCH.372 CxofcTBaTta Ha MaTonorny-
HUTE OCOBEHOCTU U KIIMHUYHWUTE XapaKTEPUCTUKU U PUCKBT
OT NleKapCTBO-UHAYLMpaH 6enogpobeH egem npu TepanuaATa
Ha PAH371,373 nopacka3BaT, ye Te3un ABe CbCTOAHMA Ce Npuno-
KpuvBaT u ce npegnonara, ye PCH 6u morna ga 6bae no-ckopo
BTOpPUWYEH aHrnonponudepaTriBeH npouec NpUYMHeH oT MocT-
KanunspHata obcTpykuma npyu PVOD , OTKONIKOTO OTAESHO 3a-
6onssaHe.®3’2 I Taka, PVOD 1 PCH ca otaenenu B cneyuduruHa
noarpyna Ha KanHuyHaTa Knacnéukauma B cbcefnctso ¢ PAH
(Tabnuya 4, group 1'), nopagn NaToNOrMYHUTE, FTEHETUYHNTE U
KIVHUYHITE CXOACTBA U pas3nuky cnpamo PAH.® leicteutenHa-
Ta yectoTa Ha PVOD/PCH ocTaBa HeAcCHa, 3aLl0TO MHOTO Ciyyau
BCe olwe ce knacuduumpat norpewHo kato PAH.374 MpoueHTbT
Ha ngmonaTuyHUTe cnyyam Ha PAH,KouTo B AeNCTBUTENIHOCT Mo-
KpuBat Kputepunte 3a PVOD/PCH e Hali-BepoAaTHO okono 10%
(HaN-HUCKNTE M3UYNCNEeHN CTOMHOCTU Ha YecToTaTa 1 3abonse-
mocTTa 3a PVOD/PCH ca <1 cnyyain/munmnon).”237# 3a pasnuka
ot IPAH, npu PVOD npeo6nagaBa MbXKWAT MoJl, a NporHosaTa
nsrnexpaa no-nowa.371 Mma cbobuyeHna 3a dpammiHa nosBa Ha
PVOD, Ho BMPR2-myTaumn ce ycTaHOBABaT PAAKO MpW nauu-
eHTU ¢ Ta3n 6onect.?837137> lokato PAH gbnxala ce Ha BMPR2
MyTaLumn ce OTKPOsBa KaTO aBTO30MHO-AOMUHAHTEH MPU3HAK C
HembJiHa NeHeTpauus, TMNUYHUTe GammnHm cnyyam Ha PVOD/
PCH ce cpelwat npy mnagu 6patsa/cecTpu oT eAHO MOKoNeHne
C He3acerHaTu pofuTenu, KOeTo NoKasea, ye bonecTtra ce npe-
[laBa KaTo peLiecuseH 6ener.?® B tean cemenctesa PVOD/PCH ce
npUYMHABAT OT 6uanenHyn mytaumn B EIF2AK4.28 NMopo6HO Ha
PAH, PYOD/PCH moxe Aa yCnoXKHM xofa Ha acouMmpaHu CbCTo-
AHNA (SSc, HIV nHdekuma 1 T.H.) 1 n3naraHeTo Ha NekapcTea unn
TOKCUHU (UnKnodpocdamni, MUTOMULMH U T.H.).

7.6.1. [unarHosa
HwvarHo3za PVOD/PCH moe ga ce nocTaBu C BUCOKA CTEMEH Ha
BEPOATHOCT Bb3 OCHOBA Ha KOMBMHALMA OT KAVHUYHA CyCnekK-
uns, ¢GuU3MKanHO u3cneaBaHe, GPOHXOCKOMUA U PEHTIEHOBM
naHHK.Y7" To3n HevHBa3MBEH NOAXOA MOXe fia M36erHe Hy»kaara
OT M3BbpPLUBaHe Ha puUcKoBaHa 6enoapobHa 6roncus (3nateH
CTaHAAPT 3a MOTBbPXKAABAHE Ha XMCTOMOMMYHa AnarHo3a PVOD/
PCH), kosaTo B noBeveTo ciyyan Beye He ce npenopbusa.’’! B
HacneacTBeHW cnydan naeHTrduKaumuaTa Ha buanenHa EIF2AK4
MyTaumMa e AOoCTaTbyHa 33 MOTBbPXKAABAHE HA AMarHosata
PVOD/PCH 6e3 xuctonornyHo notebpxaeHne.?®376 Moseyeto
MaLMeHTU ce OMJIaKBaT OT AUCMHEN NPU YCUre 1 1IeCHa yMopa,
K/VHVYHA KapTVHA HeoTniMumMmMa ot Tasu npu PAH.371374 Qusn-
KaJIHOTO U3cniefiBaHe MoXe Aa paskprie 6apabaHHN NPbCTU 1
efipu XprroBe Mnpu aycKynTaumus Ha aeeTe 6e104po6HY OCHOBY,
KoUTO ca HeobuuaiHy npu PAH.3”! KnuHnunm cepun nokassar,
ye naumeHTn ¢ PVOD/PCH ca c no-te)xka Xunokcemus un nmat
MHOrO MO-HUCKM HUBa Ha DLCO, oTkonkoTo npu gpyru Gopmu
Ha PAH.?237! ToBa MmoXe fia ce 0B6ACHU C HAIMUMNETO Ha XPOHUYEH
UHTepCTUUManeH 6enoapobeH egem 1 nynMoKanuaspHa npo-
nuédepauua TunmnyHa 3a PVOD/PCH.

PeHTreHorpadusaTa Ha rPbAHUA KO MOXE [a MOKaXe Nn-
HuM Ha Kerley B, yBennueHne Ha mMegmacTUHanHUTE AUMOHM

Bb3/U 1 nepudepeH nHTepcTUuLmnaneH MHOGUNTpaT B JonbliHe-
HUe KbM Apyrv npusHaum Ha PH.°237" CT ¢ Bucoka pesonouns
Ha rpbAHMA KoL e n3csiefBaHe Ha M36op. TUMUYHN HaXOA KM Ha-
couBawwm KkbM PVOD/PCH ca Hanuumne Ha 3apebeneHu cyonnes-
panHu CenTanHy NNHWKY, UeHTPUNO6YNapHM CEHKM TUM MATOBO
CTBHKIIO U MeAvacTUHanHa nuMdaaeHonatun.’?3’! CbuetaHneTo
Ha Te3un Tpu Haxomku nma 100% cneunduuHoct 3a PVOD/PCH B
cnyyain Ha PAH npun 66% yyBcTBUTENHOCT. B AONMbAHEHME, Hanu-
yreTo MM Ce HamMpa B TACHA Kopenauusa C pucka oT 6enogpo-
6eH efilem npu ynotpeba Ha nekapcTea 3a PAH. benoapo6HaTa
V/Q cumHTurpadua He e nonesHa 3a pasrpaHunyaBaHe Ha PVOD/
PCH ot IPAH.377

Ton kato PVOD/PCH moxe fa ce cbueTae C OKYNTHU anse-
oNlapHM Xemoparun, HGPOHXOCKONUATa C OGPOHXOanNBeosapeH
NlaBaXk Moxe fla 6bae nonesHo CpefcTBO Ha AMArHoOCTMYHaTa
cTpaTerua. B eHO peTpOCNeKTMBHO NPOyyYBaHe ca aHanmsnpa-
HW pe3ynTatute oT OpOHX0anBeonapHNA NaBax N3BbPLLIEH NPY
19 nauuneHTn c PAH nnn PVOD/PCH. B cpaBHeHue c IPAH, ocemTe
cnyyan Ha PVOD ca nokasanu 3HaunTeNHO yBenMyeHne Ha Kre-
TbYHMA 6POWA, MO-BUCOK NPOLIEHT Ha HAaTOBapPEHNTE C xemocue-
pviH Makpodaru 1 pasko nosuwen Golde ckop.378

XemoAvHaMU4YHUTE nokasaTtenu npu PVOD ca nogobHu Ha
Te3u npu IPAH.?2371 BaxHo e fa ce ot6enexu, ye PAWP e nou-
TW HEM3MEHHO HOPMAJIHO, 3alOTO NaTONOrMYHUTE MPOMEHNU
HacTbNBaT B MaKiTe BEHYNM W Kanuaapu 1 He 3acArat no-ro-
nemuTte MynMoHanHn BeHn.’”3’! Ba3zopeakTMBHOTO TecTyBaHe
MOXe [1a Ce YCIIOXKHU OT ocTbp 6enogpobeH egem.’>37!

7.6.2. Tepanua
HAama yTBbpAeHa megnkameHTo3Ha Tepanua npu PVOD/PCH.92
BaxkHO e, ye Basopunatatopu M ocobeHo iv. enonpocTeHon

Ta6nuua 29: Mpenopbku Npu BeHO-OKNy3UBHa 6onect
1 NynMOKanuasipHa XeMaHrmomarosa

Mpenopbku

3a pnarHocTnuympaHe Ha PVOD/
PCH ce npenopbuBa KoM6UHaUuWA
OT KJIMHWYHU AaHHW, U3MKanHO
n3cneaBaHe, 6poHxockonua u pa-
OVNONOTMYHUN HAaXO[ KN

3a noTBbpXKAaBaHe Ha AuarHosa-
Ta HacnegcteeHa PVOD/PCH 6e3
XVUCTONIOTUYHO MOTBbPXKAEHME ce
npenopbyBa MaeHTUdUKaALMA Ha
6u-anenxa EIF2AK4-myTauns

28,376

BepHara cnep noctaBAHe Ha Au-
arHo3zaTta PVOD/PCH e nokasaHo
HacouBaHe Ha noaxoaAawuTe na-
LMEeHTV 3a OLleHKa B TpaHCMaHTa-
LIMOHEH LIeHTBP

MaymneHtn ¢ PVOD/PCH Tpsb6ea fa
6baat nekyBaHM camo B creumani-
3MpaHun ueHTpoBe no PH, nopaaun
purcka oT 6enoapobeH egem cnep
3anoyBaHe Ha neyeHuneTo 3a PAH

371,373,
379

PAH = nynmoHanHa aptepuanHa xuneptoHunsa; PCH = nynmokanunapHa
XemaHrnomartosa; PH = nynmoHanHa xuneptonus; PVOD = nynmoHan-
Ha BEHO-OKJ1y3UBHa bonecT.

dKnac Ha npenopbKuTe.
PHuBo Ha [lOKa3aTeNCTBEHOCT.
U3TOUHMK(YM) NOAKPENAL (M) HUBOTO Ha AOKA3aTeNCTBEHOCT.
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Tps6Ba Aa ce U3Mos3Ba C MHOrO rofiAMO BHIMaHe, Mopaau Bu-
COKMA PUCK OT TeXbK MHAYLUMPaH OT fiekapcTea 6enoapober
enem.’>33 Mima obauve cboOLIEHVA 33 MPOABIKUTENHO K-
HVYHO NMoAo6PeHNe NPU OTAENHN NALNEHTU NEKYBAHM C Tak1Ba
MeaukameHTU.>’® MpenopbyBaT ce BUCOKM 031 AnypeTnum, O,
TepanuaA n 6aBHO NMOKauBaHe Ha 1o3UTe Ha enonpocTeHosn.’”? Mo
Ta3u NpuuymnHa neyeHvie Ha PVOD/PCH Tpa6Ba fa 6bae npegnpu-
€MaHO CaMO B LEHTPOBE C LIMPOK OMUT B fleyeHneTo Ha PH, a
nauveHTUTe TpA6Ba Aa 6bAAT HaNbAHO NHOOPMUPAHM 3a PUC-
KoBete. py Te3n naymeHTn e obCbKaaHa eKcrepriMeHTasHa
ynoTtpeb6a Ha MHXMOUTOPW Ha aHrMoreHesaTa, KaTo UHTedepoH
anda-2a, Ho NoHacToALLeM He ce npenopbuysa.?’® EquHcTBeHaTa
nevye6Ha Tepanua npu PVOD/PCH e 6enonpo6HaTta TpaHCnnaH-
Tauusa 1 HAMa CboOLLEeHNA 3a peunamBrpaHe Ha 6onecTTa cneg,
TpaHcnnaHTauusa. MokasaHu naymeHT ¢ PVOD/PCH Tpsb6ea fga
Ce HacouaT KbM TPaHCMIaHTaUMOHEH LIeHTbP 3a OLeHKa BeAHa-
ra cnep noctaBaHe Ha AnarHosara.?’®
MpenopbkuTe npu PVOD/PCH ca gagexu B Tabnuya 29.

8. [lynmoHanHa xunepToHus
AbJKallla ce Ha IeBOCTPaHHN
cbppaeuHun 6onectu (rpyna 2)

PH e o6uuaiHo ycnoxHeHune Ha LHDs (PH-LHD), HacTbnBalo
4ecTo KaTo ,cMMNTOM” Ha noasiexalloTo cberoaHne*38 n yecto
CBbP3aHO C TexecTTa Ha 6onectta. PH-LHD moXxe fa ycnoxHu
BCSAKaKBa 00MecT Ha NIABOTO CbpLie, BKIIUMTENHO KNamnHu Cbp-
[eyHun 6onectn n BpoaeHn aedekTn. Hain-uecto obaye T4 e us-
cneABaHa Mpy NauUeHTW CbC CbpheyHa HeJoCTaTbUYHOCT Mpu
3amnaseHa unv HamaneHa usTnackeawa ¢pakuma.*380 Korato e
Hanuue, PH-LHD Boan 0o no-texka cMMnTOMaThKa 1 No-HUCKa
NMOHOCMMOCT KbM HaTOBapBaHWA, U IMa HeraTVBHO OTPaXeHue
BbpXY npexmusaemoctTa. 380381 B cpagHeHve ¢ mauveHtuTe C
PAH, Te3n ¢ PH-LHD [ocobeHo B cnyuyall Ha CbpheyHa Hepoc-
TAaTbUYHOCT CbC 3anaseHa LV mstnackBawa ¢pakums (HF-pEF)]
Ca YecTo Mo-Bb3PACTHM, OT XKEHCKU MO, C NO-rofifgMa YyectoTa
Ha NPUAPY»KaBawWwm CbpAeYHO-CbAOBM 3a60nABaHKA>E2 n nmat
MOBeYEeTO NN BCUYKU XapaKTEPUCTUKM Ha MeTaboNNTHUA CUHS-
pom.383

DenctButenHata yectota Ha PH-LHD npu cbppgeuHa He-
[OCTaTbYHOCT OCTaBa HeM3BECTHa, Hali-Beye 3alloTo onpefe-
naHeTo Ha PH B enupgemuonornyHu npoyysaHusa ce 6asmpa Ha
exokapaunorpaduva npu Har-pasfnyHN onpeaenawm CToMHO-
cTn.4384 MiHBa3MBHA XeMoJMHAMMKa € AOKNaBaHa B OrpaHNYeH
6poi eaHOUEHTPOBM nybnukauun.* B eguH peTpocnekTBeH
aHanu3 HanpaseH B ronsm LeHTbp no PH LHD e ngeHtnounympa-
Ha KaTo nNpurynHa 3a PH npu 36% OT BCUYKM NaLNEHTN HACOYEHU
3a OLEHKa, 55% OT KOMTO ca MManu ,nacmeHa” PH, pedrHmpaHa
Kato TPG <12 mmHg.'>"38

PH ce pa3suBa npu LHD B pe3yntaTt Ha nacmBHO npepasa-
He Ha3aj Ha HanAraHWATa Ha MbJHeHe, 3aBUCeLN Hali-Beve OT
LV gmacTtonHa ¢yHKUMA, NoKauBaliy ce OT CBbp3aHa C ycunume
MUTpasiHa peryprutaums n 3ary6a Ha LA komnnanaHc.* Mpw Hs-
KOV NauMeHTN Te3M YNCTO MEXaHUYHUN KOMMOHEHTY Ha BEHO3Ha
KOHrecTusi BOOAT A0 HacnarsaHe Ha AOMbHUTENIHA KOMMOHEH-
Ta, KOATO BKJIIOYBA KOMOMHaLMA OT NySIMOHaIHa Ba3OKOHCTPU-
KUMA, NOHMKeHa HannyHocT Ha NO, noBueHa eHAOTENNHOBA
eKcnpecus, HamasieHa YyBCTBUTENHOCT KbM HaTpuypeTuyeH
nenTua-uHZyuMpaHata Basofuiatauusa U CbLOBO pemopenu-
paHe.*380386 Topa e npuuMHa 3a olle No-roNAMo nokaysaHe Ha
PAPm, ocBeH nosuweHoTo PAWP, KoeTo B KpaliHa CMeTKa Boau

no 6enonpobHo-cbaoBa 6onecT, nosuweHo RV cnegHaToBapBa-
He 1 RV HepocTaTbuHOCT.*

JednHnummnTe Ha PH 1 pasnukata mexay npe- n noctkanu-
napHa PH ce ocHOBaBaT Ha CTOMHOCTUTE Ha HanAraHeTo. ToBa
06AcHABa 3awo TPG, T.e. pa3nukata mexgy PAPm 1 PAWP ce un3-
nonsea 3a pasrpaHnyaBaHe Ha ,nacueHa” PH (TPG <12 mmHg)
ot ,peakTmeHa” PH (TPG =12 mmHg)."! Ta3u peduHnums n cb-
oTBETHaTa i TepMuHonorua ca obaye 4o TakaBa CTeMNeH He3aao-
BOJINTENTHU, Ye YeCTO 3a XapaKTepu3npaHe Ha nogrpyna naum-
€HTW CbC 3HAUMTENHN NPOoMeHun B HGenofgpobHaTta LMpKynauma
Ce Hanara u3nos3BaHe Ha MOHATNETO ,HenponopunoHanHa” PH-
LHD.*13! B ugeanHua cnydaii, nocneaHata 6u Tpa6eano fa ce on-
penensa c MoMoLLTa Ha XeMOoAMHaMUY€EH napameTbp, KonTo (i) aa
6be MapKep Ha 3abonnaBaHe, (ii) Aa 6bAe Bb3MOXKHO Hali-MaNiko
3aBucUM oT npomeHute B PAWP 1 ygapHus obem u (iii) ga ot-
unTa NYJICAaTVBHMA XapaKkTep Ha My/IMOHasnHaTta umpkynayus. 8’
TPG ce BnuAe OT BCUYKM AeTepMUHAHTKN Ha PAPm, BKNtounTenHo
KPbBOTOK, CbNPOTUBJIEHNE 1 HaNAraHe Ha MbJIHEHE Ha NABOTO
cbpue.*8182 HanpoTus, grnactonHoTo PAP, 3a pasnuka ot PAPs n
PAPm ce Bnusie no-cna6o ot PAWP npu BCsiKO HVBO Ha yaapeH
o6em.*8" no Tasn npuunHa, DPG (onpeneneH KaTto AMACTONHO
PAP - cpepgHo PAWP) ce fobnukaBa Hail-MHOTO O XapaKTepuc-
TUKaTa Heobxoauma 3a onpegeneHuneTo 6enoapobHo-cbaoBaTa
6onect.*®" Mpwu 3gpasu nuua DPG e B gnanasoHa 1-3 mmHg, a
npwv NauMeHTV N3csiefBaHu 3a CbpaeyHa 6onecT (C n3KueHve
Ha WwbHToBeTe) DPG B noBeueTo ciyyam octaBa <5 mmHg.481387

Hanocneabk nma cbobueHuna 3a 3HayeHneTo Ha DPG n TPG
3a nNpe/ckasBaHe Ha KIMHUYHMA n3xon.838>388 B eqHoueHTpo-
BO npoyusaHe ¢ 3107 nauneHT DPG >7 mmHg ce oka3Ba cBbp-
3aH C no-siowwa NporHo3a B nogrpynata nauneHTn ¢ NOBULLEHO
TPG >12 mmHg.3®> B gpyro npoyusaHe Bbpxy 463 naumeHTu c
LV n3tnackeawa ¢pakuua <40%, puckbT OT cMbPT e 6un no-
ronAam npuv naumeHtn c PH, Korato onpegenawmat dakTtop e
6uno PVR (P < 0.01), c no-BUCOK neTanuteT nNpwv nauneHTn c PVR
>3 WU.3% KnuHuuHmAT nsxopn obaue He e 61n 3aBUCKMM OT TOBa
nanu TPG e 6un nog vnu Hag 12 mmHg,®3 koeTto noackassa, ye
TO3M MapamMeTbp MMa MO-Masika pasrpaHnunTeNniHa CTOMHOCT
oT PVR npu Hannumne Ha PH. MHTepeceH daKT, KONTO aBTOpUTE
cbobLlaBaT e, ye MyNMOHAIHUAT apTepuaseH KoMmnianaHc e
61N He3aBMCKM NPOTrHOCTMYEH MapKep. [pyrv nscnefoBaTenu
CbLo cbobuiaBaT 3a NOJOOHO HabnoaeHUe, NoACKa3BaKY, ye
KommnaaHcbT Ha PA npu cbpheyHa HeJOCTaTbYHOCT € Hapy-
weH,3® naxe v npu nunca Ha PH.3%° Cpep 25 450 naumeHT cbe
cbpAeyHa TpaHcnnaHTauma B CALL, npu 22.6% ce ycTtaHoBABa
TPG >12 mmHg.8® B Te3n cneunduyHmn ycnosums He e 6uno yc-
TaHOBEHO HAKOe OT npoy4yeHuTe HMBa Ha DPG pga npepckassa
Mo-nowW KAWHWYEH 13XoA. [Jpyro CKOPOLIHO MpoyyYBaHe Cbob-
LL|aBa 3a /Inca Ha NPOrHOCTUYHa CTOMHOCT Ha DPG, Bbnpekn,
ue ca MOBAWIHATW CEPUO3HN METOOOMMYHY OrpaHuyeHna.>’!
Makap 1 orpaHMyeHn OT PeTPOCNEKTUBHUA CU XapaKTep, Te3un
Npoy4YBaHUA He AaBaT ACEH OTFOBOP Ha BbMpoca Kow e Hal-fo-
O6pUAT NapaMeTbp 3a NpefcKa3BaHe Ha KIUHUYHWA U3X04 Npu
PH-LHD. CnepoBaTefiHo, B CbOTBETCTBYME C O6LaTa geduHuumna
Ha PH ce npenopbuBa fa ce n3non3sa KombuHaumata ot DPG
n PVR 3a onpepenaHe Ha pa3nunuHute sugose PH-LHD, T.e. n3-
onMpaHa NocTKanunapHa nyamoHanHa xuneptoHus (Ipc-PH) n
KOMOMHMPaHa MOCTKanNuIspHa v NpeKkanuaapHa nyJaMoHanHa
xunepToHus (Cpc-PH) (Tabauya 3).

8.1. [AwmarHosa

Mpwn LHDs n no-cneunanHo npu neBocTpaHHa CbpAeyHa Hefoc-
TaTbyHOCT PH MoXe necHo fa 6bae 3anofo3psaHa Npu CTbhano-
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Ta6nuuya 30: Mpumepn 3a Kn4YOBM PpaKTOpU HacouBa-
WM KbM NY/IMOHa/IHa XUNepToOHNA rpyna 2

KnuHunuHa Exokapauorpadusa Opyru oco6eHocTn
KapTuHa
Bb3pact >65 CTpyKTypHM NPOMEHN ECG
years Ha NIABOTO CbpLe « LVHwu/vnn LAH
- bonect Ha nesute - AF/Afib
CbpAeYHU Knanm - LBBB
- [Owunatayma Ha LA - Hanuune
(>4.2 cm) Ha Q-3b6un
« OTKNOHeHne HagACHO
Ha IAS

« LV pucoyHkuyma

« KoHueHTpunyHa LV
xunepTpodusa n/mnmn
yBenuueHa LV maca

CmnTOMM Ha Honneposn npusHauu | Opyrv o6pasHu

neBOCTpaHHa Ha MOBULIEHW HanAraHna | metoau
cbpAeyHa Ha NbJiHeHe « JluHun Ha Kerley B
HepgocTaTby- « MMoBuweHo E/e’ « [nespaneH nsnvs
HOCT « >Tun 2-3 natono- - benoppobeH
rMYeH MuTpaneH enem
KPbBOTOK « [Ounataumsa Ha LA
Mpu3Haum Ha Jlnnca Ha

MeTabonmTeH « RV ancoyHkuma

CUHAPOM « CpefHOCWCTONHO Ha-
3b6BaHe Ha KPbBOTO-
Ka B PA

« lMepukapgeH nsnvs

AHamHe3a

3a CbpAeYHO
3abonaBaHe
(MnHana nnn
HacToALWa)

MNepcunc-
TupaLio
npeacbpaHo
MbXAeHe

AF = npeacbpgHo Tpentere; Afib = npeacbpaHo mbxpaeHe; ECG =
enekTpokapgunorpama; |AS = mexpynpeacbpiaHa nperpaga; LA
naBo npepcvpauve; LAH = nesonpefcbpfHa xuneptpodusa/aunarta-
uunA; LBBB = nsaB 6eppeH 6nok; LV = nABa Kamepa, neBokamepHa; LVH =
neBokamepHa xuneptpodus; PA = nynmoHanHa aptepus; RV = asacHa
Kamepa, ieCHOKaMepHa.

BUAEH Noaxon KOMOMHMpaLY KNMHWYHA KapTuHa, cneunduyHmn
exoKapauorpadpcku nprusHauy 1 gpyru nscnensanus, kato ECG
1 ppyrn obpasHu meToaw. Bbnpekn nuncata Ha efvH-edviH-
CTBEH MapaMeTbp 3a pa3rpaHnyaBaHe Ha PH-LHD ot npekanu-
napHa PH, HanMumMeTo Ha MHOXeCTBO PUCKOBU GaKTOpPU 1 Ha-
XOAKM TpAabBa fa nopoan cbMHeHme 3a PH-LHD (Tabsuya 30). PH
TpAb6Ba fa 6bae ob6cepBMpaHa, KOrato nauuveHTUTe Umat Cum-
NTOMaTUNKa, KOATO He MOoXe fla 6bAe CBbp3aHa C ApYrv NPUUNHY,
npr3Hauy Ha JecHOKaMepHa HeJoCTaTbyHOCT U NpUApPyKasa-
LM CbCTOAHUA CBBP3aHu € PH, KaTo cMHapoMma Ha CbHHa anHes,
XOBbB (COPD), npepwecTsaly PE 1 prickosu dpaktopu 3a PAH.

CbOTBETHOTO 3HaUYeHVe Ha HaTOBapPBAHETO C TEYHOCTM U pa-
60THaTa npoba 3a paskpueaHe Ha PH-LHD npwu nauymeHtn c HF-
pEF noHacTosALlem He e CTaHAAPTU3MPAHO Y IUMCBAT HOPManHU
CTOMHOCTM 3a NPeAoCTaBAHE Ha ACHM NPENOPbKUN Ha KIMHULNC-
Ta. OcBeH TOBa, Npegnonara ce, Ye NayneHTn ¢ gnarHosa PAH
MOraT fa nokakaT MaTonornyHo nosuweHne Ha PAWP B oTro-
BOp Ha o6pemeHsBaHe ¢ TeyHocTn.””

MNMoka3aHuATa 3a RHC npu PH-LHD, 3a npegnoynTtaHe nnaHo-
Ba Npu CTabuIHO CbCToAHME, Ca fafeHu B Tabnuya 10.

8.2. Tepanusa

OcHoBHaTa uen Ha TepanusTta npu PH-LHD Tpa6bea ga 6bae
no-go6po UANOCTHO OBMaAABaHe Ha MoAexaloTo CbCToA-
Hue npean o6CbXAaHEeTO Ha cneynPUUHN MepKK 3a JieueHne
Ha PH. To BKnoUBa KOpeKUMAa Ha KnanHa cbpaevHa 6onect
Nnpu CbOTBETHM NOKa3aHWA 1 arpecrBHa Tepanus Ha Cbpaey-
HaTa HeJOCTAaTbUHOCT C MOHMXKEHA CMCTONHA GyHKUMA.*3%2
Hsakon naumeHTV morat fa vmat nonsa u oT HecneunbuyHn
BasojunaTaTopu, KaTo HUTPATU U XUApPanasunH, BbNpekn ye
NaHHUTE B NOJKPEna Ha Ta3u cTpaTterna ca orpaHnyeHn.*392
Mpu TexxKka cbpAevyHa HeJOCTaTbYHOCT ONTUMU3MPAHETO Ha
06eMHMA CTaTyC e OT pellaBallo 3HaUYeHUe 1 MOXe Aa Hano-
XV MHBA3UBHO MOHUTOpUpaHe.*3% B gonbnHeHne, umnnaH-
TaumATa Ha YCTPOWCTBO 3a nognomaraHe Ha LV pgokasaHo
HamansBa NyJMOHaNHUTE HanAraHuA uype3 oTbpemeHsBaHe
Ha LV 6e3 ga noBulLiaBa pucka oT NOCTUMMIaHTaLMOHHa RV
HefocTaTbyHOCT.#3943% Tpabea ga ce yCTaHOBY KOHTPOJ Hafg
prickoBuUTe GpaKTopU 3a CbpPAEYHOCHAOBK 6ONECTN 1 NPK3Ha-
unTe Ha MeTabonuTeH cuHapom.*392 MpupapyxasawmTe 3a60-
nABaHuA Boaewm go PH Tpsabea ga 6baat ngeHTudmumpaHn u
nekyBaHu, BknountenHo COPD, cnHAPOM Ha CbHHa anHea 1
PE. OT gpyra cTpaHa, HAMa KaTeropmMyHM OCHOBaHW Ha JoOKa-
3aTesICTBa NPenopbKu 3a neveHne npu HF-pEF.392

MoTnBunTe 3a nanonssaHe Ha Tepanumn cpewy PAH n npu
PH-LHD ca noakpeneHn oT oCTpu UK KPaTKOTPanHM Npobu ¢
npoctaHougu, ERAs n PDE-5is. [loBeueTo OT Te3n npoyyBaHuA
NMOCTOAHHO CbOOLLABAT 3a NOAOOPEHVE Ha XeMOANHAMUKATA,
paboTHMA KanauuTeT 1 cumnTomatukaTa.*3% Bce nak, Tesn
NPOoYyYBaHMA Ca CbC 3HAYUMU METOLOMOTMYHN OFrpaHMYeHuns
(ManbK pa3mep Ha 13BajAKaTa, e4VHNYEH LeHTbp, HeACHa unn
NIMNCBalla paHAoOMM3aLma), Mopaan KoeTo He AaBaT 4OCTaTby-
HO JlOKa3aTencTBa MOAKPeNALWN BKIIIOYBAHETO Ha Te3M leKap-
CTBa B KNMHWUYHUA MOAXOA Npu Te3u naymeHTn.* OcBeH ToBa,
HAAMa [OKa3aTesncTBa, Ye OCTpUTE MPOMEHM B NMyNIMOHaNHarta
LMpKynauma MmMaT CTOMHOCT M3BBbH YC/IOBUATA Ha roasmara
CbpheyHa XUpYprus, KaTo CbpAeyHa TpaHcnaaHTauusa n/mnm
MMMIaHTaumsATa Ha ycTponcTsa 3a LV nogkpena.*380

B CKOpPOLWHO MHOroUEeHTPOBO, MNauebo-KOHTPONNPaHO
nsnuteaHe3*’ 201 naumeHTn ¢ PH gbnxala ce Ha CMCTONHA
CbpleyHa HefoCTaTbYHOCT Ca pPaHAOMMU3UPAHM B 4YeTupwu
pameHa CpaBHABaLM TPU JO3MPOBKM Ha puouuryart (0.5, 1 n
2 mg t.i.d.) c nnaue6o 3a cpok ot 16 cegmmum. He e Habnoaa-
BaH epeKT BbpXy NbPBMUYHMA KpaeH nokasaTten (MpomsHa B
PAPm cnep 16 ceamuum) C HUTO eiHa AO3UPOBKa puoumryat
cnpamo nnaue60.3’

B MomeHTa ce npoBexpaT ABe MHOFOLEHTPOBU KIu-
HWYHU un3nuTBaHua npu PH-LHD cbc cunpeHadun [SilHF
(NCT01616381)] 1 mauwuteHTaH [Melody-1 (NCT02070991)],
KaTo NocCnefHOTO € eAUHCTBEHOTO MPOYyuYBaHE WU3MCKBALLO
notebpxaeHme c RHC.

CnepoBaTesniHO, HAMa HOBY [OKa3aTesicTBa NoAkpensalm
ynotpeb6ata Ha Tepanuu cpewy PAH npu PH-LHD, oTtuactu
nopagu OoTCbCTBME Ha MPOyuyBaHMA cTpatudbuuympawm cre-
LumnanHo nauyueHtuTe ¢ PH n/vnu HacoyeHun cneyndryHo Kbm
TOBa CbCTOsiHME. Heobxoaumm ca u3nuTBaHUA, agpecnupaHmn
KbM Ta3y obnacT Ha HeyAOBNETBOPEHN MeAULNHCKIN HYXKAW,
a naymeHTn ¢ Cpc-PH Tpsabea cbuo fa 6baaT BKAUYBAHU B
KNUHUYHW n3nnTBaHuA. NpenopbKkute 3a neyenuve Ha PH-LHD
ca fjageHu B Tabnuya 31.
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9. lMynmoHanHa XMNepToHUA
AbmKawa ce Ha 6enoapo6HM
6onecTn n/mnmn xmnokcmna

(rpyna 3)

MaTonoruaTta, natodusmonorvaTa v eNUEEMUONOTMATA Ha Te3M
CbCTOAHUA 6sixa 06CbAeHN No-rope (BUXKTe pasgen 4). Hain-uec-
TnTe 6enoppobHu 6onectn cebp3anHn ¢ PH ca COPD, nHtepctu-
umnanHa 6enoppobHa 6onect n KOM6UHUpPaHa 6enogpobHa pu-
6po3a ¢ empusem (CPFE). Pegu 6onectu, Kato rpaHynomaTtosa
C KneTku Ha Langerhans vnu capkougosa 3a gagexun 8 OxnatiH
ma6nuua Vlll. Mpwn BcAka 6enogpobHo 3abonssaHe pa3BUTUETO
Ha PH ce cbnbTcTBa OT HamansABaHe Ha PaboOTHUA KanmauuTer,
B/IOLLABaHE Ha XMMOKCEMUATA U CKbCABAHE Ha NPeXrnBAeMOCT-
Ta.3%8-4%0 O6uKHOBEHO Ma cnaba Kopenaums Mexay TexecTTa

Ta6nuua 31: NMoAaxoa nNpu NynMOHaNHa XUMNEPTOHUS B
pe3ynTart Ha JieBOCTPaHHU CbpAeYvHM 3a60-
nABaHMA

Mpenopbkn Knac? Huso® UsT

Mpean pa ce obcban oueHKa Ha
PH-LHD ce npenopbuBa ontumu-
3aLMA Ha leYeHNeTo Ha noanexa-
LWOTO CbCTOsIHME (T.e. NeYeHne Ha
CTPyKTYypHaTa CbpaeyHa 6onect)

396

Mpean ga ce ob6cban oueHKa Ha
PH-LHD ce npenopbuBa vaeHTU-
duKauma Ha [pyrv NpuunHU 3a
PH (1.e. XOBb [COPD], cuHpgpom Ha
CbHHa anHes, PE, CTEPH) n cbot-
BETHO JleyeHve

396

MpenopbuBa ce MHBA3UBHa OLIEH-
Ka Ha PH pa ce npaBu npu naumeH-
TW C ONTUMK3MNpPaAH obemMeH cTaTyc

NauunenTn ¢ PH-LHD un Texka npe-
KanunapHa KOMMOHEHTa, MHAWKa-
TOp 3a KoATo e BUcok DPG w/unu
BMCOKO PVR, TpsabBa Aa 6baaT Ha-
COYEHN KbM CreymanmsmpaH LieH-
Tbp no PH 3a nbiiHa AnarHocTnyHa
oLeHKa 1 MHAVMBUAYaNnHO Tepanes-
TUYHO peLueHne

3HaueHMeTo M ponsATa Ha Basope-
aKTVMBHOTO TecTyBaHe He ca yCTa-
HoBeHu npu PH-LHD, ocBeH npwu
naumneHTV, KOWTO ca KaHAuzaatn
33 CbpAeyHa TpaHcnnaHTauma w/
WY UMNNAHTauuA Ha gmeanc 3a LV
nognomaraHe

396

Mpu PH-LHD He ce npenopbuBa
ynotpeba Ha opobpeHn 3a neve-
Hue Ha PAH Tepanumn

396

COPD = XOBb, xpoH4Ha 06CTpyKTBHa 6enoapobHa 6onect; CTEPH =
XPOHUYHA TPpOMBOEMOONMYHA MyNIMOHaHa xunepToxus; DPG = gua-
CTOJIEH FPaAVeHT Ha HanAaraHeTo; LHD = neBocTpaHHa cbpaeyHa 60-
nect; LV = nesokamepHo(a); PE = nynmoHaneH em6onusbm; PH = nyn-
MOHaJsiHa xmnepToHus; PVR = nyAMOHanHo cbj0BO CbNPOTMBEHME.
3Knac Ha npenopbKuTe.

PHueo Ha goKasaTencrBeHoCT.

V3TOUHMK(UM) NOAKPENALY(1) HABOTO Ha AOKA3aTeNCTBEHOCT.

Ha PH 1 TexecTTa Ha nognexalarta 6enogpobHa 6onect. 01402
Han-yectnte nHgnkaTopw 3a Hanmume Ha PH npv Te3n naumeHTn
Ca HenponopLKroHanHo HNCbK DLCO 1 Hucko pCO,. 401402

XemopnvHamuyHaTa Knacuéukauma Ha PH cebp3aHa ¢ 6eno-
Apo6HM 6onecTn e gageHa B Tabnuya 32.2° B ciyyain Ha Texka
PH Tpa6Ba fa 6bAaT U3KYEHN ApYr NpuymnHK, Kato LHD nnn
CTEPH. Mpw HAKoW NauneHTn ¢ 6enoapobHa 6onect n PH, oco-
6eHo Npuv NaumneHTn ¢ neka 6enogpobHa bonect, Ho Texxka PH,
MoXe fla 6bfe TpyaHO fa ce onpegenu fanu PH ce agbmku Ha
6enoapobHa 6onecT NN NaLMEeHTBT CTPaAa OT ABe 6onecTy, T.e.
PAH 1 xpoHuuHo 6enofpobHo 3abonaBaHe. TaknBa NauneHTH
TpabBa Aa 6bAaT HACOUEHM KbM LIEHTBbP Mo PH, KbaeTo nma cne-
umManucTu u no 6enoapobHn 6onecTu.

Ta6nuua 32: XemognHamMunyYHa Knacnpunkayms Ha nysamo-
HaJIHaTa XMNepPTOHUA AbKalla ce Ha 6eno-
Apo6Hu 6onectn’®

XemogunHamMmuKa (gsicHa cbp-

TepmuHonorusa
AeYHa KaTeTepu3auyuna)

COPD/IPF/CPFE 6e3 PH
COPD/IPF/CPFE c PH
COPD/IPF/CPFE c Texka PH

PAPm <25 mmHg
PAPm =25 mmHg

PAPm >35 mmHg, nnn

PAPm =25 mmHg npwu Hanuune
Ha HUCBK CbpfeyeH febut

(Cl <2.5 L/min, KONTO He MOXe
fla ce 06ACHW C APYrN NPUYMHN)

Cl = cbppeveH nHgekc; COPD = XOBB, xpoHnYHa 06CTpyKTVBHa 6eno-
npobHa 6onect; CPFE = KoMbuHauuA oT nynmMoHanHa ¢rnbpos a 1 emou-
3em; IPF =ngronatmnyHa nynmoHana ¢rbpo3sa; PAP = nynmoHanHo aptepu-
anHo HanAraHe; PAPM = cpeHO Ny/IMOHaNHO apTepuanHo HanAraHe; PH =
nyNIMOHaJIHa X1NePTOHUA.

9.1. [AwmarHosa

KnuHnyHute cumntomn n dusmkanHute npusHaum 3a PH morat
Aa 6baat TPYAHU 3a MAeHTUOUKaALMA NpW NaumneHTy C pecnu-
paTopHu 3abonAasaHuA. [JonbAHUTENHO, NPy NaumeHTn ¢ 6eno-
ApOo6HN GonecTn nepudepHNTe OTOLM He O3HauyaBaT Hernpe-
MeHHO Hanuyve Ha RV HeloCTaTbyuHOCT, THIA KaTo Te MoraT Aia ce
AbIKaT Ha epeKTUTE Ha XMMOKCEMUATA U XMNEePKanHUATa BbPXy
cncTemaTa peHMH-aHrMoTeH3nH-angocTepoH. OcBeH ToBa, Npu-
apyxaBawaTa LHD, KakBaTo ce ycTaHOBfIBa 4eCcTo Npuv nauu-
€HTN C XPOHWYHU pecnunpaTopHy 6onectu, MoXKe CbLLo fa UMa
npuHoc 3a PH. Kato 0610 npaBuno, naymeHTy CbC CMMMITOMU,
KOWTO Ca MO-TeXKKM OT OYaKBaHWTE Bb3 OCHOBA Ha pe3ynTatute
oT PFT Tpsa6Ba aa 6bAat oLeHeHN AOMbIHUTENHO, No-CreLman-
HO C exokapguorpadwus, C Len TbpceHe Ha npuapyxaeawa LHD
unu PH.

Exokapavorpaduata octaBa Hal-WIMPOKO W3MON3BaHUAT
HEeWHBA3MBEH AMarHoCTUUYEeH MeTo/ 3a oLeHKa Ha PH. MNokasaHu-
ATa 3a exokapauorpadua npu naymeHTr c 6enogpobHn 6onectn
BK/OYBAT KIMHUYHO CbMHEHMe 3a 3Hauuma PH unmn oueHka Ha
npugpyxasawarta LHD. Tpabsa fga ce otbenexun obaue, ye Tou-
HOCTTa Ha exokapauorpaduaTa npu nauueHT C HanpeaHanu
6enoapobHN 3a60nABaHNA e HUCKA.*3~4% MaumeHTn ¢ KNMHWY-
HU UM exokapauorpadpcky 6enesm Ha Texka PH n/unm texka
RV nncdyHKUma Tpabea ga 6baaT HaCOUEeHN KbM LieHTbp no PH.

OkoHuaTenHata AmarHosa PH pasunta Ha n3mepsaHuA no-
nyyenn ¢ RHC. MNMoTeHumnanHu nokasaHua 3a RHC npu Hanpen-
Hana 6enogpo6Ha bonect ca (i) NocTaBsHe Ha TOYHA AMArHo3a



44

Mpenopbkn Ha ESC

NN n3KNloYBaHe Ha PH npv KaHAMAATY 3a XMPYPrUYHO fleyeHne
(TpaHcnnaHTaums, peaykuua Ha 6enogpobHua obem), (i) cyc-
nektHa PAH nnun CTEPH, (iii) ennsoan Ha RV HegocTaTbyHOCT 1
(iv) HeybeanTenHN exokapamnorpadCckm HaxofKmM B Ciyyau C BuU-
COKa CTeneH Ha CbMHEHVe 1 NMOTEHLMANHO 3HayeHue 3a Tepa-
nuAaTa.

9.2, Tepanua

MoHacToAlWeM He cbliecTByBa cneuymdmuyHa Tepanua 3a PH
cBbp3aHa ¢ 6enofpobHy 6onectu. [lokasaHo e, Ye AbAroCpoY-
HOTO npunoxeHne Ha O, HamanABa OTYaCTW NporpecuATa Ha
PH npn COPD. He3zaBucrumo ot ToBa, PAP pAako Bb3cTaHOBABA
HOPManHWTe CU CTOMHOCTM, @ CTPYKTYPHUTE NPOMeHu Ha be-
noppobHUTe CbhoBe OCTaBaT HernpomeHeHn.'®® Mpu uHTepcTK-

Ta6nuuya 33: MpenopbKu NpU NyIMOHaNHa XNUNEPTOHNA
AblKalla ce Ha 6enoapo6HM 6onecTn

Mpenopbkn Knac® | HusoP NsT

Exokapgunorpadus ce npenopbu-
Ba 3a HEMHBA3MBHA AMArHOCTUYHA
oLeHKa Ha cycnekTHa PH npu na-
umneHTn c 6enofpobHn 6onectn

403, 405

Mpu naumeHTN ¢ exokapanorpasd-
CKM Npu3Haum 3a Texka PH n/unun
TeXKa AeCHOKaMepHa ANCHYHKLMA
ce npenopbyBa HacouyBaHe KbM
cneumanusmpaH L|,eHprd

MNpenopbkuTe Npu nauymeHTn ¢ PH
Abmxalya ce Ha 6enoapobHu 6one-
CTV U3NCKBAT OMNTUMAJSIHO fleyeHune
Ha nopanexawoto 6enogpobHo
3abonABaHe, BKJIIOUMTENHO Abi-
rocpoyHa O2 Tepanvs npwu Te3u ¢
XPOHMYHA XUMOKCEMUSA.

169

Mpy NaureHTN ¢ Npr3HaLM Ha Tex-
ka PH/Texka RV HepocTaTbuHOCT
TpAbBa pa ce obCcbaM HacouBaHe
KbM cneyunanusnpaH ueHTbp no PH
3a UHAMBUAYANIN3UPAHO NleyeHne

RHC He ce npenopbuBa 3a cyc-
nekTtHa PH npwu nauvieHtn c 6eno-
Opo6HM 6onectn, C U3KOYeHre
Ha CflyyanTe, NPy KOWTO Ce ovakeaT
TepaneBTUYHN NOCNeACTBUA (Hanp.
6enofpobHa TpaHcnnaHTaums, an-
TepHaTMBHM JuarHosn, kato PAH
vnn CTEPH, noTeHUManHo BKIOY-
BaHE B KJIMHNYHO U3MUTBAHE)

169

MNpu naymeHTN ¢ PH gbnxawa ce Ha
6enoapobHn 6onectn He ce npe-
nopbysa ynotpeba Ha nekapcrsa
opobpeHyn 3a PAH

411-416

CTEPH = xpoHunuyHa TpomboembonnyHa nyniMoHanHa xuneptoHus; PAH
= Ny/IMOHaJlHa apTepuanHa xunepToHus; PH = nynmMoHanHa xunepTo-
HuA; RHC = gAcHa cbpheyHa KateTepusauums.

@Knac Ha npenopbKuTe.

PHugo Ha [OKa3aTesICTBEHOCT.

“U3TouHMK(UM) NoaKpenALL(M) HUBOTO Ha JOKA3aTe/ICTBEHOCT.

Yazn npenopbka He e NPUIoXKMMa NPU NaLMeHTU C KpaeH CTaguin
Ha 6enogpobHa 60NIeCT, KOUTO HE Ce CYMTaAT KaHAMAATU 3a CbpAeyHa
TpaHCnnaHTauus.

umanHu 6enofpobHu 6onectn ponaTa Ha NpoabKMTenHata O,
Tepanua Bbpxy nporpecuaTta Ha PH e no-HeAcHa.

JleueHme ¢ KOHBeHUMOHaNHW Basopunatatopu, kato CCBs,
He ce NMPenopbYBa, 3aLOTO Te MOraT Aia HapyluaT rasoBus o6-
MEeH, NMopaan NMHXMOULMA Ha XUMOKCMYHATa NyJIMOHaNHa Ba3o-
KOHCTpMKUMA*P5408 11 nopaan nuncata Ha edpekT oT TAX npu
AbAroCcpouHa ynotpe6a.+09410

My6nnKyBaHUAT ONwWT ¢ NekapcTea NpoTme PAH e ockbaeH 1
pocera HAMa AaHHK oT RCTs nokasBalyn, Ye nekapcTsaTa cpeLly
PAH BopAT no nofobpsBaHe Ha CMMMNTOMATUKATA UAN KIVHWY-
HWA U3Xo[ NPV NaumneHTn ¢ 6enogpobHn Gonectn. 411416

B 3aknioueHue, naymeHTnTe C 6enopapobHm 6onectn n PH,
KOWTO Ca XMMOKCEMUYHU, TPAGBaA fa NonyyaT AbArocpoUHa Te-
panua c O, cbobpaseHa c o6wmTe npenopbku npu COPD. Jle-
UeHVeTo Ha noAanexauwata 6enoapobHa 6onect Tpabea Aa ce
onTummsmpa. Ynortpebara Ha nekapctea ogobpeHu 3a PAH He ce
npenopbyBa Npu naumeHTy ¢ PH gbnxkala ce Ha 6enogpo6Hu
6onectu. MaumeHTnTe cbe cycnekTHa PAH B fonbiHeHrEe KbM
6enoapo6bHOTO UM 3abosiABaHe (XapaKTepusmpallo ce C eku
NnapeHxXVMHV MPOMEHN, CUMMATOMaTMKA, KOATO He MOXe fAa ce
06ACHM HaNMbJIHO C HapyLeHWA Ha 6enofpobHaTa MexaHvKa 1
xemognHammyeH ,PAH ¢eHoTumn”, T.e. Texxka PH ¢ Bucoko PVR n
HUCBK cbpaeyeH aebut [COJ) moraT fa 6baaT nekyBaHu B CbOT-
BETCTBME C npenopbkute npu PAH, KaTo ce Abp)KM CMeTKa 3a
NOTEHUMANHOTO OTPaXkeHMe Ha CbhbTcTBaWaTta 6enofgpobHa
60/1ecT Bbpxy CMMMTOMUTE U OTrOBOPa KbM TepanuATa.

MpenopbkuTe Npu PH gbnxkalla ce Ha 6enoapobHm 6onectn
ca pagexwu B Tabsiuua 33.

10. XpoHu4yHa Tpomb6oemboNNYHa
ny/IMOHaNIHa XUNepPTOHUSA

(rpyna 4)

CTEPH e 6onecT Ha 06CTPYKTUBHOTO pemogenupaHe Ha PA B pe-
3ynTaT Ha TPoM60eM60Nn3bM Ha ronemuTte cbaose. [y6nmkyBa-
HaTa KymynatmBHa yectota Ha CTEPH e 0.1-9.1% npe3 nbpsuTe
2 roguHu cnep ennsop Ha cumntomed PE.4"7 ToneMuaT gruanasoH
Ha rpellKa ce Ab/IXKM Hall-BepOATHO Ha MPONYCKMTe B pernctpa-
LMATa, OCKbAHOCTTA Ha paHHaTa CUMNTOMATVKA U TPYAHOCTUTE
npuv pa3rpaHnyaBaHe Ha ocTpusa PE oT cumnTomuTe Ha npepLe-
ctBawa CTEPH.418 Bbnpeku ye ToyHaTa 4eCToTa U roguLlHa 3a-
6onaemocT ot CTEPH ca Hen3BeCTHK, HAKOW AaHHW NOACKA3BaT,
Ye TOBA CbCTOAHVE HAaCTBMNBA NPYW OKOMO 5 AyLIN Ha eAVH MUN-
OH HaceneHue rogunwHo.*°

B audepeHumanHata gnarHosa Ha CTEPH Tpsa6Ba ga ce nmat
npensus 1 nekyBaT CbOTBETHO Ha Hal-CbBPeMeHHWTe Mo3Ha-
HWA CNefHUTe CbCTOAHNA: CapKoM Ha PA, em60n13bM Ha TyMOp-
HU KNeTKyY, Napasutu (XMaaTuaHM KNCTK), eMO0M3bM Ha Yy»Kao
TANO 1 BpoAeHa nnu npupobuta cteHosa Ha PA. (Tabauua 4).

10.1. AwnarHo3a

PyTuHHnAT ckprHuHr 3a CTEPH cnepg PE He ce nogkpens ot ce-
raliHMTe AOKa3aTeNCTBa; 3HauuTeneH 6poni cnyyam Ha CTEPH ce
pa3BuBaT 6e3 NposByM Ha NpeawecTBaly ocTbp PE.

CpepfHaTa Bb3pacT Ha NaLMeHTUTe KbM MOMEHTA Ha NocTa-
BfIHE Ha irarHo3aTta e 63 roAvH1 1 ABaTa NoJa ca e AHaKBo npes-
CTaBeHW;®> neanaTpuyHUTE cnydan ca peakn.?” 420 Knunnunmte
CUMMTOMM ¥ MPU3HALUM Ca HecneuuduyHyM Unm oTCbCTBAT Npu
paHHa CTEPH, a npu3HauuTe Ha feCHOCTpPaHHA CbpheyHa He-
JOCTAaTbYHOCT CTaBa OUYEBVAHM e€f1Ba NpU HanpegHano 3abons-
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CTEPH Bb3moXHa

Hacouysane
KbM CrieLyanu3npaH LeHTbp
no PH/CTEPH

l

CT nynmoHanHa aHrnorpagus

[lAcHa cbpAeyHa KaTeTepusauma
+/- MynmoaHruorpadusa

PH = nynmoHanHa xuneptorus; V/Q = BeHTUNaLumMoHHa/nepdy3noHHa.

CumnToMu, NpU3HaLy, aHamHe3a HacouBawy kbm CTEPH

Exokappauorpadcka BepoaTHoct 3a PH (Ta6uya 8)

Bucoka nnn ymepena seposaTHoct 3a PH

V/Q cumnturpadpua?
HecbBnapawm nepdysnoHHu aedektn?

CT = KoMnIoTbPHa ToMorpadua, KOMNIOTbP-Tomorpadcka; CTEPH = xpoHiuHa TpomM6oeMGonyHa nynMoHanHa xunepToHns; PAH = nynmoHanHa apTepuasnHa XunepToHus;

acT nynMoHanHa aHrnorpadua cama no cebe c MOXe Aa nponycHe AnarHo3ata XpoHUYHa TpOMﬁOeMﬁOI‘IVIHHa nNynIMOHanHa XunepToHnA.

CTEPH n3knioveHa

EtanHa gnarHoctuka

Ha PH/PAH
(Queypa 1)

Qurypa 3:

BaHe. M Taka, paHHaTa AMarHoCTMKa ocTaBa Npefn3BUKaTeNCcTBO
npun CTEPH cbc cpegHo Bpeme 14 mecela MeXKay HayanoTo Ha
CMMMTOMATUKaTa U NOCTAaBAHETO Ha AMarHosarta B crneymanviu-
paHu ueHTpose.*?! KoraTto ca Hanuue, KNMHUYHATE CUMMTOMU
Ha CTEPH morat ga 6baaT nogo6bHu Ha Te3un npu octbp PE nnn
IPAH; B TO31 KOHTEKCT, e4em 1 XeMonTKr3a ce cpeLyaT no-4yecto
npw CTEPH, nokaTo cvHKOMbT e no-yecT npu IPAH.422

[unarHo3ata CTEPH ce 6a3vpa Ha HaxofKu MofyyeHun cnep
Hai-manko 3 mecela ebeKTMBHa aHTMKOarynaums, 3a fa ce Ha-
npaBy pasrpaHUYeHn Mexgy ToBa CbCTOAHME U ,NoJoCTbp”
PE. Haxogkunte ca cpegHo PAP =25 mmHg ¢ PAWP <15 mmHg,
HecbBnagawm nepdysnoHHn aedektn npu benoapobHa CUMH-
Turpadua n cneymduryHM MarHoCTUYHK npursHaum Ha CTEPH
BM3yanusmpaHu c myntuaetektopHa CT aHruorpadwus, AMP
(MR imaging) unn KoHBeHLMOHanHa nysMOHanHa KMHeaHrno-
rpadua, KaTo NPbCTEHOBUAHW CTEHO3U, , MPEXKOBUAHW/LIENKO-
BUAHW Ne3nn 1 TOTaNHU OKNy3um (c TopboBraHa popma nnm ¢
NocTeneHHO U3TbHABaHE).

HsKkou nauymeHTn, 0cobeHOo Te3n C MbfiHa eAHOCTPaHHa 06-
CTPYKUMA, MOraT fa noKa)aT HopMasiHa MyfIMOHaiHa XeMoAau-
HaMWKa B MOKOW, BbNPEKN CUMATOMHO NposABeHaTa 6onecT. MNpwu
TakvBa NaumeHTn cbLio ce npuema gnarHosa CTEPH un Te nony-
YyaBaT CbOTBETHO NleyeHue. Bee olle nuncea nogxoasila Tepmu-
HoMoryA 3a pasrpaHvuyaBaHe Ha TOBa CbCTOAHME Ha XPOHMYHA
TpomboembonnyHa 6enoapobHo-cbhoBa bonecT.

[narHoctnueH anropuTtbm 3a CTEPH e nokasaH BbB Quay-
pa 3. Bvnpekn ye CT nynMoHanHa aHrnorpadus e nscneaBaHeTo

[OunarHocTtnyeH aJIrOPUTHM 3a XPOHNYHa TpOM60€M6OJ’II/IHHa nynMOHasIHa XMNepPTOHUA.

Ha 1360p 3a AMAarHOCTMKa Ha ocTbp PE, paBHMHHaTa 6enoapob-
Ha V/Q cumHTUrpadus octaBa oCHOBEH 06pa3eH MeToA Ha Nbp-
By 1360p npu CTEPH, T4 KaTo MMa AMarHOCTNYHA YyBCTBUTEN-
HOCT 96-97% u cneundudHocT 90-95%.4 OT fpyra cTpaHa, npu
IPAH 1 PVOD nepdy3voHHNUTe nscnenBaHna TUMMYHO MOKa3BaT
HecerMeHTHU aedekTn unn ca HopmanHu.3”” Mo-Hoeu paboTu
nokassar, Ye 1 V/Q cuuHturpadusa, n ceBpemernHata CT nynmo-
HasiHa aHrnorpadus ca TOYHM MeToan 3a oTKpmBaHe Ha CTEPH,
C OT/INYHA AMArHOCTUYHA edUKACHOCT B onuTHU pbue (100%
YyBCTBUTENHOCT, 93.7% cneunduryHocT 1 96.5% TouHoCT 3a V/Q
N CbOTBETHO 96.1%, 95.2% 1 95.6% 3a CT nynMoHanHa aHruno-
rpadus).93423.424

MyntupetekTopHata CT nynmoHanHa aHruorpadus ce yt-
BbpaM KaTo obpaseH MeTof 3a MoTBbpxaaBaHe Ha CTEPH,”
TOBa M3cnefBaHe obaue He MOXe camo no cebe cv Aa U3Kun
6onectta.”’ CT nynMoHasHa aHrmorpadus Moxe ga CromorHe
3a MaeHTUGMLMpPaHe Ha YCNIOXKHEHUATa Ha 6bonecTTa, KaTo Anna-
Tauma Ha PA Bogellya 1o KOMNpecus Ha CTBOJIA Ha JiAiBaTa KOpo-
HapHa apTepusa 1 XunepTpodupaHn BPOHXMANHN apTePUASTHI
KonaTepasnu, KOMTo MoraT ja foBefaT O XeMOonTu3a.

CT n3cnepBaHe € BUCOKa pe30noLmna Ha rpbAHMA KoL BU3Y-
anusnpa 6enofpobHNA NapeHxnm n naeHTndnympa emomnsem,
GpoHXManHa 6onecT NN UHTEPCTULMaNHa 6enogpobHa bonecr,
KaKTo U MHAPKTKY, CbAOBY 1 NepuKkapaHu Mandopmauum n ge-
dopmaumm Ha rpbaHaTa cteHa. HepaBHomepHaTa nepdysus ce
nposBsABa KaTo MO3amMyeH BMA Ha NapeHx1Mma C TbMHU rofeTa
CbOTBETCTBALLM HAa OTHOCUTESIHO HamaneHa nepdysus. Bbnpe-
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K1 Ye Mo3anyHmnAT mogen e yvect npu CTEPH, Ton moxe pna ce
Habnogasa npu 12% ot naynenTute ¢ PAH.*> MR o6pa3sHo 13-
cnepBaHe Ha NMyNMOHanHaTa BacKynaTypa BCe olle ce cumMTa 3a
no-manocTtoinHo ot CT,*2° Ho Ta3n meToamKa, KakTo 1 CT € KOHU-
ueH by, aHrnockonuaTa,*?® BbTPECHAOBUAT YNTPA3BYK MK
ONTUYHaTa KOXepeHTHa TOMorpadua morat ja UmaT fonbIsaLla
CTOMHOCT U Aa 6bAaT M3Non3BaHN B 3aBUCUMOCT OT JIOKaNHUA
ONUT N NpaKTKKa.

RHC e ocHoBeH guarHocTuyeH metog. NpegonepatnBHOTO
N HenocpencTBeHOTO cnegonepatnsHo PVR e npepgukTop Ha
ObArocpoyHata nporHosa.*?® MocnegHarta cTbhKa B AMarHOC-
TUYHUA aNrOpPUTBbM e CefnleKTBHa MySIMOHaHa aHrmorpadua B
npepHo-3afHa v natepanHn NPpoeKLnmn N3ACHABALLN HAaNNYMEeTo
Ha NPbCTEHOBMAHN CTEHO3U, MPEXOBUAHN (,LlenKoBmaHn") ne-
31K, AXKOOBOBE, HEPABHOCTY Ha CbAOBaTa CTEHA, MbJIHW CbLOBU
06CTPYKLMN, KaKTO 1 BPOHXMAnHN Konatepanu, 1 nogrnomara
TeXHMYeCcKaTa oLeHKa 3a ornepabusiHoCT.

10.2. Tepanua

10.2.1. XupypruyHa
PEA e neueHmeto Ha u3bop npu CTEPH (Queypa 4). B EBpona
BbTPebONHMYHATA CMBPTHOCT MOHACTOALEM e cCragHana Ao

4.7%,%° a paxke 1 4O NO-HUCKN CTONHOCTY B OTAEHU LEHTPO-
Be C roiAmM o6em Ha cnydante.**’ MHO3MHCTBOTO OT NauueHTuTe
ycelaT 3HaunTenHo obnekyaBaHe Ha CMMNTOMAaTMKaTa, a XemMo-
AVHaMMKaTa NpeTbprABa MoYTW MbiHa HopMmanusauma,+30-432
3a pasnuka oT XupypruyHata embonektomus 3a octbp PE, neve-
Huneto Ha CTEPH u3nckBa UCTVHCKa GrnatepanHa eHhapTepeK-
TOMUA SO MeAnanHuA CJION Ha NyJIMOHANHUTE apTepuun, KOATO
ce Mpasv Nog Abi6OKa XUNOTEPMUA U LMPKyaTopeH apect,*!
6e3 Hy>k[ia OT uepebpanHa nepoysnn.*33

OnepabunHocTTa Ha nauyneHTuTe ¢ CTEPH ce onpepens ot
peavua GpakTopu, KOMTO He MoraT Aa 6bAaT IeCHO CTaHAAPTY-
3MpaHK; Te ca CBbp3aHM C MOKasaHuATa Npu nayueHTa, onuta
Ha XVPYPrUYHMA TUM 1 HaNUYHKTE pecypcu. O6wrTe KpUtepnn
BkoysaT npegonepatnsed WHO-FC [I-IV n xupypruyHa goc-
TBMNHOCT Ha TPOMOWTE B rMaBHUTE, AANIOBY WU CETMEHTHU be-
noppo6Hu apTepun. HanpegHanaTa Bb3pacT cama rno cebe cv He
e NPoTMBOMOKa3aHue 3a xmpyprua.Hama npar Ha PVR unn cton-
HocT Ha RV ancoyHKumMA, 3a KOUTO Aa ce Npuema ye U3KIouBaT
PEA.

CneponepatusHata ECMO ce npenopbuBa KaTo CTaHAapT-
Ha MApKa B LeHTpoBe no PEA 3a Texku cnyuyan. 34436 PanHuaT
cneponepaTtrBeH penepdy3roHeH eleM MOXe [a HaJloXun Be-
Ho-apTepwuanHa ECMO, a npu Texka nepcuctupatia PH moxe aa

[Iuarnosa CTEPH notebpaeHa
B CeLManusnpaH LeHTbp

v

[l0XMBOTHa aHTUKOArynauus

OueHKa 3a onepa6unHoct
ot myntugucuunnuHaper CTEPH-Tum

TexHuueckn onepabuneH

Mpuemnuso
OTHOLUEeHKe puck/nonsa

i

MynmoHanHa

\J

€HfjapTepeKTommna

[ TexHnueckn Heonepaﬁmneu ]

( )
Henpuemnuso
OTHOLLEHNe puck/nonsa? HacoyeHa
/ \ MeAKaMeHTO3Ha
/ Tepanunsa
~N
Mepcncrupaiya
cnmnTomHa PH
L ) 06cbxpaHe Ha BPA

BPA = 6anoHHa nynmoHanHa aHrronnactuka; CTEPH = XpoHuyHa Tpomboemb0on1yHa nynMoHasHa XunepToHus; PH = nynmoHanHa xunepToHua.
aTeXHNYeCKN onepabunHn NALMEHTU C HENPUEMAMBO OTHOLIEHME PUCK/MON3a MOraT CbLuo Aa 6bAa 06CbAeHM 3a BPA.
DB HAaKou LeHTPOBe ce 3an0UBa eAHOBPEMEHHO MefiKaMeHTO3Ha Tepanus 1 ce npasu BPA.

B CNeLuanusnpax
LeHTbpP

06¢cbxaaHe Mepcncrupaa
TeXKa CUMNTOMHa

PH

Ha 6enogo6Ha
TpaHcnNaHTauusA

Qurypa 4:

JleuebeH anropnTbm NPU XPOHUYHA TPOMOOEMOOIMYHA NMYSIMOHANHA XUTMEPTOHMA.



Mpenopbkn Ha ESC

47

ce BKJIlouM BeHO-BeHo3Ha ECMO kaTo npexoaHa mApKa npean
cnelwHa 6enoapo6Ha TpaHCNaHTauus.

MaymeHTn, KOUTO He ca nognoxeHu Ha PEA nnun ctpagat ot
nepcuctrpatla unm pekypeHtHa PH cnep PEA (post-PEA PH)
MMaT NoLla NPOrHo3a.

10.2.2. MegnkameHTO3Ha

OnTmanHaTa megmkameHTo3sHa Tepanua npu CTEPH ce cbe-
TOM OT aHTUKOArynaHT n anypetuun, n O, B Ciyyai Ha Cbp-
[JleyHa HefoCTaTbYHOCT MM xunokcemus. Mpenopbusa ce
[OXMBOTHa aHTMKoarynauusa, paxe n cnep PEA, HO HAMa faH-
HU 3a edprKacHOCTTa 1 6e3oMacHOCTTa Ha HOBMTE NepopasnHu
aHTMKoarynaHTu. Bbnpekun ye HAMa KOHCEHCYC, PyTUHHOTO
nocTaBAHe Ha KaBa-GMNTbpP He ce onpaBAaBa OT HaNUYHUTE
JaHHW. MynMoHanHaTa MnkpoBackynapHa 6onect npu CTEPH
moTusupa off-label ynotpe6a Ha nekapctsa 3a PAH.2> Hakoun
HepaHAOMM3MpPaHN MpoyyYBaHMA AaBaT AaHHM 3a nojobpe-
HVe Ha paboTHUA KanauuTeT n xemoanHamukara.*3’-43° Meau-
KaMeHTO3HOTO fieyeHune Ha CTEPH cbc cneunduyHa tepanua
MoXe fa 6bae onpaBfaHa Npu TeXHUYECKU HeomnepabunHu
nauneHTn UNY Npu Hanuyre Ha HeNpPUeMsMBO CbOTHOLIEHNE
puck:nonsa (Queypa 2). NMauneHTn C nepcucTMpalla uim pe-
KypeHTHa PH cnep PEA morat cbwo ga 6baaT KaHAMAATA 3a
cneunduyHa mefrKaMeHTO3Ha Tepanua. Ynotpebara Ha cne-
unduyHa Tepanua Npu onepabrnHN NaLMeHTU C TEXKO KOM-
npomeTnpaHa xemoanHamuka kato npexos kbm PEA Bce ole
He e MojKpeneHa OT Hay4YHW [JOKa3aTesCTBa.

[BONHUAT eHOOTENNHOB aHTaroHNCcTa 60CeHTaH e oleHeH
npwu 157 nayneHTn c nHonepabunHa CTEPH unn nepcnuctupa-
wa/pekypeHtHa PH cnep PEA 3a nepuog ot 16 cegmuum; nbp-
BMYHUAT KOMOMHMpPaAH KpaeH nokasaTten noHmxeHue Ha PVR
n yBenudyeHne Ha 6MWD He e nocTurHaTt.**® MepopanHuAat
sGC cTumynaTop puouuryat obaue e NpunoxeH Ha 261 ot 446
CKpVHMpPaHW NauuneHTn ¢ HeonepabunHa CTEPH nnn nepcnc-
Tupawa/pekypeHTHa PH cnep PEA 3a 16 ceamuum n e gosen
o cpepHo ysenuyexnne Ha 6MWD c 39 m (P < 0.001, nbpBu-
YeH KpaeH nokasaTtes) M A0 MUHUMAalHa CpefiHa pa3fnka Ha
kBaapat B PVR o1 246 dyn.cm.s-5 (P < 0.001, BTOpUYeH KpaeH
nokasaTen); BpemMeTO [0 KJMHWYHO BJfiOLIaBaHe e oCTaHano
HenpomeHeHo.*4

MpenonepaTMBHOTO MeAMKAMEHTO3HO NeyeHne e Hecu-
rypHo: B egHo RCT BennumnHata Ha epektute e 6una manka.**?
EnHO peTpocnekTMBHO MpoyyBaHe He MoKa3Ba pas3nvka B
KAUHUYHMA M3XOL, HO MPU MefMKAMEHTO3HO JieKyBaHuTe
nauymeHTn xupypruarta e 6una otnoxeHa.**? Heobxogumu ca
npocnekTnBHU RCTs npu naumeHTn C NoTeHUManHa Tepanes-
TWYHa NON3a; Hanprmep, NauneHTn ¢ BUcoko PVR n TexHnve-
CKV Npefn3BUKaTenHa aHaToMusA.

Cnep PEA naumeHTuTe TpsbBa Aa 6baat npocnefeHn B
ueHTpose no CTEPH, kaTo ce B3eme npeABnA MUHUMYM €4HO
XemoAMHaMUYHO n3cnefBaHe 6-12 meceua cnef MHTEPBEH-
umnATa.

10.2.3. UHTepBeHUOHaNHA

Mpes 2001 r. Feinstein et al.**3 ny6nukysat cepusa ot 18 na-
LUMeHTn ¢ HeonepabunHa CTEPH, konto ca 6unm noanoxeHu
Ha 6anoHHa AunaTtauuma Ha NyJMOHaNHUTe apTepuun. Bbnpekn
3HAYMMOTO NOHMKeHMe Ha PAPm, 11 nauneHTu ca pa3sunu pe-
nepdysroHeH 6enogpobeH egem, a Npu TprMa ce e HaJloXu-
na MexaHMYHa BeHTunaumaA. Hackopo ANOHCKM uscnegosare-
NN ca ycbBbplieHcTBann BPA upes nsnonssaHe Ha No-Manku
0aNioHN, BHUMATENTHO OrpaHUYaBaHe Ha 6pos Ha 6anoHHUTe
MHoNaumMn 3a gageHa cecma Jo eauH unu gea 6enogpobHo-

CbAOBU CErMeHTa 1 ynotpeba Ha BbTpecbaoBa obpasHa gu-
arHocTtuka.*#4-446 yeobxogumu ca cpeaHo 4.8 cecun Ha na-
UMeHT 3a nogobpaBaHe Ha nmapameTpute Ha RV dyHKuwma.>’
BHUMATENHUAT MOAXO[ C HACOYEHOCT CAMO KbM eiuH AAN MO
BpPEMe Ha BCSIKA Cecrs U MHOTO BHMMATESIHO Opa3mepsABaHe
Ha 6anoHa ca HaManWIU YecToTata Ha penepdysnmoHHUs Ge-
noppobeH eaem 0o 2% B oTAENHU LeHTpoBe.*Y Bbrnpeknu ye
BPA Bce oule He ce U3non3sa WUpPoKo,**® 1a 6bp3o npusnnua
BHVMaHVe B Lenusa cBAT. BPA TpabBa aa ce M3BbpLIBA CaMo B
cneumanu3vpaHn BUCOKo-obemHm LeHTpose no CTEPH.
Mpenopbkute Nnpu CTEPH ca 0606weHn B Tabuya 34. An-
ropuTbm 3a neveHvie Ha CTEPH e ganeH BbB Quaypa 4.

Ta6nuua 34: Mpenopbku 3a XpoHM4YHa Tpomb6oem6o-
JINYHa NyJIMOHaJIHa XNnepToHNA

Mpenopbku UsT

Mpw nauneHtn npexusenn PE c
AvCnHes npu ycunuve Tpabsa fa ce
uma npepsua CTEPH

449

Mpwu Bcnuku nauventn ¢ CTEPH ce
npenopbyBa AOXKUBOTHA aHTMNKOA-
rynauus

91

MpenopbuBa ce Npu BCUYKM Naym-
eHT ¢ CTEPH oueHkun 3a onepa-
GVNHOCT 1 peLleHnA OTHOCHO ApyY-
rv TepaneBTUYHN CTpaTeruu ga ce
npaBAT OT MyNTUAUCLUNANHAPEH
TVM OT eKcrnepTn

91

Mpw naumenTtn c CTEPH ce npeno-
pbuBa xupypruyHa PEA Ha doHa Ha
L[bN6GOKO XMNOTEPMUYEH LMPKYa-
TOpeH apecT

91

PvouunryaT ce npenopbuBa npwu
CUMMTOMHM NaLWEeHTN C MOTBbP-
peHa ot cneuymanusnpaH CTEPH-
TUM BKJIlOYBALL MOHE €jUH ONMUTEH
PEA-xvpypr nepcuctunpalia/peky-
peHTHa CTEPH cnep xupypruyHo
nleyeHmne Ha nHonepabunHa CTEPH

441

Off-label ynotpe6a Ha nekapctsa
opobpeHn 3a neuyeHne Ha PAH
MOXe Aa ce 06CbAN Npn CUMMTOM-
HU nauveHn KnacuouympaHm Kato
nmawm HeonepabunHa CTEPH ot
CTEPH-Tum BKntoyBaly noHe eauH
onuteH PEA-xupypr

437-440

NHTepBeHynoHanHa BPA moxe fa
ce 06CbAM MPY NALMEHTH, KOUTO
ca TeXHUYeCKn HeonepabunHm nnm
MMaT HebnaronpuATHO OTHOLLe-
Hue puck:nonsa 3a PEA

57,444
446,448

MoHacToALEeM He ce npenopbyBa
CKpUHUHT 3a CTEPH npwu 6e3cumn-
TOMHW NaumeHTn npexmsenmn PE

417

BPA = 6anoHHa nynmoHanHa aHruonnactuka; CTEPH = xpoHuyHa
Tpomb6oembonMyHa NynMoHasHa xunepToHus; PAH = nynmoHanHa ap-
TepuanHa xuneptoHus; PE = 6enogpobeH embonusbm; PEA = nynmo-
HaslHa eHaapTepeKTOMUA.

aKnac Ha npenopbKuTe.

PHuso Ha gokasatencreeHocCT.

U3TOUHMK(YM) NOAKPENALY (M) HUBOTO Ha AOKA3aTENCTBEHOCT.



48

Mpenopbku Ha ESC

11. MynmoHanHa XxunepToHus ¢
HEeACHN /NN MHOropaKToOpPHN
mexaHusmu (rpyna 5)

PH ¢ HeAcHW n/unn MHOrodakTopHM MexaHu3mu (rpyna 5, Tab-
auya 4) BKNOYBA HAKONKO 3a60NsABaHUA C PasfiyHU NaTo-eTu-
onorun. 061, 0cO6EHOCT Ha Te3n 6oNecTu e, Ye MexaHN3MUTE Ha
PH ca Hepob6pe ycTaHOBEHM 11 MOXe [ia BK/IIOUBAT KaTo NPUUMHY
nyNMOHaJIHa Ba3OKOHCTPUKLMA, NponudepaTMBHa BacKyonaTus,
BbHLUHA KOMMpPeCKs, BbTPELLHA OKJy3us, BUCOKO-AeOUTHA Cbp-
[eYHa HefoCTaTbYyHOCT, CbAoOBa 06NUTEpaUMA 1 NIEBOCTPAHHA
CbpAeyHa HegocTaTbuHOCT (OHatH mabnuya VIIl). Te3n naumneHTn
Ce HY)KAaAT OT BHMMATENHO NoCTaBeHa AuarHo3a. JleueHneTo ce
Cbobpa3nABa C NOCTaBeHaTa AMarHo3a; neyeHneTo Ha PH e BTopunu-
Ho. Akcromata Tpsabsa fa 6bae ,JlekyBan 6enua apob, a He HansA-
raHeTo". Jlunceat RCTs Bbpxy ynotpebaTta Ha ofobpeHn nekapcTea
cpeuy PAH 3a neyeHue Ha 3abonsiBaHusATa ot rpyna 5.4°° OcobeHo
BaXKHO e, ue HsIkou OT 3abonsaBaHuATa fgageHn B OHnalH mabauya
VIl morat ga nmat BeHo3Ha KomnoHeHTa (PVOD), KoAaTo Moxe Ja ce
BJIOLUM OT MYSIMOHaNHW apTepranHy Ba3oAmiaTaTopy.

12. AeduHnumna Ha pedepeHTeH
LLeHTDbp MO Ny/IMOHaJsHa
XNNepToOHNA

PAH e psigka 6onect. Tbil KaTo NO NPUHUMUM MEAVLMHCKM LiEH-
TpOBe C roniAM o6em NauyMeHTU NoKasBaT TeHAEHUMA KbM Hail-
[06puA KIMHWYEH M3X0[, Cb3[aBaHETO Ha eKcrnepTHu pede-
PEHTHU LeHTPOBE € B K/IMHUYHO 1 MKOHOMMNYECKO OTHOLLEHne
CUJTHO MPENOPbUNTENIHO 1 Ce MOAKPeNnA OT NauueHTCKUTe op-
raHusauun. Lenta Ha pedepeHTHUA LeHTbP e Aa NprieMa HOBK
nauvMeHT! 1 Aa npeanprieMa oueHKa 1 nuscneaBaHe Ha BCUYKNM
cnyyam Ha PH, pyTnHHO fa nekyBa nokasaHu naumeHTn ¢ PAH-n
CTEPH-cneundunyHn nekapcTBeHn cpefcTBa, Aa paboTu B TACHO
CBTPYAHMNYECTBO C APYrY 3APaBHN MHCTUTYLUN 3a NOsyYaBaHe
Ha Hal-fobpuTe pe3ynTaTi Npu NauueHTUTe 1 3a OCbLLECTBABA-
He Ha OAWTHA, Hay4YHa 1 obpa3soBaTesnHa AeNHOCT.

PedepeHTHUTE LeHTpoBe TpAbBa Aa MMaT JOCTAaTbYHO Ma-
LMEHTN Ha XPOHWYHa Tepanus, KakTo U HOBM NaumneHTu, 3a Aa
noAgbp»KaT HUBOTO CW. MpeanHuAT 6poi nauneHTn obCnyx-
BaHV OT AafleH LieHTbP 3a Bb3PacTHM BCAKa rofuHa Tpabsa aa
6bae He no-manko ot 200, MOHe NoNoBMHATa OT KOMTO TpsibBa
[a ca c oKOoHuyaTenHa guarHosa PAH. B ctpaHu ¢ >10 munumoHa
HaceneHne LeHTbPBT 3a Bb3PacTHY NAeaNHo TpAbBa Aa 6bae B
CcbCTOAHME Aa o6cnyxu >300 naureHT roauiuHo. MNpenopbyBa
ce flafeH pedepeHTeH LeHTbp fa cnean MUHMMYM 50 nauveH-
71 ¢ PAH nnn CTEPH n ga npriema noHe gBama HOBOHaCOYeHMU
nauuneHTn ¢ gokymeHTupaHa PAH nnu CTEPH Ha meceu. MNpeno-
pbuBa ce NeagvaTpUYHUTE LieHTpoBe Aa obcnyeat 30-50 na-
UMeHTM roguwHo. Tesn uncna mMorat fa 6bAaaT NpUrogeHn Kbm
cneumomnyHMTE XapaKTeprncTKK Ha fadeHa cTpaHa (rbcToTa Ha
HaceneHuneTo, reorpadCKm orpaHNYeHns 1 T.H.)

12.1. O6opyaBaHe N ymMeHnA Heobxogumn
3a pedepeHTeH LeHTDbp

1. MNpenopbuBa ce pedpepeHTHNTE LLEHTPOBE fja OCUTypsBaT
MeANLMHCKA MOMOLY C MOMOLYTA HA VHTEPAMUCLMMIIMHAPEH
TUM, KOWTO fa BK/IIOUBA KaTO MUHUMYM:*51-4%6

(@) pBama nekapu-KOHCYNTaHTK (HOPMaNHO ef4HOBPEMEH-
HO UMY OTHAENIHO NO KAapAMOJSIOrUA 1 pecnupaTopHa
Me/IMLIHA) C OMWT MO OTHOLLUEHWE Ha U CbC CNeLranHn
nHTepecn KbM PH, Kouto ce rpmxaT no rpaduik 3a am-
6ynaTopHu naumeHTy ¢ PH, xocnutanusnpaxu naymnex-
TU V1 y4acTBaT B CpeLy Ha MynTUANCUMMIMHAPHNA TUM;

(b) cneuymanHo 0byueHa MegULIMHCKA CECTPa;

() paavonor cbc cneyranusauus no obpasHa AMarHocTu-
Ka Ha NyJIMOHanHaTa XvnepToHUs;

(d) kapawnonor unu cneymanuct no PH c exokapauorpad-
cKa KBanuduKaumsa;

(e) kapawuonor wnu cneynanuct no PH c kBanudukauma
RHC n TecTyBaHe 3a Ba30peakTUBHOCT;

(f) pocTbn OO CNeumnanucT Mo NCUXONOTUA U COLMANHN
paboTHMLM

(9) mocTaTbUYHA OCUTYPEHOCT C KBannduumpaHo pasnosno-
KeHue.

Ha pedepeHTHUTE LeHTpoBe ce nMpenopbyBa JOCTHMN A0

cnefHUTe 3BeHa N Bb3MOXXHOCTU:

(@) 6OMHMYHO 3BEHO, B KOETO NepCOHaNbT UMa cneymanHa
KBanudrKauma B obnactrta Ha PH;

(b) 3BEHO 32 UHTEH3UBHO NleYeHne CbC CbOTBETHA eKcnep-
Tn3a;

() cneunanvsvpaHa n3BbHOONHMYHA CNYX0a;

d) cnewHa nomouy;

OVArHOCTUYHY M3CN1eiBaHMA, BKIIOUMTENIHO €eXOKap-

avorpadua, CT ckeHep, HykNleapHa AnarHocTrka, AMP

(MR imaging), ynTpa3ByK, paboTHu npobu, dyHKLMO-

HaJlHX n3cneaBaHNUa Ha 6ennTte apoboBe 1 KaTeTepu-

3alMoHHa nabopaTopus;

(f) mocTbn [0 uenua cnekTbp OT cneundUYHN Tepanmm 3a
PAH n CTEPH pocTbnHmM B CbOTBETHAaTa CTpaHa.

MpenopbuBa ce pedepeHTHNTE LEHTPOBE Aa MMAT M3rpa-

[eHa mpexa (Hanp. KpUTepumn 3a HaCoyBaHe, MbT Ha Nauu-

€HTa M NPOTOKONMN 3a KIMHWYHO MOBEefEeHNe) BKIoYBaLla

ApYru Cny»6u, KOUTo He e Heo6xoarMo Aa 6bAaT pa3noso-

>KEHN Ha CbLLOTO MACTO:452

(@) noreHeTrKa;

(b) no CTD;

(c) no cemelnHo NnaHpaHe;

(d) 3aPEA;

(e) 3a6enoppobHa TpaHCNNAHTALNS;

(f) 3a CHD npw Bb3pacTHU

PedepeHTHUTE LeHTpOBEe TpAbBa Aa 0OCHAAT UrOTBAHE Ha

nporpama 3a KAMHWYEH OANT NO CMa3BaHe Ha NpernopbKuTe

N Ha KIMHWUYHUA 13X0[, KOMTO BKJIOUBA aHANN3 Ha Npexu-

BAemMocTTa. OguTnTe TPAGBa NPV HaMume Ha apyru pede-

PEHTHWN LeHTPoBe fa MpPaBAT CPaBHEHUA HA HALMOHANHO

HWBO.

PedepeHTHUTE LLeHTpOBe TpAGBa fa UMaT NpeaBuA ydacTre

B KONlabopaTMBHY KIMHMYHU NpoyyBaHua Ha PAH n CTEPH,

kouto BKtousat ¢asa Il u dpasa lll KNMHMYHW n3nnuTBaHMA.

PedepeHTHUTE LeHTpoBe TpAbBa Aa MMaT NpeaBus 3ano-

3HaBaHe C KpUTepumTe 3a HaCOUYBaHe 1 OCUTypABaHe Ha pe-

[OBHO 0byueHue No BCUYKM acnekTu Ha PH Ha cboTBeTHUTE

3apaBHU cneunanuctn. ObyyeHneTo Tpabea Aa 6bae cre-

LMaNHO HAacOYeHO KbM Magu crneuvanusvpalyn nekapu,

KaKTO 1 KbM MO-CTapLuy Koseru.

PedepeHTHUTE LLeHTpOBe TpAGBa fa UMaT NpeaBuA ydacTre

B pa3paboTBaHeTO 1 NOAAbP)KAHETO Ha MpeXka obxBallalla

ueHTpoBeTe no PH B TAXHaTa cTpaHa, KOraTo nma noseye ot

efivH pedepeHTeH LEHTBP.

—_
=

—
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8.

PedepeHTHUTE LeHTpoBe TpsAbBa Aa MMaT Npensua nog-
ObpKaHe Ha Bpb3Ka CbC CbOTBETHUTE HaLMOHANHW 1/vunm
eBpOonencKn acoumaumm Ha naumeHTuTe ¢ PH.

MpenopbkrTe KbM pedepeHTHNTE LIeHTPOoBE MO MySIMOHa-

Ha X1NepToHVA ca AageHu B Tabiuya 35.

Ta6nuua 35: MpenopbKu KbM pedepeHTHUTE LIeHTpoBe

3a nyJiIMOHaJIHa XunepToHna

Hugo®

Knac?

Mpenopbkn

MpenopbuBa ce pepepeHTHNTE LEHTPOBE Aa
ocurypaBaTt rpuxu ypes myntunpodecro-
HafleH TMM (CneymanncT No Kapanonorna n
pecnvpaTopHa MeanLmMHa, cneuvanvsvpaHa
KAMHUYHA cecTpa, pagmonosu, cneymanmuctu
Mo ncmxosormyecka v coumnanHa nogkpena,
[lOCTaTbYeH ONUT 3a OCBLLECTBABAHE Ha KOH-
TaKTh)

MpenopbuBa ce pepepeHTHUTE LIeHTPOBE Aa
MMaT AMPEKTHY BPB3KMU M Mofen 3a 6bp3o
HacouyBaHe KbM Apyru cnyx6m (no CTD, ce-
MelHo nnaHupaxe, PEA, 6enogpo6bHa TpaHc-
nnaHTauusa, BPOAEHU CbpAeyHM 6Gonectu
npu Bb3pacTHW)

Bcekn pedepeHTeH LeHTbp TpAbBa ga npo-
cnepgAsa MMHUMYM 50 naumenTn ¢ PAH mnn
CTEPH n Kbm Hero ga ce HacouBaT MoHe
[Bama nauuneHTn gokymeHTupaHa PAH nnu
CTEPH Ha mecey,

BbB Bceku pedepeHTeH LeHTbp TpAbBa Aa
ce n3BbpLIBaT MUHMMYM 20 TecTa 3a Basope-
aKTMBHOCT Npu nauneHTn ¢ IPAH, HPAH nnur
DPAH roanwHo

PedepeHTHNTE LeHTpoBe TpabBa Aa ydacT-
BaT B KONIAaGOPATUBHO KIVHWYHO MPOyYBaHe
Ha PAH, BkniounTenHo ¢asa Il n dasa lll knu-
HWYHU N3NUTBaHUA

TexecT Ha nyJiMOHaJ/IHaTa apTepuasHa XunepToHna

lNpenopbuBa ce npu naumeHTa ¢ PAH ga ce
NnpaBu OLeHKa 3a TeXecTTa i C MoMOoLLTa Ha
Habop OT AaHHU B3EeTW OT KJIMHWYHMA npe-
rmen, pabotHata npob6a, OGUOXUMUYHUTE
MapKepw, exoKapanorpapckoTo n xemoau-
HamuuHoTo nscneasaHe (Tabauyu 13 n 14) n
[la ce NpaBAT peflOBHY NpocieaBaLly OLeH-
K/ Ha 3-6 mecela nNpu CTabunHM nauneHTn
(Tabnuua 14)

06wy MepKu NPV NyIMOHasNIHa apTepunanHa XunepToHus

Mpwv nayuneHTn ¢ PAH ce npenopbysa n36sar-
BaHe Ha 3abpemeHnABaHe

Tepanml Ha ny2MOHaJIHaTa apTepuajsHa XunepToHna

MpenopbuBa ce pepepeHTHUTE LIEHTPOBE Aa
OCUrypsBaT rpvkn Ypes MynTunpodecrnoHa-
NleH TMM (CneuvanicTyi No KapAvonorua n pe-
CcnupaTopHa MeAuLMHa, cneumanmsnpaHa Knu-
HMYHa CecTpa, Paavonosw, CreumanucTu no
ncyxonornyecka 1 coumanta nogkpena, Aoc-
TaTbY€H OMNUT 3a OCHLLECTBABAHE Ha KOHTAKTV)

Mpwu TepaneBTUYHO-HAVBHU, HUCKO-PUCKOBU
VAN YMEPEHO-PUCKOBU MaLMeEHTV C NysMo-
HajlHa apTepuanHa XMNepToOHUA ce npeno-
pbuBa HauanHa MoHoTepanusa ¢ ofobpeHn
nekapcTBeHu cpeacTsa (Tabsuya 19)

Mpu TepaneBTUYHO-HANBHW, HUCKO-PUCKOBK
VN YMEPEHO-PUCKOBU MaLMeEHTH C NysMO-
HanHa apTepuanHa XunepToHnsa ce npeno-
pbyBa HauasHa KOMOUHMpaHa Tepanusa ¢
ofl06peHY NepopanHn NeKapcTBEHU cpef-
ctBa (Tabauuya 20)

MocnepoBaTenHo KOMBUHMPaHa (cekBeHuu-
asnHa) fiekapcTBeHa Tepanus ce NpenopbyBa
npwv NaumeHTy C HeJOCTaTbyeH TepanesTu-
YeH OTroBOP KbM HauyasiHaTa MOHOTepanus
WM KbM HauyasHaTa 4BOMHA KOMOMHMpaHa
Tepanua (Tabauya 21)

Mpenopbkn Npu neBocTpaHHU cbpAeyHn 6onectu u Geno-
ApPo6HM 6onectn

He ce npenopbuBa ynotpeba Ha ofobpeHun
3a neyeHue Ha PAH nekapcTBa npuv naymeHTun
C Ny/IMOHaJIHa XWMePTOHMA AbKalla ce Ha
JIeBOCTPaHHM CbpAeyHn bonectn unu 6eno-

CTD = cbefMHUTENHO-TbKaHHM 6onectu; CTEPH = xpoHu4yHa Tpom60-
embonunyHa nynmMoHanHa xuneptoHus; DPAH = nekapcTBo-uHayumpa-
Ha nynMoHaJsiHa apTepuasnHa xuneptoHusa; HPAH = HacneacteeHa nyn-
MOHaJIHa apTepuanHa xuneptoHus; IPAH = nanonatuyHa nynmoHanHa
apTepuanHa xunepToHusa; PAH = nynmoHanHa aptepuanHa xunepTo-
HUA; PEA = nynMOHanHa eHjapTepekToMus.

aKnac Ha npenopbKuTe.

PHuso Ha gokasaTencrBeHoCT.

“U3TouHMK(LM) NoaKpenALL(M) HUBOTO Ha [OKA3aTeICTBEHOCT.

Apo6HM 6onectn

Mpenopbkn npu XxpoHN4YHa Tpom6oem6onnyHa nynmoHanHa
XUNepToHNs

Mpun nauventn ¢ CTEPH ce npenopbyBa xu-
pypruyHa nysmMoHanHa eHaapTepekToMua nog
[bNI6OKO XMNOTEPMIYEH LIMPKYNaTOPeH apecT;
npernopbyBa ce OLeHKaTa 3a onepabunHoCT
N pelleHnATa OTHOCHO ApYry TepaneBTUYHW
CTpaTerum (nekapcTeeHa Tepanus unm 6anoHHa

13. 3Boam oT npenopbKute

»KaKBoO fa npaBum” n
»KaKBO fila He npaBum”

AnarHocTuka Ha nyiMOHaNnHaTa XunepToHua

3anoTBbpXK/AaBaHe Ha inarHo3ata nysMoHasHa
apTepuanHa xuneptoHus (PAH - rpyna 1) u 3a
nofnomaraHe Ha TepaneBTUYHUTE PeLLeHNA ce
npenopbyBa AACHa CbpfeyHa KateTepusauua

3a oTKpurBaHe Ha Te3u nauneHTn ¢ IPAH, HPAH
n PAH nHpyuupaHa oT ynotpeba Ha nekap-
CTBa, KOUTO MoraT Aa 6bAaT NeKyBaHU € BUCO-
KU [O31 KanLMeBy aHTaroHncTu, Tpabea Aa ce
N3BBPLUN TECTYBaHe 3a Ba30PeakTUBHOCT

nysnMoHanHa aHroNMacTuKa) Aa ce B3emar ot
MYNTUANCUNNTIHAPEH TUM OT eKCnepTn

14. OHNalH NpuNoXKeHune

Bcnukn OnnaitH ¢urypm v OHnalH Tabnmum ca AOCTBNHU
B OHnaiiH npunoxeHueto Ha appec: http://www.escardio.
org/Guidelines-&-Education/Clinical-Practice-Guidelines/
Pulmonary-Hypertension-Guidelines-on-Diagnosis-and-
Treatment-of

15. NMpunoxeHune

ESC komuTeT 3a npakTnyecku npenopbku (Committee for
Practice Guidelines, CPG): Jose Luis Zamorano (Mpeacepna-
Ten) (McnaHus), Victor Aboyans (OpaHuus), Stephan Achenbach
(fepmanus), Stefan Agewall (Hopserus), Lina Badimon (Mcna-
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HuA), Gonzalo Barén-Esquivias (VicnaHna), Helmut Baumgartner
(fepmaHus), Jeroen J. Bax (XonaHngusa), Héctor Bueno (Mcnanus),
Scipione Carerj (MUtanusa), Veronica Dean (OpaHuus), Cetin Erol
(Typuwun), Donna Fitzsimons (O6eguHeHo KpanctBo), Oliver
Gaemperli (Weeiyapus), Paulus Kirchhof (fepmanna/O6ean-
HeHo Kpancteo), Philippe Kolh (Benrus), Patrizio Lancellotti
(benrua), Gregory Y.H. Lip (Ob6envHeHo KpanctBo), Petros
Nihoyannopoulos (O6eanHeHo KpancTtso), Massimo F. Piepoli
(Utanus), Piotr Ponikowski (Monwa), Marco Roffi (Lseluapus),
Adam Torbicki (Monwa), Antonio Vaz Carneiro (MopTtyranus),
Stephan Windecker (LBenuapus)

HaumnoHanuu kappguonornyHm pgpyxecrsa Kbm ESC
BKJ/IIOYEHN aKTMBHO B pepakuuATta Ha lNpenopbkn Ha ESC/ERS
3a iMarHoCTnKa 1 ieyeHne Ha nysMoHanHata xmneptoHna 2015:

An6anums: Albanian Society of Cardiology, Sokol Myftiu; AB-
cTpua: Austrian Society of Cardiology, Diana Bonderman; Asep-
6anpkaH: Azerbaijan Society of Cardiology, Ibrahimov Firdovsi;
Benapyc: Belorussian Scientific Society of Cardiologists, Irina
Lazareva; Benrusa:Belgian Society of Cardiology, Michel De Pauw;
BbocHa un XepueroBuHa: Association of Cardiologists of Bosnia &
Herzegovina, Sekib Sokolovi¢; Bbarapms: Bulgarian Society of
Cardiology, Vasil Velchev; XbpBatnsa: Croatian Cardiac Society,
Maja Cike$; Kunbp: Cyprus Society of Cardiology, Josef Antoniou
Moutiris; Yewka peny6nuka: Czech Society of Cardiology,
Pavel Jansa; lanma: Danish Society of Cardiology, Jens Erik
Nielsen-Kudsk; EctoHus: Estonian Society of Cardiology, Ly
Anton; ®unnangua: Finnish Cardiac Society, Pertti Jaaskeldinen;
®paHuyuma: French Society of Cardiology, Fabrice Bauer; Fpy-
3mAa: Georgian Society of Cardiology, Archil Chukhrukidze;
FepmaHua: German Cardiac Society, Christian Opitz; Mpuuna:
Hellenic Cardiological Society, George Giannakoulas; YHrapus:
Hungarian Society of Cardiology, Kristéf Karlécai; Ucnanpus:
Icelandic Society of Cardiology, Hjortur Oddsson; Upnanpus:
Irish Heart Foundation, Sean Gaine; Uspaen:Israel Heart Society,
Doron Menachemi; Utanus: Italian Federation of Cardiology,
Michele Emdin; Kupruscran: Kyrgyz Society of Cardiology,
Talant Sooronbaev; NaTBusa: Latvian Society of Cardiology,
Ainars Rudzitis; JluTBa: Lithuanian Society of Cardiology, Lina
Gumbiene; Jllokcembypr: Luxembourg Society of Cardiology,
Frederic Lebrun; ManTa: Maltese Cardiac Society, Josef Micallef;

MongoeBa: Moldavian Society of Cardiology, Victor Botnaru;
Mapoko: Moroccan Society of Cardiology, Latifa Oukerraj; Hop-
Berna: Norwegian Society of Cardiology, Arne K. Andreassen;
Monuwa: Polish Cardiac Society, Marcin Kurzyna; MopTyranus:
Portuguese Society of Cardiology, Maria Joao Ribeiro Leite
Baptista; PymbHua: Romanian Society of Cardiology, loan
Mircea Coman; Pycmsa: Russian Society of Cardiology, Olga
Moiseeva; Cbpbumsa: Cardiology Society of Serbia, Branislav
S. Stefanovi¢; CnoBakumsa: Slovak Society of Cardiology, Iveta
Simkové; WBeyusa: Swedish Society of Cardiology, Gerhard
Wikstrom; LBerigapua: Swiss Society of Cardiology, Markus
Schwerzmann; BuBla lorocnaBcka peny6nnka MakegoHus:
Macedonian FYR Society of Cardiology, Elizabeta Srbinovska-
Kostovska; XonaHaua: Netherlands Society of Cardiology, Arie
P. J. van Dijk; Tynuc: Tunisian Society of Cardiology and Cardio-
Vascular Surgery, Abdallah Mahdhaoui; Typuwmsa: Turkish Society
of Cardiology, Cihangir Kaymaz; 06eguHeHo KpancrBo: British
Cardiovascular Society, Gerry Coghlan; YkpaiHa: Ukrainian
Association of Cardiology, Yuriy Sirenko.

TekctbT 32 CME (HenpeKkbCHaTO MeAULUMHCKO obyueHue)
LMpenopbkn Ha ESC/ERS 3a guarHocTMka n neyeHune Ha nyn-
MOHanHaTa xunepTtoHua 2015” (2015 ESC/ERS Guidelines for
the diagnosis and treatment of pulmonary hypertension) e yT-
BbpAaeH ot EBAC (EBponeicku 6opa No akpeanTaums B Kapau-
onoruaTa). EBAC paboTtn B CbOTBETCTBME CbC CTaHAApTUTE 3a
kauyectBo Ha EACCME (EBponenckmn cbBeT MO akpeauTauma Ha
HeMpeKbCHATOTO MeLMLMHCKO 00yYeHNE), KONTO € UHCTUTYLMSA
Ha UEMS (EBponeiicku Cblo3 Ha MeAULUHCKATE Crieunannctu).
B cvoTBeTcTBME C yKasaHuATa Ha EBAC/EACCME, Bcuukm yyacT-
BallM B Ta3W Mporpama aBTopyv Ca Paskpunu noTeHuuanHuTe
KOHONUKTY Ha UHTepecK, KoUTo Brixa MOrn fja LOoBEAAT [0 Npu-
CTPaCTHO OTHOLLEHMeE B CcTaTMATa. OpraH3auMoHHUAT KOMUTET
HOCM OTFOBOPHOCTTA Ja rapaHTMpa, Ye BCUMYKM MOTeHUUanHn
KOHONMUKTU Ha MHTepecy CBbP3aHu C Nporpamara Lie ce feKna-
pupat npea y4yacTHUUuUTe Nnpean 3anoysaHe Ha genHoct 3a CME.

Bbnpocu 3a CME Bbpxy Ta3u cTaTus ca HanvyHU Ha ye6-
appecute Ha European Heart Journal http://www.oxforde-
learning.com/eurheartj n Ha European Society of Cardiology
http://www.escardio.org/guidelines.

TekcTbT 32 CME (HenpekbcHaTo MeAnUMHCKO 0byyeHme) ,Mpenopbku Ha ESC/ERS 3a AnarHocTnKa 1 neyeHmne Ha nynmoHanHata xunepTtoHua 2015” (2015 ESC/ERS Guidelines
for the diagnosis and treatment of pulmonary hypertension) e ytebpaeH ot EBAC (EBponeiickv 60pa no akpeanTaums B kKapauonoruaTta). EBAC paboTu B CbOTBETCTBME CbC
cTaHAapTuMTe 3a KayecTBo Ha EACCME (EBponeincku cbBeT Mo akpeAmnTaLmna Ha HENPEKbCHATOTO MEANLIMHCKO 06YUeHNe), KONTo e MHCTUTYumA Ha UEMS (EBponeiicku cbio3
Ha MeAVLMHCKMTe cneyunanucTi). B cbotBeTcTBMe € ykazaHuaTa Ha EBAC/EACCME, BcvyKm yyacTBalyy B Ta3n Mporpama aBTopu ca paskpunm noTeHunanHmuTe KOHGANKTU Ha
MHTEpecK, KOUTo brxa MOrNN Aa AOBEAAT A0 NPUCTPACTHO OTHOLUEHNE B CTaTUATa. OpraHn3aLMOHHUAT KOMUTET HOCV OTFOBOPHOCTTA A rapaHTUpPa, Ye BCUYKM NoTeHLman-
HV KOHGAMKTY Ha MHTEpeCK CBBbP3aHU C Mporpamarta e ce AeklapupaT Npeq yuacTHULMTE NpeAn 3anousaHe Ha aeriHocT 3a CME.

Bbnpocu 3a CME BbpXy Tasu cTaTuA ca HaNMUHU Ha yeb-aapecnTe Ha European Heart Journal http://www.oxforde-learning.com/eurheartj n European Society of Cardiology

http://www.escardio.org/guidelines.
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