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OuarHosa v noBeageHue npu 6enoapodbHa apTepunanHa xu-
nepToHusa: pbKoBoacTtBo Ha American College of Chest

Physicians, oCHOBaHO Ha AoKa3aTencTBa OT KIIMHNU4YHaTa
npaKkTUukKa.

Diagnosis and Management of Pulmonary Arterial Hypertension: ACCP
Evidence-Based Clinical Practice Guidelines

Chest 2004; 126: 4S-6S




BeHeumaHcka knacudukauma Ha 6enogpobHa xuneproumna, 2003

BenoaopobHa aptepuanHa xuneptoHns — bBAX (PAH)
UWavonatnyHa BAX (IPAH)
damunHa BAX (FPAH)
- KonareHHO cbaoBu GonecTu
- BpoaeHn cUCTEeMHO-NYJIMOHAasIHU WHLHTOBE (ronsaMm, ManbK, KOpu-
rmpaH UM HeKopurupaH)
- MopTanHa xunepteHcus
- HIV-undekuuma
- lpora v TOKCUHMU
- Opyru (rnukoreHo3a, 6onecTt Ha Gaucher, xepeauTapHa xemopa-
rMyHa TeneaHrueKkTasus, xemornobnHonatum, mmenonponucgpepaTruBHu Hapy-
LUEeHUS, CNNIeHEeKTOMMUS)
CBbp3aHa cbC CUTHUPUKAHTHU BEHO3HU UMK KanUMSApPHU YCIOXHe-
HUA
- BenogpobHa BeHO-OKINy3nBHa b6onect
- BenoppobHa KanunsipHa xeMaHrMmomaTtosa




BeHeumaHcka knacudukauma Ha 6enogpobHa xuneproumna, 2003

BenoaopobHa BeHO3HA XUNEepPTOHUSA

JleBocTpaHHa npeacbpAHa UMK KaMepHa cbpaeyvHa 6onect

JleBoCcTpaHHa KnanHa cbpaeyHa bonect
BenoapobHa XxMnepToHus, CBbp3aHa C XMNOKceMus

XObb

UHTepcTnumanHa 6enogpobHa donecr

HapyweHuns Ha guwaHeTo No BpemMe Ha CbH

HapyweHus ¢ anBeonapHa XxmMnoBeHTUNauus

XpOHNYHO U3naraHe Ha ronsiMma HaaMopCcKa BUCOYUHA
BenoaopobHa XMnepToHus, NPUYNHEHA OT XPOHMUYHA TPOMOOTHUYHA U/nnu emoo-
nu4yHa 6onect

TpomboembonMyHa o0CTPYKLUA Ha NPOKCUMariHuTe 6enoapooHu apTe-
pun

TpomboembonmMyHa o0CTPYKLUUA Ha AUCTanHuTe 6enoapooHu apTepun

Benoaopob6eH emM6onNU3bLM (TYyMOpP, Napa3nuTu, YyXxa matepuan)
CmMmeceHa 6enoapobOHa XxunepToHUs

Capkoupgosa, xuctmouuntosa X, numcpaHrmommomaTosa, KOMnpecus Ha
6enoapobHu cbaoBe (ageHonaTuA, Tymop, hnbposupaly MeanacTUHNUT)




XemoauHamuuHa pecpmHmuma Ha 6enogpobHa xuneproumsa (PH)

CpeoHo HansaraHe B 6enoapoo6bHaTa aptepusa > 25 mm Hg B
nokou (Hopma 10 mm) n/vunn > 30 mm npu HaToBapBaHe
(Hopma 15 mm), ¢ nynMoKanunapHO HanaAraHe UNu Hans-
raHe B NABO npepacbpane < 15 mm Hg.




Envpemumonorua Ha 6enogpobHa xuneprouma (PH)

 [[peanneKUMoHHO 3acsira Mriagm XXeHu
e CbOTHOLLEHUETO XEeHU:MbXxe — 2:1
 CpeagHaTa Bb3pacT Ha nauyueHTuTe — okosno 36 roguHun




NMaroreHe3a Ha 6enoapo6bHaTra xuneprouusa (PH)

 DyHaamMeHTanHa ponst Ha reHeTU4YHU cpakTopu npu namonatmnyHa (IPAH) n
¢damunHa cpopma (FPAH) — myTaumm Ha T.Hap. bone morphogenetic protein
receptor-2.

* CbBMECTHO AEeUCTBME Ha LUMPOK CneKTbp pakTopu: eHaotenuH (ET),
npoctauuknuH (PGL,), azoteH oknuc (NO), cepoTOHMHOB TpaHcnopTep U Ap.

« CTapTOB MeXaHN3bM € Ba3OKOHCTPUKLUA.
« Mpouecu Ha nponudepaumnsa u pemogenupaHe Ha 6enoapobHUTe cbAOBe.

* Kno4yoB enieMeHT e eHAOTeNHa ANCPYHKLUUA, MapKupaHa OoT NPOAbIIKN-
TeriHo noBuweHue HuBaTa Ha ET n cHmxeHne Ha NO n npoctaumknuH.




KnuHuuHa xkapTtuHa Ha 6enogpo6Ha xuneprouusa (PH)

e YMepeHa AucnHes npm ycunue
 TopakanHa 6onka
e CuHKon

BAXHU TOYKU B AHAMHE3ATA

* [eorpadhckmn pavoH (LLMCTO30MMA3a, TOKCUYHU CyOCTaHUMM, HAAMOPCKa BUCO4M-
Ha, CbpNOBUAHOKINEeTbYHa 6onecT)

» PaMUNHOCT 3a 6enoapobHa XMNEepPTOHUA UNN HeICHA “CcbpAaevyHa’” CMbPT
* AKywiepcKka aHaMHe3a 3a COHTaHHU abOpPTU U NHTepPYNLUN

» TabneTHa KOHTpauenuus

* THoTIOHONYLUEHEe

» AnkoxonHa ynortpeba

* MpeawecTBalm eNU304U Ha XbNTeHMUa

* AneTut-cynpecupaLium meguKkaMmeHTHU

 CTapa aHamMHe3a 3a BeHO3eH TPOMboeMbonu3bm

« CumnTomm 3a KonareHosa (cumnTomMm Ha Raynauds)

 bonecTt Ha WMUTOBMAHATA Xne3a

* Puckosu cpaktopu 3a HIV

* HeoTaaBHaWHM BUPYCHU GonecTun




Knacudumkauma Ha pyHKLMOHANHOTO CHCTOSHME HA
naumeHT ¢ 6enogpobHa xuneproumna (WHO, 1998)

‘ Knac ‘ OnucaHue \

NMauneHTn 6e3 orpaHuyYeHue B oomnyamHara cpmamyecka akTMBHOCT; NOC-
regHaTa He npeaAM3BUKBa NosiBa Ha HapacTBaLla AUucnHes, ymopa, Topa-
KanHa 0orkKa unuv npecuHkKon.

MauneHTH cbe cnabo orpaHuyeHne Ha hm3nyeckaTa akTUBHOCT; NMNcBa
AnckomMcopT B NOKOMU, HO HOpMarniHaTa hM3nyecka akTUBHOCT npeauns-
BMKBa HapacTBalla AUCrNHes, ymopa, TopaKkasriHa 6onka unv npecuHkon.

MauneHTU c NnoguyepTaHO orpaHM4YeHne Ha (pusnyeckaTa aKkTUBHOCT; Nuvn-
cBa AUCKOMOPT B NOKON, HO aKTUBHOCT, No-cnaba oT HopManHara, npe-
AWU3BUKBa HapacTBalla AuUcnHes, yMopa, TopakanHa 6onka unum npecuH-
Kon.

MauneHT, HecNOCOOHM A4a NPOABAT KaKBaTo U Aa e hnuanyecka akTuB-
HOCT B MOKOW, N KONTO MoOraT A4a MMaT CUMNTOMM 3a AsICHA CbpAeYvHa He-
AOoCTaTb4HOCT. [lucnHes u/unn ymopa Moxe ga npMcbCTBa B MOKOW U
CUMMNTOMMUTE Ce YCUNBAT Npu BCAKO (pU3M4ECKO ycunue.




AunarHocruueH anroputosm npm 6enogpobHa xunepronuma (PH)

Mma nu ocHoBaHue Aa ce nogo3upa PH?

AHaMHe3a, npernen, peHTreHorpama, EKI

Bbe3 ponun. W'Y BepositHa nu e PH? CkopocTt Ha Tpukycn. peryprutaumsa (TRV) — cucTt. Hansa-
unscnenBa- Doppler exo-KI raHe B gsicHa kamepa (RVSP), necHokam. natnackBaHe

HuA 3a PH (RVE), necHokamM. aAucyHKUUS.

OwarHocTuka Ha neBOKaM. CUCT./aMacr. ,DMC(*)YHKLIVIFI;
KnanHa 6onecr. JleueHne U gonbil. OUEHKa, BKN. nfiBa U
AfICHa KaTeTepu3auus.

PH abnxu nu ce LV-6onect?
Exo-KI

PAH obnxu nu ce Ha BpogeHa |[mmmmg [NvarHocTtuka Ha abHopMHa mopconorus, WHHT.
cbpaeyHa 6onecrt?

Exo-KI' c koHTpacT

PAH OLmku v ce Ha 1P [umarHocTuka Ha cknepogepmus, CEJl, ap. konareHosw,
konareHosu, HIV? mmg HIV.

Ceponorus




AuwarHocTtuueH anropurom npm 6enoapobHa xuneproumsa (PH)

(NpoOBL/MKEeHuUe)
\ rr V4

Mma nu cycnekuum 3a XpoHunyHuat BTE gokasyem nu e
XpoHuyeH BTE? u onepabuneH nu e?

V/Q ckaHupaHe MynmoaHruorpadus

He l HopmanHo V/Q l Oa

PAH oLy nu ce Ha 6enoap.
bonecTt UnNu Xxmunokcemuma?

AHaToMunyHo nokanusupaHe Ha BTE (CT, MRI).

®yHKL. TeCT, ra3oB aHanu3 L@ [OnarHocTuKa Ha napeHXuMHa 6enoap. 6onecTt, XMNok-
Ra CeMUA NN HapYyLUEeHUs1 Ha ChLHA.

KakBu orpaHuvyeHus ca
npuinHeHu ot PAH?

®PyHKU. Knac, 6-MWT

[JokymeHTUpaHe Ha (pyHKU. KanauuTeT, He3aBMCUMO OT
npuynHata Ha PH.

KakBu ca getannure Ha [okymeHTMpaHe Ha HansiraHe B AP n gacHo npeacwpave, nyrn-
6enoap. xemoaMHaMMKa? MOKanuIsipHO HansiraHe (fieBokamMepHo U fneBonpeacbLPAHO),
[fcHa KaTeTepuaaLms TpaHCNynM. rpagueHT, CbpAe4yeH KanauuTeT, CMeceHa BeHO3Ha
catypauusa (Svo,), oTroBOp KbM BasogunataTopm.
NMoTtBbpxaaBaHe Ha PAH unu IPAH, ako nuncBa npuyunHa.
O6cbXxaaHe Ha reHeTUYHN TecToBe




LleHTpanHa aunarauma Ha 6enogpobHara aprepua -
PeHTreHorpama
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LleHTpanHa aunarauma Ha 6enogpobHara aprepuna -
KOMNIOTbPHAa nynMmoaHruorpadus

maBeH kKnoH Ha AP 2 29 mm

87% uyBcTB. 1 89% cneuund.




IPAH - peHTreHorpama







XpoHuueH Tpomboembonn3abm — KOMNIOTbHPHA NyNIMOaHrmorpa-




TymopeH eMm6onnM3bM — KOMNMIOTBPHA TOMOrpadusa




Cxnepoaepmmusa - KOMNIOTbpPHa TOMorpacdpma m nynMmoaHruorpa-




NocrkanunapHa PH - komnmoTbpHa ToMmorpadcdpuna




HEBOCTpaHHa ChbpaevHa HegoCTarTb4YHOCT — PEHTreHorpama




MurpanHa cTeHO3a — peHTreHorpama




Enexkrpoxkapauorpacdua - 6enogpobHo coupue




OcTbp BasopeaKkTMBeH TecCT

 Epoprostenol I.V.
* Adenosine
 MlHxanaTtopeH a3zoteH okuc (NO)

YacTuyeH OCTHLP OTroBOp: CHMXeHMe Ha HansaraHeto B AP ¢ 10-40
mm Hg, ¢ noBuweHUe Unm ¢ HenpomMeHeH CbpaevYeH KanauuTer.

NMaumenTtu c IPAH n PAH (npu cknepoaepmus n BpoaeHU Cbp-
AeYHu bonecTtun) 6e3 6enoapodbHO chpLe, NOKa3arnu YacTu4ieH
OCTHpP OTroBOp, Ca NOKa3aHW 3a JyieyeHne ¢ opariHu aHTaroHuc-
TU Ha KanuueBuTte KaHanu (CCB).




TepaneBTUUYeH anropurTsm npm 6enogpobHa xuneproHmna

BeHeuun, 2003

OpanHu aHTMKoarynaHTu AuypeTuum

dPyHkuuoHaneH knac II/II/NV

maBHM rpmxu

l

OcTbp BazopeakTUBEH TeCT

Kkucnopon digoxin

He2camueeH

lMo3umueeH 1

v
Oa

|

NMpoabmkaBaHe
Ha CCB

y
Opanuu CCB dyHkumoHaneH knac lll

IOCTOSAHEH OTroBOP

AHTaroHUMcTN Ha eHAOTEeNMMHOBMUA
peuenTtop
(Bosentan)
Uunum
XpoHu4yHo Epoprostenol IV
unum
NpocTtaHoMaHW aHano3un
(Treprostinil SQ, lloprost Inh, Berprost

{
UHxnoéutopu Ha PDE-5
(Sildenafil)

]
¥
dPyHKUMoHaneH knac IV

XpoHunyHo Epoprostenol IV
Bosentan
Treprostinil
XpoHuyHo lloprost IV

!
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ATtpuocentotromus
6enoap. TpaHcnNaHTauusa




JleueHue Ha PAH npu nauueHTM! C
o6cTpykTMBHa CbHHA anHen (OSA)

lNpu cycnekuusa 3a HapyLweHne Ha AULLIAaHeTOo No Bpeme
Ha CbH, cBbp3aHo ¢ PAH, 3aabmKnTenHo ce n3BbpLuBa
nosimcomMmHorpadus.

NMpunara ce HeMHBa3MBHA MeXaHU4YHa BEHTUIAUUA C T.Hap. Henpe-
KbCHaTO NO3UTUBHO HanfdraHe B guxartenHute nbtUuwa (CPAP)

Continuous Positive Airway Pressure






