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OCHOBHI NOJ1I0XXeHHSA

* HannowwupeHilwnmMn NnpuynHamMm nNigBULLEHHA KPOB'AHOIO TUCKY Y
nereHax (nereHeBoi rinepTeHsii, JIMN € cepueBa HeAOCTATHICTb, AedeKTH
K/J1aMnaHiB Ta 3aXBOPIOBAHHA NIereHb, LLIO BUKJIMKAKOTb Finokcemito (Taki
AK XpOHiYHa 06CcTpyKTMBHA XBOpoba nereHb (XO3J1) Ta nereHeBui
$ibpo3s).

* 3iHworo 6oky, nereHeBa apTepiasibHa rinepteHsia (JIAl) Ta XpOHiyHa
TpoMboemboiyHa nnereHeBa rinepten3ia (XTI € piakicHMMmn
3aXBOPHOBAHHAMM, AKi BaXK/IMBO BiApPi3HATY Bif 6isbll nowmpeHnx
npvunH JII. MporHo3 y He-nikoBaHux JIAT Ta XTJII pocnuTb Noranmm, ane
NiKyBaHHSA LMX XBOp0ob 3a 21 cTOpivYA 3HAYHO PO3BUHYOCS.

 MiaBULLEHNI KPOB'AHMUN TUCK Yy NereHax (niereHeBa rinepTeHsia) Le CTaH,
33 AKOro cepeHin TUCK JiereHeBoi apTepii (BUMipsiHWI iIHBa3NBHO 3a
JIONOMOroo KaTeTepm3aLii NpaBux BiAaiNiB cepua) € BULLMM 33
25 MM pT. CT. AKLWO CMCTONIYHUN TUCK NIereHeBOI apTepii, BU3HaYeHNM 33
fonomoroto exokapaiorpadii, nepesuniye 50 MM pT. CT., NALLEHT,
MMOBIPHO, Ma€ NiABULLLEHNI NIereHeBUI KPOB'SHNI TUCK.
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XPOHiYHa TpomboemMbosiyHa nereHeBa rinepTeHsia

HactaHoBa 00098. MigBULLEHNI KPOB'AHWUM TUCK Yy JIEreHsAX: JlereHeBa apTepiasibHa rinepTeHsia Ta

» Exokappaiorpadia € HanBaXX IMBILLNMM iIHCTPYMEHTOM BU3HAYEHHS
NiABULLEHOIr0 KPOB'AHOIO TUCKY JiereHb. AKLLO Y NnauieHTa € xBopoba, Lo
06yMOBJIIOE NiABMLLIEHHA SlIereHeBOro KPoB'sHOro TMcKy (cepueBa
HeZl0CTaTHICTb, 3aXBOPIOBAHHA JIereHb), NoAasblli 06CTEXEHHA He
060B'A3KOBI, @ NiKyBaHHA MOBUHHO CKJ1aAaTMNCA 3 HaNBiNbL NPUNHATHOI
Tepanil OCHOBHOIO 3aXBOPIOBAHHSA.

* 3anipo3pu Ha JIAT abo XTJII 3aBXAau icHye noTpeba y 06’'eMHin
AiarHocTtuvui (BK1tOYaOUYM KaTeTepu3alito NpaBux Biaainis cepus) 1a
obcTexeHHi y 6aratbox o6n1acTax. ToMy AiarHOCTUKA Ta JIiKYyBaHHA LMX
3aXBOPHOBaHb 30Cepea)kXeHe B CneLianizoBaHMX LEeHTPaX i3 4O0CBIAOM

BeJeHHA AaHOI NATOoNOril.

Knacuoikauis

e ue. Tabnunuto [w6a.|T1].

Knacudikauia nigB1LieHOro siereHeBoro apTepiaibHOro TUCKY

1. JlereHeBa apTepiasibHa rinepteHsia (JIAI)

1.1 lgionaTtnuHa (LJ1AT)

1.2 CnagkoBa

1.3 Hapko- abo TOKCMH-iHOYKOBaHa

1.4 AcouirioBaHa JIAT (AJ1AT), noB’A3aHa 3:

1.4.1 33XBOPHOBIHHAMM CMOJTYHHOI TKAHUHMN

1.4.2 BIl-iHdeKujeto

1.4.3 MopTanbHOtO rinepTeHsieto

1.4.4 Bpoa)keHnMm Bagamm cepus

1.4.5 lUncrtocomo3zom

1°. JlereHeBa BEHOOK/1H03MBHA XBOP06a Ta/abo nereHeBmi KaniApHUIA reMaHrioMaTos

1°". Mepcuctyroda JII HOBOHAPOAXKEHOIO

2. NiaBMLLEHNI NIereHeBuiA KPOB'AHNIN TUCK, 3yMOBJIeHMIA XBopobaMu NliBMX BiaAaiNnis cepusa

2.1 CnucTonivyHa anchyHkLia

2.2 OunacTtonivyHa guchyHKLis

2.3 3axBOPIOBAHHSA K/J1aNaHHOro anaparty

2.4 Bpoa>keHa/HabyTa ob6CcTpyKUifA NiBMX BiAAiNiB BXiAHUX/BUXIAHWX LUNAXIB CEPLA Ta BPOAXKEHI
Kapaiomionartii

2.5 BpoaXeHWi/HabyTuit CTeHO3 NnereHeBuX BeH

3. MigBuLIEHWIN NIereHeBNn KPOB'AHNIN TUCK Yepes 3aXBOPIOBaHHA fiereHb Ta/abo CTaHu, o BUKIMKAOTb
rinokcemito

3.1 XpoHiyHe 06CTPYKTMBHE 3aXBOPHOBAHHA JiereHb
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3.2 IHTepcTUUiaNbHe 3aXBOPIOBAHHSA JIereHb

3.3 IHLWWi 3aXBOpPIOBaHHSA JiereHb, NOB'A3aHi AK 3 peCTPUKTMBHOLO, Tak i 3 06CTPYKTUBHOO
rinoBeHTUNALIEO

3.4 MNMopyLLeHHA ANXaHHA Nif Yac CHY

3.5 CTaHu, L0 BUKINKAIOTb a/1bBEO/IAPHY FNOBEHTUAALLIO

3.6 Tpuane nepebyBaHHA Ha BEIMKMX BUCOTAX

3.7 Bagn po3BuUTKy

4. XpoHiyHa TpoMboemboniyHa JIr

4.1 XTIr

4.2 |HWI CTaHW, WO BUKANKAKOTb 06CTPYKLil0 ereHeBMX apTepin (Hanpukaad, aHriocapkoma, iHLi
BHYTPILUHbOCYANHHI MYXJINMHW, apTepiiT).

5. MigBMLLEHWIN NereHeBNn KPOB'SHMIN TUCK PO3BMBAETLCA 33 HEBU3HAYeHMMMN Ta/abo
NnonieTioNoriYHMMN MexaHiamamum

5.1 leMaToNOriyHi CTaHM: XpPOHiYHA reMoliTUYHa aHeMis, MiesionpoJslidepaTnBHI po3s1aan, CTaH nicns
CNAEHeKTOMIT

5.2 CUCTeMHI 3aXBOPIOBaHHA: CapKoifo3, IereHeBni rictioumTos, nimdaHrionenomiomaTos,
HelpodibpomMaTos

5.3 MeTaboniuHi po3siagu, Hanp1knaa xsopoba lolle, 3aXBOPHOBaHHA LWNTONOAI6HOT 331031

5.4 IHWe: HanpwuKaa MeaiacTiHanbHUN Gibp0o3, XpOHIYHA HUPKOBA HEAOCTATHICTb

JlereHeBa apTepiasibHa rinepteHsia (JIAI)

3aranbHi NOHATTA

* LleHTpanbHMM MexaHi3MoM naTtoreHesy JIAT € nponidepadis T1a

pemMoaenitoBaHHSA CTIHOK MasInX AUCTANIbHUX JIEFEHEeBUX CYyAVH, @ TAKOX
iX nporpecyro4da o6CcTpyKL,if, WO NPU3BOANTb A0 MOCUJIEHHSA CYAUHHOIO
OnopYy NlereHb Ta, HapewTi, A0 CepLeBOoi HeAO0CTATHOCTI.

Mpwn JIAT y Mannx nereHeBnx apTepisix BUHMKAE eHAoTe lia/IbHa
AnchyHKLIA, Wo Npr3BoaAnTb A0 AMcbanaHcy MiX Ba30aKTUBHUMM
MegaiaTopamu (Hanpuknaa, NPOCTALUUKIIIHOM, OKCMAOM a30Ty Ta
eHA0TesliHOM), Lo BiANoBiAaoTb 33 ANJIATALLIIO TA CKOPOYEHHSA CYyAWNH, a
TAKOX [10 NOCKJIeHHA abo 3MeHLLeHHA nposiidepalii cyamH. barato
$dapMaLeBTUYHMX NPEenaparTiB, WO BNJIMBAKOTb Ha Lii MexaHizmu, bynm
BBeJEHi B KJliHIYHe 3aCTOCYBaHHA'Y 21 CTONITTI, WO CYTTEBO BMJINHYJIO
Ha JliKkyBaHHA AAHOr0 3aXBOPOBAHHS.
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* 33 IaHNMM Pi3HMX AocNiaXKeHb nowmrpeHicTb JIAT cTaHOBUTb 61M3bKO
15-60 BMNaAKiB HA MiNIbIMOH, @ 3aXBOPIOBAHICTb — 6211M3bko 5-10
BMMNAZKiB HA MiNIbMOH XNTenis/pik. B TenepillHin Yac cepefiHin BiK
BCTAaHOBJ/IEHHSA AiarHo3y CTaHOBUTb 50-65 pokiB, a 6/1M3bKO ABOX TPETUH
NaL,i€HTIB — XiHKMW.

» Cepep ycix nauieHTis 3 JIAT (Tabnunus [=62.|T1]) TPOXWN MEHLLE NOJIOBUHMN
Mac igionaTuyHy nereHeBy apTepianbHy rineprteHsito (IJ1Al), a
NOJIOBMHA — JIEreHeBY apTepiasibHYy rinepTeH3ito, NOB'A3aHY 3 iHWKM
3axBoptoBaHHAM (AJIAT). IHLWWI rpynn 3aXBOPHOBAHb 3YCTPiYatOTbCA PiAKo.

* bansbko 50% nauieHTiB 3 AJIAT MatOTb 3aXBOPHOBAHHSA CNOJTYYHOI
TKaHWHW (HaN6iNbL NOWMPEHNUMM € CUCTEMHUIN CKNEPO3 Ta CUCTEMHUN
yepBOHWI BOBYAK), a NpMbanM3HO 20-25% MaloTb BpOA KEHY Bajy cepus.
IHWi npnymHmM AJIAT, Taki AK NTOPTasIbHA rinepTeH3if, € piAKICHUMN.

 TporHo3 JIAT noraHun. HaBiTb 33 Cy4aCHMX MeTOAiB JiKyBaHHA 6/1M3bKO
15% nauieHTIB NTOMMPAOTb NPOTArOM NEPLLUOro poky nicasa
BCTAHOBJ1IEHHA AiarHo3y. MporHo3 JIAl, noB'sAi3aHnM i3 BPOAXEHNMMU
BaJaMm Cepusl, € HANKPALLWM, @ NPOrHo3wu igionatnyHmx JIAT Ta JIAT,
NMOB'A3aHMX i3 CMCTEMHUM cKiepo3oM abo BlJ1-iHdekieto, €
HaWripWnMN.

CMMNTOMM Ta AOCNIOXKEHHA

¢ CMMNTOMM 3a3BMYaN PO3BMBAIOTHCA NOCTYNOBO. OCKi/IbKM OCHOBHI
AoCnigXKeHHA (ayCcKynbTalifa nereHb Ta cepugd, aHani3n Kposi, EKT,
peHTreHorpadis rpyaHoi KNiTUHN, PYHKLIIOHANbHI TECTU JIereHb) MOXYTb
33/IMLWLATUCSA HOPMAJIbHUMM HA NOYATKOBOMY eTani, AiarHOCTUKA YacTo €
Ni3HbOIO.

* Hanbinbl NOWMPEHNMM CUMITOMAMM € NOPYLLUEHHA TOJIEPAHTHOCTI i
33AMLWKa Npy Gi3NYHOMY HABAHTAXKEHHI

* [HWMMN CMMNTOMAaMMU € 3arasibHa BTOMJIKOBAHICTb, 6isb y rpyasx,
cepuebunTTs, Kallesib Ta XpUnoTa.

* Ha ni3Hix cTaaisx 3aXxBopoBaHHA Yy NauieHTa byae po3BmMBaTMCA HAbpakK
HUXKHIX KIHLIBOK, XXMBIT MOXe 6yTK PO3TArHYTUI 33 paxyHOK
HAKOMMYEHHA TKAHWUHHOI PiANHN B YePEBHIN NOPOXHWHI. Mpn BaXKnx
33aXBOPHOBAHHAX MOX/IMBI eni3oAn HENPUTOMHOCTI.

* AyCKynbTauifl cepus: HANMOLWMPEHILLOK aHOMAJIIEI € MOCHUIIEHHSA
APYroro CepLeBOro TOHy; TaKOX MOXYTb 6yTu LWyM perypritauii
TPWKYCNiAa/IbHOrO KA1anaHy, AiaCTONIYHWI LUYM perypritauii 1ereHeBoro
KJ1anaHy Ta pUTM rasiony WiIyHOYKIB.

4/11



HactaHoBa 00098. MigBULLEHNI KPOB'AHWUM TUCK Yy JIEreHsAX: JlereHeBa apTepiasibHa rinepTeHsia Ta
XPOHiYHa TpomboemMboniyHa nereHeBa rinepreHsia

* |HWI KNiHIYHI 03HAKWY, WO MOXYTb BYTW HaABHI: BUANMA
napacTepHasibHa, eniracTpasibHa nyabcauisi MPaBoro WiayHO4YKa
(NpaBOLL/IYHOUYKOBUM MOLLTOBX), PO3AYTiCTb SPEMHUX BeH, HabpAK
KiHLiBOK, renatomMerarsnifi, acumT, L,iaHO3.

» KpiM TOro, NauieHT Moxe NposABAATH 03HAaKN OCHOBHOTIO 3aXBOPOBAHHA
(Hanpuknap, deHomeH PelHo, BUCUN Yy BUTNALI METEJINKA,
CKN1iepoaaKTUAifA, TeneaHriekTasii).

* PeHTreH rpyaHoi KNiTMHM HA PaHHIX CTAAifX 3a3BNYaAMN 3a/IMLLAETLCS
a6CcoItOTHO HOPMAIbHUM. 3 PO3BNTKOM 3aXBOPHOBAHHA CTAE OYEBUAHNM
AVNATauUif nereHeBol apTepii Ta Il OCHOBHUX /10K, @ TAKOX
3MEHLUYTbCA PEHTIeH-03Hakn nepmudepinHNX nereHeBnx CyaunH.
Po3wmnpeHHA npaBux BiaAiNiB cepusa HaMKpaLe BUAHO Npu
peHTreHorpadiiy 6iuHin npoekduiji.

* HannowwpeHiwi 3Haxiaku Ha EKT cknagatotbea 3 "P-pulmonale”,
iHBepcii xBnab Ty BiaBeaeHHax V1-V3, aesiauii npasoi oci Ta BIMHIT.

* CneuianibHNX 1abOPATOPHMUX TECTIB A9 BUMiPHOBAHHA NiABULLEHOIO
KPOB'SIHOr0O TUCKY B JIEF€HAX HE iCHYE, NPOTEe, BU3HAY€HHSA KiJIbKOCTI
MO3KOBOIO HaTPiNypeTMYHOro nenTuay, ypaTiB i npoBeAeHHs
TPOMOHIHOBUX TECTIB BUKOPUCTOBYHOTHCA A1 KOHTPOJIO PO3BUTKY
3aXBOPHOBAHHSA. Y 3aK/1a4ax cneuianisoBaHoi 4OMNOMOrn nifg 4ac
NiarHOCTMKM 3aCTOCOBYHOTLCA S1IabOpaTOPHI A0CNiAXKEHHA, A28 TOTO,
o6 AOoCNiANTN HAABHICTb OCHOBHMX 3aXBOPIOBAHD, LLLO CMPUAIOTb
po3BuTKY JII (aHTUTINA Ao BIJ1, 6ioxiMiuyHi MOKa3HNKKN NeYiHKMy,
aHTUHYKJ/1€aPHi aHTUTING, TeCTU Ha PYHKLO WMTOonoAibHOI 3a103m
TOLLLO).

LiarHocTnka JIAT

* KLU0 03HAKM Ta CUMMNTOMM CBiAYATb NPO MiABULLEHHSA PiBHA KPOB'SSHOIO
TUCKY B 1IereHnax, Naui€HT NoBUHEH ByTn HanpaBaeHnn oo
cneuianizoBaHOro MegMyHoro 3akaagy AaA NoAanblunx obcTexeHnb. Y
TaKMX BMMaAKax CNnoYaTkKy NoBMHHa 6yTn NnpoBeaeHa exokapaiorpadis.
33 Nigo3pwu Ha HasABHICTb 3HAYHO MiABULLEHOIO KPOB'SAHOIO TUCKY B
NereHAx cnig BUKAYNTY HANNOLIMPEHILWi NPUYNHM NOTO NiABULLEHHS
(Tabnnus [64.|T1]) WNSXOM NPOBeAEHHA JOPEYHNX 0OCTEXEHD:
€KCTEeHCMBHOI KOMN'toTepHOI TOMorpadii rpyAHOI KNITUHM,
PYHKLIOHANbHUX TECTIB SIereHb, NoslirpadivyHoro 4oC/iAXXeHHA CHy, 3a
HeobXigHOCTI OCNIAXKEHHA KOPOHAPHMX APTEPIN 3 KOHTPACTOM,
i30TONHOro AOC/IAXKEHHS NereHeBol BeHTUAALIT Ta nepdysii, yacToro
NOBTOPEHHSA exokapaiorpadi.
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o dKLLo nicna umx obcTexeHb AiarHo3 Bce Le He 3'acoBaHo abo
nino3ptoetbea JIAT (abo XTJIN), xBOpoMy NoKa3aHa KaTeTepusalia
npasux BiaAinis cepus. li cnig npoBoANTM B LLleHTpax 3 AOCTaTHIM
JNOCBIAOM i cneuiaibHUMM 3HAHHAMMN Yy 06CTEXEHHI Ta NiKyBaHHiI
navieHTis 3 JII.

» [liarHo3 JIAI BCTAHOBNETLCA 3a MOKA3HMKAMW, BUMIPAHNMM 33
JIONOMOro0 KaTeTepm3alii npaBux Biaainis cepusa, To6To cepeiHLOro
TUCKY Y IereHeBin apTepii > 25 MM pT. CT. Ta cepeaHbOoro TUCKy
3aKJ/IMHEHHA Y Kaninapax siereHb < 15 MM pT. CT., @ TAKOX ONOpPY CyAVH Y
nereHax > 3 OB (oamHuub Byaa). Kpim Toro, cnifa BpaxoByBaTH iHLWI
NPUYMHM, TaKi AK 3aXBOPHOBAHHSA JIer€Hb, CTaHW, LLLO BUKJINKAIOTb
rinokcemito, Ta XTJII, AKi NOBUHHI BYTN BUKJTHOYEHI 33 I0MOMOIro0
NPaBUJIbHUX (LOPEYHUX) AOCiAXKEHD.

 [lpw pgiarHocTUui cnip, WyKaTy HanMbiNbLl NPaBUJILHUI Y BCiX APiOHMLAX
ZliarHo3, W0 BM3HAYaE TAXKICTb 3aXBOPIOBAHHA Ta IoNOMoXe y cnpobi
OLLIHNTK NpOrHo3. Lle noBnHHO 6yTM BUKOPUCTAHO A1 BMbopy
NiKYBaHHA Ta CKNaAaHHA NJ1aHY NOAA/IbLUIONO COCTEPEXEHHS.

JlikyBaHHA Ta MOHITOPUHT JIAT [E5|A] [5%5318] [Ber|A] [Bes|B] [B2iss1Al

[57555'1C]

* CneumndiyHe NikyBaHHA NOBMHHO PO3MOYNHATUCD TiJIbKK NicNs
peTesibHOro 06CTeXeHHS NlikapeMm, AKNMN Mae aocsia poboTu 3 aaHoi
TeMW, a He Ha OCHOBI O Hi€El exokapaiorpadii.

» JlocTynHi n'aTb rpyn npenaparis:

o 6/10KaTOPW KaNbLiEBUX KaHaNIB (annTiazeMm, Hibeaunin,
Bepanamin) TiIbkn AN18 NaUi€HTIB 3 NO3UTUBHUM TECTOM Ha
Ba30PEAKTMBHICTb Y MOEAHAHHI 3 KaTeTEPM3ALIEI0 NPaBMX
BigAinis cepus (npnbansHo Bia 5 0o 7% nauieHTiB 3 IJ1AIN)

o 3HTAroHiCTV peuLenTopiB eHaoTenito (ambpiszeHTaH, 6oceHTaH,
MacCiTeHTaH)
KomeHTap ekcneprta. JlikapcbKui 3acib MaciTeHTaH CTAHOM Ha
19.06.2019 B YKpaiHi He 3apeecTpOBaHUM
o @aHaNorn NpocTaumkiny (IHraNALIMHWMI inonpocT, NigWKipHUA
a60 BHYTPiLLHbOBEHHW TPENPOCTHHIN)
KomeHTap ekcrnepTa. JlikapCbkui 3acib TpenpoCcTuHia CTaHOM
Ha 19.06.2019 B YKpaiHi He 3apeeCcTpOBaHNI
o iHribiTopn docdopiectepasun (cungeHadin, Tananadin)
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KomeHTap ekcnepTa. IHCTpYKUif AN MeANYHOro 3aCTOCYBaHHA
[0 nikapcbKkoro 3acoby Taganadin ctaHom Ha 19.06.2019 B
YKpaiHi He MiCTUTb NOKAa3aHb A0 NiKYyBAaHHA NereHeBol
apTepiasibHOI rinepTeHsil

o PO3YMHHI CTUMYNATOPMW ryaHinatumkaasm (pioymryar).

+ dapMakoTepania BU6MPAETbLCA Ha NiACTaBI Ba)KKOCTi 3aXBOPIOBAHHA,
6y/1b-IKOro CynyTHbOIO JIiKyBaHHA Ta KOMOPOIAHNX CTaHIB. Y
3axBoptoBaHHAX NYHA IV knacy 3 TAXKUMM CUMOTOMaMMN NiKyBaHHA
3a3BKMYaN NOYNHAIOTb 3 KOMbiHaLiT ABOX nNpenaparTis abo
6e3nepepBHOro BBeAeHHS iHPY3il 3 aHaIoraMm NPOCTaLUNKITIHY.

» JliypeTMKM NOKa3aHi nauieHTaM 3 HeJOCTaTHICTIO poboTH NpaBmx
BiAAiNiB cepus Ta 3aTPUMKOIO pPignHN.

 [oCTiMHA aHTMKOArynAHTHAa Tepania NoBMHHA 6yTK PO3rNAHYTa A8 BCiX
nauieHTiB 3 IJIAT, y AKMX HEMAE NPOTUNOKA3aHb. B iHWKMX nauieHTiB 3 JIAT
nepeBarn Ta pU3MKM aHTMKOAry/ITHTHOI Tepanii cnig po3rnanaTty
inaneigyanoHo. Mpw JIAT, noB'A3aHiM 3 NOPTNY/IbMOHAPHOIO
rinepteHsieto abo BlJ1-iHpekUi€lo, aHTUKOAryIAHTHA Tepanisa B3araJii He
PeKOMEeHAYETbCA.

» JliroKCMH MOXe po3rnaaaTmca K npenapart 418 3HUXKEHHS 4acToTn
CepueBUX CKOPOY€eHb Y NALEHTIB 3 NepeacepaHO0 TaXiapUTMIELD.

* HedapmakosioriyHe nikyBaHHS:
o TpuBasa KNCHEBA Tepanis NOKa3aHa Naui€HTaM 3 napuiasibHUM
TWUCKOM KMCHIO B apTepianbHin KpoBi HKXk4Ye 8 KIla.

o [MaUi€HT MA€E NPUNNHUTU KYPUTH.
o (i3nYHi BNpaBu i KOHTPOJIb Barn Ay>ke Ba>K/INBI.
o lMpoTr3sannigHi 3acobu cnig BX1BATK 3 06epeXHicTo.

* [laUi€EHTVN NOBUHHI OrNAAATUCL Y CNeuiaNi30BaHOMY 3aK1aA4i MeaAnNYHOoI
A0MNOMOTrU KOXHi 3—4 Micaui. MeToto NiKyBaHHA € NiABULLLEHHSA
epeKTMBHOCTI Ta NOKPALLLEHHSA MPOrHO3Yy.

» TpaHCN/aHTaLifA IereHb, AK i paHille, € Ba)XXJIMBNUM BapiaHToM BMbopy
19 NALIEHTIB 3 HEIOCTATHLOK peakLieto Ha papmakoTepanito, Tay TUX,
AIKi MalOTb MPABO HAa TPAHCMJIAHTAL,IO OPraHiB.
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XpoHiyHa TpoMboeMbonivyHa nereHesa rinepTeHsin
(XTJII)

» Po3BuBaeTbCA Npnb6n3HO B 0,5-2% XxBOpmX Ha TpoMboeMbonito siereHb
(TENA). Bik nia Yac AiarHoCTUKM CTAHOBUTb Yy cEpeaHbOMY 63 POKM.
Yo10BIiKM Ta XIiHKM YPaXkatoTbCsl O4HAKOBO.

* Mpw piarHoctunui XTI npnbansHo 50-75% XBOpUX 3HAOTb NpPO
TpoMb0oemboito iereHb B aHaMHe3i.

* O3HaKW, CMMNTOMM Ta AiarHo3 Taki X, Ak i ana JIAT. Cnipg 3a3Ha4YnNTH, WO
HOPMaJIbHUI pe3y/ibTaT KOMMN'toTepHOI ToMorpadii He Buktodae XTIT.
BrBUYeHHA NnereHeBoi BeHTUNALI/nepdys3ii (i3oTonHe gocnigXeHHA) Ma€
Ba)k/IMBE 3HAYEHHSA A9 AiarHOCTUKW; HOPMAIbHMN Pe3yNbTaT BUKJIKOYAE
MoXnmBicTb XTJIT. JlereHeBa aHriorpadia npoBoaMTbLCA, AKLLO iCHYE
MOXKJINBICTb XipypriYHOro BTPYy4YaHHs.

« [MiarHo3 XTJII moyke 6yTn BCTaHOBJIEHUI, AKLLIO Yepe3 3 Micau,i
a[1eKBATHOI aHTUKOAryAHTHOI Tepanii KaTeTepmn3alia NnpaBmx Bia4inis
cepusi BU3HAYaE CepeaHin TUCK y IereHeBin apTepii 225 mm pT. CT.,,
cepeaHin TUCK 3aKJIMHEHHA Y Kaninapax nereHb <15 Mm pT. CT,,
CYIMHHWI ONip JIereHb CTaHOBUTL > 3 OB, a BMBYeHHS nepodysii nokasye
3HayHi nepoy3inHi nedekTn. KpiMm TOro, AaHi, Wo NiaTBEpAXYIOTb
AiiarHo3, MoXyTb byTun BuasneHi npu KT, MPT abo aHriorpadii nereHeBunx
apTepin.

* JlikyBaHHA
o XipypriyHe nikyBaHHA (nereHeBa TpoMboeHAapTEPEKTOMISA) €
nepLwnm BU6OPOM i MOXKe 3aCTOCOBYBATMCA Y MALLIEHTIB 3
AOCTATHIM NPOKCMMANIbHUM IEFr€HEBUM CYANHHUM 3BY>XXEHHAM
Ta rapHMM 3arasibHMM CTaHOM 340POB'A.

o XipypriyHe nikyBaHHA 3a3BN4YaKn 30CepeakeHe B
cneuianizoBaHMX LeHTpaX, KyAn NaLieHT NOBUHHI 6yTn
HanpaBJ/ieHi Ha po3rnaA AaHOro NUTAHHA.

o Piounryat (PO3YMHHUM IryaHIiNaTUMKNA3HUA CTUMYNATOP) — Lie
nepwunm npenapar, oPilinHO NpU3HaYeHNN aNA NikyBaHHA XTJIT.
TUM He MeHLU, XipypridyHe NikKyBaHHS, AK i paHille, € OCHOBHUM
Bn6opoM npu XTJII, i MeaMKaMeHTO3HY Teparnito He cif
NOYNHATKM [0 HAJIEXKHOTO BU3HAYEHHA MOXK/IMBOCTEN
XipypriYyHOro NikyBaHHA.

o [1OCTiIMHA @aHTUKOAryAAHTHA Tepania MOKa3aHa YCiM Naui€HTaM.
[iypeTnkn Ta KNCHEeBAa Tepanif BUKOPMUCTOBYIOTbLCS TakK CaMo, AK i
npwn JIAT.
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° Y BUNagKy npoTuUNoKasaHb A0 XipypriYyHoOro nikyBaHHA XTJIT
33aCTOCOBYETbLCA cneundivyHa dapmakoTepania JIAT, ane HayKoBi
06r'pyHTYBaHHA ii edeKTUBHOCTI Npu NikyBaHHi XTJIT
3a/IMLLAKOTHCA HEe3'ACOBAHMMM.

* CKpWHIHr: noToYHa exokapaiorpadis binblle He peKOMeHAYETbCA A8
BCiX Maui€HTIB, AKi Manun nereHey emboito (TEJIA). OaHAK BOHa
NMOBMHHA NPOBOANTNCA Y NALLIEHTIB, YMA GYHKLIOHA/IbHA aKTUBHICTb
3a/IMLLIAETLCA 3HMXKEHOO Yepes 3 Micaui nicna TEJIA. MNMpu BuABNEHHI
O3HaK NiABULLIEHOrO /IereHeBOro TUCKY BKa3ykoTbCs NOAabLUi
NOCNiAXKEHHA B creLlianizoBaHOMY LeHTPi (Hanpuknaa, KateTepmnsauia
npaBux BiaaiNis cepus).

* [porHo3 HenikoBaHO! XTJII noraHmn. 3a HAABHOCTI MPOTUMNOKA3aHb A0
TpobMeHAaTepeKkTOMIT MOXKe po3rnaaaTnCa NMTAHHA NPo
TPAHCMN/IAHTALIO /IereHb.

JIaHUIOr NiKYBAHHSA Ta KpUTEPIl HAanNpaBJ/1IeHHSA

* 33 nifo3pu Ha 36inblUeHHA lereHeBoro KPOB'AHOIo TUCKY 3a BiZICYTHOCTI
>KOAHOro 04eBMAHOIO OCHOBHOIO 3aXBOPIOBAHHSA ab0 NpUYMHHO-
HACNiAKOBOro 3B'A3KY NaLLIEHT NOBUHEH BYTW NepeHanpaB/IEHNN Y LEHTP
cneuianizoBaHoOl MeANYHOI 4ONMOMOrn oA NpoBeAEeHHS NOAANbLUNX
[OCANIAXeHb.

* FKLLO OCHOBHI AOCNIAXEHHSA Y CNeLiani3oBaHOMY LLeHTPi He BU3HAYal0Tb
CTaHiB, AKi MOXYTb BUKJIMKATK MiABULLLEHHA PiBHA KPOB'AHOIO TUCKY B
nereHax, abo AKWO K/iHIYHA KapTUHA € niacTasoto ANna nigospu JIAT um
XTI, BUAAETHCA HAaNpaBJIEHHA A0 CNeLiani3oBaHOro UeHTpy ana 6inbiu
TOYHUX AOCAIAXKEHb Ta NiIKYBAHHSA.

» JliarHocTn4Ha poboTa wozao JIAT Ta XTJII, a TaKOX AiarHOCTMKA, NoYaToK
NiKyBaHHA Ta MOHITOPWHTI, NPUHANMHI Ha MNOYATKOBMX CTAAiNAX, MOBUHHI
6yTn 30cepea)keHi B cneLianizoBaHMX LLEeHTpax.

MNoB'A3aHi pecypcn

» KokpaHiBcbKi ornaamn [5%¢*|Pulmonary hypertension —...]
e KniHiyHi HacTaHOBU [§28¢2*"|Pulmonary hypertension —...]
* |HWi iHTepHeT pecypcn [5o6:2*|Pulmonary hypertension —...]

» Jlitepatypa [0 |Pulmonary hypertension -...]
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N>xepena iHpopmalii

Galie N, Humbert M, Vachiery JL et al. 2015 ESC/ERS Guidelines for the diagnosis and
treatment of pulmonary hypertension: The Joint Task Force for the Diagnosis and Treatment of
Pulmonary Hypertension of the European Society of Cardiology (ESC) and the European
Respiratory Society (ERS): Endorsed by: Association for European Paediatric and Congenital
Cardiology (AEPC), International Society for Heart and Lung Transplantation (ISHLT). Eur Heart J
2016;37(1):67-119. [Pubnedin|26320113]

Jokasosi ornagn Duodecim

« Jlokasosuit ornag 04928. Endothelin receptor antagonists for pulmonary arterial
hypertension.
JaTta oHoBneHHA: 2016-04-01
PiBeHb goKa3oBoOCTi: A
Pestome: Endothelin receptor antagonists improve exercise capacity, symptoms, and
cardiopulmonary haemodynamic variables in symptomatic pulmonary arterial
hypertension over a period of 3 to 6 months treatment.

e Jlokasosuit ornag 03513. Prostacyclin for pulmonary hypertension.
Jlata oHoBneHHs: 2007-03-07
PiBeHb goka3zoBocTi: B
Pestome: Intravenous prostacyclin over 12 weeks appears to improve exercise capacity,
NYHA functional class and several cardiopulmonary haemodynamic variables in
patients with pulmonary hypertension.

« Jokasosuii ornag 06564. Inhaled iloprost for pulmonary hypertension.
JaTta oHoBneHHsA: 2010-02-15
PiBeHb goka3oBoCTi: A
Pestome: Inhaled iloprost over 12 weeks improves exercise capacity, NYHA functional
class, and hemodynamics in patients with severe symptomatic pulmonary arterial
hypertension compared to placebo. The addition of inhaled iloprost on bosentan
monotherapy in symptomatic patients appears to improve exercise capacity and NYHA
functional class.

« [oka3sosuit ornag 06568. Subcutaneous trepostinil for pulmonary hypertension.
[aTa oHoBAeHHs: 2010-02-17
PiBeHb goka3oBocTi: B
Pestome: Subcutaneous trepostinil over 12 weeks appears to improve exercise
capacity, cardiopulmonary haemodynamics and symptom scores compared to placebo
in severe pulmonary hypertension, but infusion site pain and withdrawals due to
adverse events are more frequent.

» Jokasoswui ornag 04690. Sildenafil for pulmonary hypertension.
Jata oHoBneHHA: 2010-02-15
PiBeHb fOKa30BOCTI: A
Pe3tome: Sildenafil improves exercise capacity, WHO functional class, and
hemodynamics in patients with symptomatic pulmonary arterial hypertension.

« Jloka3osui ornag 07538. Exercise-based rehabilitation for pulmonary hypertension.
JaTa oHoBneHHs: 2017-03-01
PiBeHb gokasoBocTi: C
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Pestome: Supervised exercise-based rehabilitation may result in clinically relevant
improvements in exercise capacity without serious adverse events in people with
pulmonary hypertension who are stable on medical therapy.

ABTOpPCbKi NpaBa Ha opuriHanbHi TeKcTn HanexaTtb Duodecim Medical Publications, Ltd.
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EBM Guidelines Internal medicine Cardiology

Cardiology Internal medicine K82 Hypertension, pulmonary, primary
Pulmonary artery hypertension Idiopathic pulmonary arterial hypertension CTEPH PAH PH PPH
Primary pulmonary hypertension Pulmonary arterial hypertension Pulmonary hypertension

Secondary pulmonary artery hypertension SPAH Abdominal edema Abdominal oedema Acrosclerosis Ambrisentan
Angina pectoris Ankle edema Ankle oedema Anticoagulant therapy Anticoagulation Anticoagulation therapy

Ascites BNP Bosentan B-type natriuretic peptide Butterfly rash Calcium blockers Cardiac catheterisation
Cardiac catheterization Calcium channel blockers Cardiac insufficiency Cardiac sounds Chest pain Chest radiograph
Chest x-ray Collapse Consciousness, disturbance of Cough Cyanosis Digoxin Diltiazem Diuretics

Dyspnea Dyspnoea ECG Echocardiography Edema Electrical axis Electrocardiography Endarterectomy
Endothelin receptor antagonists ERA Fainting Fatigue Fluid retention Heart failure Hepatomegaly

Hoarseness Hypoxaemia Hypoxemia Iloprost Jugular venous distension Leg edema Leg oedema

Lung transplantation Negative T wave Nifedipine Oedema Oxygen concentrator Oxygen saturation P pulmonale
P wave Palpitation Parasternal lift PE Phosphodiesterase inhibitor Pitting edema Pitting oedema

Prostaglandin analogues Pulmonary artery Pulmonary embolism Pulmonary valve insufficiency Radioisotope study
Radionuclide imaging Raynaud phenomenon Riociguat Riosiguat S2 S3 gallop Sclerodactyly

Second heart sound Sildenafil Sitaxentan Strain endurance Syncope T wave Teleangiectasia Treprostinil
Troponin | Ventricular gallop Verapamil
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