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JlereHeBa apTepianbHa rinepreHsia:
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MeTa po6oTn — nmigcyMyBaTu CBITOBUI JOCBIA AiarHOCTUKM i NikyBaHHSA NereHeBoi apTepianbHOI rinepTeHsii Ta
HaBeCTu NpuKnag AiarHOCTUYHOTO MiAXoay | TaKTUKM NliKyBaHHS B NMaLi€HTa 3 IereHeBOIO apTepianbHOIO rinepTeH3ielo
(JTAT) guTa4oro Biky.

J1AT € pipkicHoto XxBOpo6otO 3 HeraTMBHMM NPOrHO30M 15 MaLji€HTa, SKLLO He 3aCTOCOBaHO cneuudivHe NikyBaH-
HA. PaHHA giarHocTvKa i cneumdiyHe nikyBaHHA MOXYTb ICTOTHO 3MIHUTW MPOTHO3 y Cyd4acHUX ymoBax. OCTaTo4yHolo
oruji€lo € TpaHCMNIaHTaLis OpraHOKOMINEKCy cepLe — NiereHi. B ornagi nitepatypy BuknageHo OCHOBUM naToreHesy
NAT, piarHoCTMKM UbOro CTaHy i nikyBanbHi onuii. MNaToreHe3 nereHeBOl rinepTeH3ii NoB'A3aHUI i3 AUCDYHKLIED
eHAoTeN 0, Ba3OKOHCTPUKLIEID i BHYTPILWHBOCYAMHHUM TpoMb0o30oM. HacnigkoM XpoOHiYHOI nereHeBoi rinepTeHsii €
nepeBaHTaXeHHs NpaBuXx BiaAiNiB cepus Ta NPaBOLNYHOYKOBA cepLeBa HefoCTaTHICTb. [liarHoctuka JIAT € 3a3Buyan
3anisHinoto Yyepes HecreundiyHicTb cumnToMmiB. Hanbinblw iHpopmaTuBHi MeToam giarHocTmku JIAT — exokapgiorpa-
¢is, komn'toTepHa Tomorpadis cepus, KaTeTepusallia cepus, TeCT i3 Ba30peakTUBHICTIO, TECT i3 6-XBUIMHHOIO XOfb-
Ooto. PaHHs piarHocTvka JIAT BaxnuBa AJis B4acHOro noyaTky cneuudivyHoi Tepanii. NMpenapatu cneumdivyHoi Tepanii
BM/JIMBAIOTb Ha TaHKM MaToreHesy: Ha LMsSX OKMCY a30Ty, ONoKyBaHHS eHAOTENIHOBUX peLLenTopiB, MPOCTaLUKIiHOBUN
wnax. PaHHE npu3HayeHHs noegHaHoi Tepanii (iHribiTopu docdopiectepasn Ta GnokaTopn eHAOTENIHOBUX peLen-
TOPIiB) Aa€ 3MOry 3HU3UTU TUCK Y NIereHeBi apTepii Ta 3MEeHLWMTM HaBaHTaXXeHHs Ha NpaBui WyHo4Yok. HaBepgeHo
KNHIYHUIM npuknag giarHoctuky igionatnyHoi JIAT y nauieHTa guTsdoro BiKy. [poAeMOHCTPOBaHO AiarHOCTUYHY
LiHHiCTb MeTopiB Bizyanizauii npw JIAT, ocobnuBocTi nepebiry xBopobu Ta cxeMy 3acToCyBaHHS cneumdiyHol Tepanii 3
KOpeKLUi€lo 03U BiANOBIAHO A0 pe3ynbTaTiB BidyanisauiiHNUX MeTOAIB 0OCTeXeHHS.

KnrouoBi cnoBa: nereHeBa rinepreHsia, fereHeBa apTepianbHa rinepTeHsis, exokapaiorpadia, komn'totepHa
ToMorpadis, kaTeTepm3sais cepus

ereHeBa TilnepTeH3isd - Ile IIAaTOJOTiYHUU
JICTaH, LI IKOTO XapaKTepHUU HifABUIIeHUHN
TUCK Y CCTeMIi JlereHeBO1 apTepii, 1110 3yMOBJIIOE
IepeBaHTAXeHHS IIPAaBOro LIJIYHOYKA, HOTO JNC-
dYHKIIiI0, ceplleBy HeJJOCTATHICTh Ta Ilepegdac-
Hy cMepTh. Lleti cTaH MoXXe MaTH Pi3HI IPpUYNHY,
AKi KJIacu(@iKyOTh 3a KIIHIYHUMHU TpynaMu, i
pisHME KiIiHIYHWE nepebir. Ilepima KiiHigHA
I'pyIia JlereHeBOi rilepTeHsii - JereHeBa apTepi-
aJbHA TillepTeH3id - Mae HaUTDKIUN IepeOir,

OJHAK 3aCTOCyBaHHA cCydacHOl cHnenudiuHoil
Tepatii J03BOJIsI€ 3SMiHUTH ITPOTHO3 MAIli€HTIB.
MeTa poGOTH - IIiICYMyBaTH CBITOBUI JOCBif,
JiarHOCTUKU 1 JIIKyBaHHS JiereHeBOl apTepiaib-
HOI rinepTeH3ii Ta HABeCTU IPUKJIAJ JiaTHOCTUY-
HOTO MiIXOAY i TAKTUKMU JiKyBaHHS B MHaIli€HTA 3
JlereHeBOIO apTepiaibHOIO rillepTeH3i€0 AUTAIO-
ro BiKy
JlereneBa rineprensia (JII') - 1e mifgBUIleH-
HS TUCKY B apTepisx Majoro Koja KPOBOOGIry
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Tabnuug 1
BusHa4yeHHs TUNy fiereHeBol rinepreHsii

JlereHeBa rinepTeHsis mPAP > 20 mm pT. cT.

MpekaninapHa mPAP > 20 MM pT. cT.
PAWP < 15 MM pT. cT.

PVR > 2 og. Byna

I3onbLoBaHa
nocrkaninsipHa

mPAP > 20 mm pT. cT.
PAWP > 15 mm pT. cT.
PVR <2 og. Bypa

KombGiHoBaHa npe- Ta
nocrkaninspHa

mPAP > 20 mm pT. cT.
PAWP > 15 mm pT. cT.
PVR > 2 op. Bypa

BigxuneHHs BigHOLWEHHS
mPAP/CO npwu
HaBaHTaXEeHHI

> 3 MM pT. CT. /n/xB Big
rnokasHKnKa B CrokKoi

JlereHeBa rinepTeH3is
HaBaHTaXeHHs

mPAP — mean pulmonary artery pressure, cepefHii TUCK y nere-
HeBin apTepii; PAWP - pulmonary artery wedge pressure, TUck
3aK/IMHEHHs B nereHesin aptepii; PVR - pulmonary vascular
resistance, nereHeBui cyamHHUM onip; CO - cardiac output, cep-
LeBUM BUKMA.

BHACIiOK PisHUX MaToJOriYHUX IIpolleciB. Ha
OCHOBIi ITOBHOT'O KJIiHIiYHOTO Ta iHCTPYMeHTaJb-
HOTO OOCTeXXeHHs IalliEHTa BU3HAYAIOTh €Tio-
IIaTOTeHeTUYHUU TUIl JlereHeBOl TrilepTeH3ii.
TemopmnHaMiuHnil Tun JII' BU3HAYAIOTh 3a JaHU-
MM KaTeTepusaliii kamep cepis.

Kpurepiem JII' 3rimfHO 3 peKoMeHZAIisIMU
€BponelichbKOi acoriallii KapzAioJoriB € IigBu-
LIIeHHS CepefHBOI'0 THCKY B JIleTeHeBill apTepii
(mean pulmonary artery pressure, mPAP) moHaz
20 MM PT. CT. V CIOKOI, Ile}l THUCK BH3HAYAIOTh
iHBa3SMBHUM MeETOJOM 3a INOIIOMOTO0I0 KaTeTepu-
3allii mpaBux BigminiB cepiis [1, 2].

Bupi3HAIOTH NOCTKAIINAPHY (IIaCHUBHY) Jere-
HeBY TinepTeH3ii0, 3yMOBJIEHY IaTOJIOIi€I0 JiBUX
BiAAiniB cepld, Ta IIpeKallilipHY, 3yMOBJIEHY
I1aToJIOTi€l0 BJacHe JiereHeBUX apTepion. [ns
BU3HAYeHHA IIpeKaniiapHoi JII' HeobxigHi Tokas-
HUKU THUCKY 3aKJINHIOBAaHHS JIereHeBOl apTepil
(T3JIK abo pulmonary arterial wedge pressure,
PAWP) Ta JjereHeBOro CYLUHHOTO OIOPY -
(pulmonary vascular resistance, PVR) (ab6a. 1).

Pulmonary vascular resistance (PVR) - jere-
HeBUH CyAWHHUI omip - y HopMi B 10 pasiB
HIDKYMHN 3a cucTeMHui omip. Ile mae 3mory
PO3MOAiINTH BeCh OO'EM CepIIEBOTO BUKUAY B
nepudepiiHUX ajbBeoyaX Ta IIOJIETIIUTU raso-
00MiH B yMOBax HU3BKOTO TUCKY. IIopyIIeHHS
banaHCy MiXK Ba30KOHCTPUKIIIEI0 Ta Ba3opeyak-
calli€o IPU3BOJUTH /10 3POCTAHHSA CEPegHBOIO
THUCKY B JlereHeBill apTepii (mPAP), Ta jereHeBo-
ro cynuaHoro ornopy (PVR) B jlereHeBOMY PYCIIi.
IligBuIIeHHS TUCKY 3aKJIWHEHHS B JIlereHeBil
aptepii (PAWP) cBiguuTh IIPO MHOCTKAINAPHUN

MexaHi3M JIT i € BUpimtagapbHUM [ TudepeHIri-
arrii JIT, 1IoB’sI3aHOI 3 IMATOJIOTIEIO JiBUX BiIilTiB
cepug. ITifBUINleHHS TUCKY B JlereHeBill apTepii
IIpU HEBHCOKOMY OIOpPi Moxke OyTU IIOB’s3aHe 3
00’€EMHUM TepeBaHTaKEeHHSIM MaJIoTO Koja Kpo-
BOOGIry abo 3 MiABUINEHHAM BHY TPilIHbOI'PYLHO-
T'0 TUCKY, HAIIPUKJIaJ, IIPU BUPaKeHOMY CKOJIi03i.

3a eTiollaTOreHeTUYHUM MeXaHi3MOM BUHUK-
HeHH, JleTreHeBa TillepTeH3id NoAiIgeThCcA Ha 5
KJIiHIYHUX IPYIL.

JlereHeBa apTepiasibHa rimepren3sia (JIAT)
HaJIEKUTD A0 1-1 Ipynu, XapaKTepu3yeThC IIpe-
KaIllilgIpHUM MeXaHi3MOM MifIBUIIEHHS TUCKY
B CHCTeMi JilereHeBOl apTepil, i mozinsgeTbca Ha
Taki [1]:

1.1. IgiomaTuyHa:

1.1.1. 3 HecamuBHUM 8a430peakKmMueHUM mec-
mMoM.

1.1.2. 3 pi3ko NO3UMUBHUM 8A30PeAKMUBHUM
mecmom.

1.2. Cmagkosa.

1.3. AcorrifioBaHa 3 JiKaMU Ta TOKCUHAMMU.

1.4. AcorifioBaHa 3:

1.4.1. 3ax80p10BAHHAMU CNOAYHUHOL MKAHU-
HUL.

1.4.2. BLI-iHexyieto.

1.4.3. IlopmanvHOW0 2inepmeH3iclo.

1.4.4. BpoOxcenumu gadamu cepys.

1.4.5. IIIucmocomo30M.

1.5. JIAT 3 0o3HaKaMM BEHO3HOI'O/KAITiJIIPHOTO
YpaKeHHS.

1.6. IlepcuctenTHA JIAT HOBOHAPOKEHUX.

JIAT HaJeXWUTh [0 PiAKICHUX 3aXBOPIOBaHb
3 4acTOTOI0 5-25 Ha OJWH MIiJBHOH JOPOCJIOTO
HaceJeHHA. 3a JaHUMU peecTpy REVEAL, axuii
OXOILJIIOBAaB MOHAA 3 THUC. IMaIfieHTiB, JIAT JacTi-
IIle TPAILISETHCA Y XIiHOK (79,5 %), cepelHil BiK
narieHTiB craHoBuB (53,1 + 14,5) poky. Cepern
eTi0JoTiYHUX YNHHUKIB JIAT B peecTpi IpeBaioe
JIAT, acoilifioBaHa 3 BajaMu ceplid, - 50,7 % Ta
imiomaTtmuHa JIAT - 46,2 % [3]. YacTKa ITaI[ieHTiB 3
JIAT, aco1lifioBaHOIO 3 BaZlaMU CePIisd, B PO3BUHE-
HUX KpalHax 3 BUCOKMM piBHEM JiaTHOCTHKU Ta
KapAioxXipypriuHoi OIOMOTrY BTPAYaE CBOE AOMi-
HyBaHH4 BHACJIiJIOK BUaCHOI KOPeKIIil Baj ceplid,
IOCTYIA0YUCh ixionaTuyHil JIAT Ta acoiifioBa-
Hil i3 CUCTEMHUMU 3aXBOPIOBAHHIMU.

MaToreHes nereHeBOiI apTepianbHOI
rinepreHsii

Jo maroreHesy JIAT HajnexaTh HaJMipHa
CKOPOTJIUBICTD JIETEHEBUX apTepios, eHAoTeTi-
anrbHa OUCHYHKINS, peMoJeNioBaHHS Ta IPOJi-
deparisg egoTeNiaNbHUX i IJIafeHPKOM I30BUX
KJITHH, a TaKOX yTBOPeHHSI TPoMOiB in situ
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[4, 5]. B OCHOBi IUX IIATOJIOTiYHUX IIpolie-
CiB € HOpyLIEeHHS TPbOX KJIIOYOBUX MeEXaHi3-
MiB Ba3operysdllii: muigx okcupy asotry NO,
mpocTanukiaiHoBo(PGI2)-TpoMbokcanoBuil (A2),
Ta eHpgoTeniHoBuii-1 (ET-1). Briiue Ha IIi Harto-
TreHeTUYHi IIPOIlecy € OCHOBOIO JiKyBaHHs JIAT.

Kninika nereHeBOI apTepianbHOi rinepreHsii

Cumnrtomu JIAT € moBoui HeclienmuiYHUMU:
Ile 3aJUIIKa IIPY HABaHTQKEHHI Ta IIPU HaXU-
JITHHI BIlepe]], BTOMa Ta IIBU/JKe BHCHAKEHHS,
cepLebuTTA, KPOBOXapKaHHSI, CIIPOBOKOBaHE
HaBaHTAXEHHIM 3AYyTTd XWBOTA, Ta HYLOTA,
3aTpUMKa piguHy Ta Ha6paku. HecnerudiuHicTs
cuMnToMiB JIAT € IpUYNHOIO TPUBAJIOTO ILIAXY
malljieHTa o BU3HadYeHH4 JiarHody. Ilicia nodasu
MepIINX CUMIITOMIB JJO BCTAHOBJIEHHS [iarHO3y
JIAT 3asBuuaii MMHa€ MOHAJ 1 PiK y IOJIOBUHU
MallieHTiB Ta 2 POKM y UBEPTi LUX IAli€HTiB.
PigkicHUMU cHUMIITOMaMU, IIOB’I3aHUMU 3 PO3-
LINPEeHHIM JIereHeBol apTepii, Moxke Oy TH TaKOX
6inb y rpymax npy HaBaHTaKeHHI BHACIiZOK
KOMIIpecii J1iBoi KopoHapHOi apTepil; aucdoHis,
XpHUIIOTa, CuHApPOM OpTHepa, BHACIILOK KOMIIpe-
cii JiBOTr'O JIapMHTeaJIbHOI'0 IIOBOPOTHOTO HEPBA;
aTeJleKTa3u, BHACTIJOK KOMITPeCii OpOHXiB.

Ilif yac orisAny B IAIi€EHTIB MOXXHA BUSIBUTU
o3Haku nepudepitiHoro abo MeHTPaJIbHOTO Ilia-
HO3y, aklleHT II TOHy Haj, JereHeBOIO apTepielo,
CUCTOJIYHUI WMIYM TPUKYCIiJadbHOI peryprira-
1ii, giacTonmiyHM HIyM perypritanii kiamaHa
jereHeBoil aprepii. ITogBa mysnbcallii IMNUHHUX

BEH, remaToMeraii, acIlUTy Ta TeHepayi3oBa-
HUX HaOpSKiB € 03HaKaMU BUPaXKEHOI HeJOCTaT-
HOCTi TpUKyCHianbHOTO KianaHa. IIpyu 3HauHIiN
CUCTONIYHIN IUCHYHKIII IpaBoro LUUIYHOYKA Y
NalieHTiB BUHUKA€E BUpPa’KeHa IilIOKCceMis, O3Ha-
KU MaJIOTO CEPILIEBOr0 BUKUJY — 3alIaMOPOYEHHS,
IiaHo3, OJimicTh Ta XOJOAHI KiHIiBKH.

[iarHocTuKa nereHeBoOI apTepianbHOiI
rinepreHsii

Pentrenorpadgiuno npu JIAT' MokHa CIIOCTe-
piraTu O3HaKU PO3UIMPEHHS JereHeBOl apTepil
Ta PO3LIMPEHHS NPaBUX BiAfiNiB ceplg, mpoTe
JlereHeBi IIOJII YUCTi, ITpo3opi. OpHielo 31 crienu-
iurux osHak JIAT e «obpizaHi» mepudepiiini
JlereHeBl CyAWHU Ta CHJIyeT Ceplsd y BUINIAAL
IJIAIIKA 3 BoJo0. CIIifl 3ayBaXKUTH, 1110 HOPMAJb-
Ha peHTreHorpama He Bukioodae JII' Ha paHHix
CTaJifX 3aXBOPIOBAHHA.

EKI-3MiHU XapaKTepusyoThcs rinepTpodieio
IpaBUX BigAiniB ceplis, PO3UINPEHHSIM IIPABOIO
nepezncepns, 3MillleHHS eJIeKTPUYHOI Oci BIIpaso,
BrucokoaMIutiTygHuM P B II BinBemenHi. Iimemiuni
3MiHU MOXYTh BUHUKATU IIPU KOMIIpecii po3mu-
peHol0 JlereHeBOIO apTepi€lo JIiBoI KOpoHapHOI
apTepii, 110 oTpebye HeratHoi KopoHaporpadii
Ta iHTepPBEHIIil.

Exoxappaiorpadis (ExoKI') € Hati6iIbII 9y TIIN-
BUM MeTojoM pgiarHoctuku JII. Ileii MeTon nmae
MOXUJIMBICTh OTPUMATH PO3PaXyHKOBUH IIOKa3-
HUK THCKY B JereHeBill apTepii, BUIBUTHU PO3-
IIMpeHHs [IPaBOro LLIYHOYKA Ta Ilepefacepnsd,

Puic. 1. ExokapgiorpadiuHe 306pa)keHHA B peXxumi
KOJIbOPOBOro AOoMNMJiepa, B NapacrepHanbHii no3uyii
AaTyMKa 3 HaXUJIOM [0 NPaBoro WYHO4Ka,
AEMOHCTPYE BUpaXkeHy Aunaraiilo npasux Biafinie 1a
He[oCTaTHICTb TPUKYCNiAaNbHOro KnanaHa

Puc. 2. ExokappgiorpacivuHe 306paXKeHHs B peXXumi
nocTinHoro gonnsepa Ha piBHiI TPUKycNifanbHOro
KJlanaHa, 3 aHani3om WBUAKOCTI perypritauii Ta
rpapieHTa TUCKY Mi)K NMPaBUM LWYHOYKOM Ta NpaBUM
nepeacepaam
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Puc. 3. ExokappaiorpadiyHe 306paxeHHs B pe)xumi 2D,
napacrepHasnbHa NMPOEKLif KOPOTKOI oci NiBoro
LWYHOUKA, A€ MOHCTPYE BUPAXKEHe CMJIOLLeHHA
MiXXLITYHOYKOBOI nNeperopoaku, Tak 3s8aHumn D shape
NiBOro WTYHO4Ka, 3 AKOro OLUiHIoITb IHAEKC
€KCLLeHTPUYHOCTI NIiBOro LWyHO4YKa

TPUKYCHifanbHy perypritanito (puc. 1, 2), owi-
HUTU CKOPOTJIUBICTH MioKapja IPaBOro ILIY-
HOYKa, OIIIHUTH IUJaTallilo JereHeBOi apTepii,
CUCTOJIiYHY eKCIeHTPUYHICTh JiBOTO IIYHOYKA
(puc. 3), HagBHICTH BUIIOTY B IOPOXKHUHI mepu-
Kapjia Ta 3JaTHICTh [0 KOJaOyBaHHS HIDKHBOI
IIOPOXXHUCTOI BeHU Ha BAUXy [1, 2]. ExoKI' nae
MO>KJIMBICTh BUKJIIOUUTHU HasIBHICTh BPOIKEHUX
Ba/Jl ceplis Ta IIaTOJIOriIo JIiBUX BiAAiNiB ceplis IK
npuyuHy JIT.

3a [0OmOMOroo MAarHiTHO-pPe30HAaHCHOI
Tomorpadii (MPT) cepud OIiHIOIOTH (DYHKITiO-
HaJIbHUY CTaH IIPABOTO IIYHOYKA — 00’€M IIIy-
HOYKa, (PPaKIlilo BUKUY Ta YOAPHUI 00’€M.

Kommr'iorepHoToMorpadiuny aHriorpadiio
BUKOHYIOTH [OJIS BUKJIIOUEHHS XPOHIYHOI IIOCT-
TpoMboemboriunoi JIT, OI[iHKK CTYIEHS PO3IIU-
peHHA JiereHeBol apTepil (puc. 4) Ta MOXIUBUX
VCKJIaJJHEHb — KOMIIpecii OpOHXIB Ta KOpPOHap-
HUx aprepiii. CnenudivaumMu osHakamu JIAT €
3MiHM [TapeHXiMHU 3a TUIIOM «MaTOBOTO CKJa»,
«Mo3aiuHa» Iepdy3ia jereHb - AiNIHKU HiBU-
II[eHO1 ITPO30POCTi y TOENHAHHI 31 3GiMHEHHIM
CYLMHHOI CiTKH (puc. 5). lojaTKOBUMU O3HAKaMU
€ OKPYTJIi HeIPo30pi AiNITHKY Y BUIVISAI BY3JIUKIB
(puc. 6), aHOMaJIbHi KoJlaTepalbHi CyqUHU, Mei-
acTuHaJbHAa JiMQageHoIaTid, IIeBpaIbHUil a60
nepukapaiaabHUN BUIIT [9].

KaTreTepusania KaMep cepus Jae MOXJIU-
BiCTb IIpsIMOT0O BUMIipIOBaHHS TUCKY B JleTeHeBil
apTepii, a TaKOX BUMipIOBaHHS THUCKY 3aKJINHEH-
HA B JereHeBiil aprepii (PAWP), omopy JereHe-
Bux cynuH (PVR), giacToiigYHOrO TUCKY B JiBOMY

Puc. 4. Komn’iotepHa Tomorpadis opraHiB rpyaHoi
KNiTKY, 3D peKOHCTPYKL i cepLs Ta MaricTpanbHUX
CYAVIH AO3BOJISIE OLIHUTU PO3LUNPEHHSA CTOBOYpa
nereHeBoOIl apTepii

LIJIVHOYKY Ta ceplleBoro BUkuzny. Katerepusaris
ceplisl € METOIOM BCTAHOBJIEHHS AiarHosy JIAT,
IndepeHIiHOl AiarHOCTUKU 3 iHIIUMU IIPU-
ynHaMu JIT' Ta OLiHKYU e(peKTUBHOCTI JiKyBaHHS
marieHTiB 3 JIAI. HesBakarouu Ha iHBasUBHUHI
XapaxkTep IpoLefypH, PU3HUK YCKJIAaZHEHb 3a
YMOBH IIPOBeJEeHH B CIlelliali30oBaHUX IIeHTpax
CTaHOBUTH MeHIIIe 3a 1 %. ITariieHTaM i3 1io3poro
Ha ifiomaTu4Hy, CIaAKOBY, TOKCHH-iHAYKOBaHY
Ta IIOB’A3aHY 3 CUCTEMHUMU 3aXBOPIOBAHHIMU
JIAT HeoOXimHe TpPOBeIEHHS Ba30PEaAKTUBHOTO
TeCcTy IiJ 4Yac KaTeTepusallil 3 OKCHUAOM a30Ty
abo imompoctoM. IIO3UTHUBHUM TECT BBAXKAETHCS
Ipu 3HIDKEHHI cepeHbOTO THUCKY B JIeTeHeBil
apTepii Ha mIoHaiMeHIIe 10 MM PT. CT. 32 YMOBU
30epekeHHsT HE3MIHHOTO abGo 30iJbIIEHOT0 Cep-
1IeBOTO BUKUJY BIIPOJOBX TecTyBaHHA [1, 10].
MeToO10 TeCTy € BUSABJIEHHS MAIiEHTIB 3 TOCTPOIO
Ba30peaKTHUBHICTIO, a/Ke TaKi HallieHTu migiara-
I0TB Teparii 60KaTopaMu KaJablieBUX KaHAJIB, i
MOXXYTb He IOTPeOyBaTHU JOPOTOTOo CIIenudidHo-
ro jtikyBaHHS JIAT.

TecT i3 MIECTUXBIJINHHOIO X0Ab06010 (IIIXX)
€ HaJilHUM IIPOTHOCTUYHUM MapKepoM OI[iHKU
cTaHy marjieHTiB 3 JI, a TaKOX IPeIUKTOPOM
cMmepTi [1, 7, 8]. CKOpOYEeHHs OUCTAHIIi B TecTi
3 IIIXX Kopejaioe 3 BUIIMM (QPYHKIIiOHAIbHUM
kinacoMm (®PK) 3a BOO3 Ta mifgBUIlleHUM pPiBHEM
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AIATHOCTUKN
TA JIIKYBAHHS

Puc. 5. Komn'iotepHa Tomorpadis nereHb: A — akcianbHa
npoekuyis; b - caritanbHa npoekuis; B - kopoHapHa
npoekuyia. CTpinkamv nosHaveHi AiNAHKU «Mo3ai4yHOI
nepdysii» nereHb, NapeHxima nereHb Ma€ BUrNsAp
«MaToBOro ckjia»

Puc. 6. Komn'iorepHa Tomorpadis nereHb. A -
caritTanbHa npoekuis; b - akcianbHa NPoekLina.
CrpinkaMmu no3Ha4eHi cneyudivHi pna nereHeBoOi
aprepianbHOI rinepreHsii By3nuku, AKi € ginaHKkamm
JNOKanbHUX KPOBOBUNUBIB
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Tabnuuga 2

TpupiBHeBa mogennb crpaTudikalil pu3uKy Nayi€eHTiB 3 NereHeBOIO apTepianbHOIO rinepreHsieto

YMHHUKU NPOrHo3y

(po3paxyHkKoBa netasnbHicTb Huzbkun pusnk

CepepHi pusmuk

Bucoxuin pusmk

0, — 0, ()
NpPOTArom poKy) (<5 %) (5-20 %) (> 20 %)
O3Haku npasoLnyHo4kosoi CH Hemae Hemae HasBHi
MporpecyBaHHs CMMMNTOMIB Hemae MoBinbHe LWenake
i KNIHIYHWX NposABiB
CnHkone Hemae IHoAi Yacto
dK BOO3 Il I} v
Oucranuis Tecty i3 WXX >440 m 165-440 m <165m
CPET Mikoun VO, > 15 mn/xs/kr  MikoBuit VO, 11-15 mn/xe/kr  Mikosuit VO, < 11mn/xs/Kr
VE/NCO, < 36 VE/NCO, 36-44 VENCO, >44
NT-proBNP < 300 Hr/n 300-1100 Hr/n > 1100 Hr/n
ExoKl RA area < 18 cm? RA area 18-26 cm? RA area > 26 cm?
TAPSE/sPAP TAPSE/sPAP TAPSE/sPAP
> 0,32 MM/MM pT. CT. 0,19-0,32 mm/MM pT. CT. < 0,19 mm/MM pT. CT.
BigcyTHicTb pignHu MiHimanbHa pignHa MomipHa abo 3HayHa
B nepukapgi B nepukapgi KinbKiCTb pPignHN
B nepukapgi
MPT cepus RVEF > 54 % RVEF 37-54 % RVEF <37 %

SVI > 40 mn/m?2
RVESVI < 42 mn/m?

SVI 26-40 mn/m?
RVESVI 42-54 mn/m?

SVI < 26 mn/m?
RVESVI > 54 mn/m?

leMogmHaMiyHi MokasHUKK RAP < 8 mm pT. cT.
Cl > 2,5 n/xs/m?
SVI > 38 mn/m?

SvO, > 65 %

RAP 8-14 mm pr. cT.
Cl 2,0-2,5 n/xB/m?
SVI 31-38 mn/m?
SvO, 60-65 %

RAP > 14 mm pT. cT.
Cl < 2,0 n/xs/m?
SVI < 31 mn/m?

SvO, < 60 %

CH - cepueBa HepocTaTHicTb; PK — pyHKLioHanbHUI knac; CPET - cardiopulmonary exercise test, cepLeBo-nereHeBe TeCTyBaHHS 3 HaBaHTaXeH-
HaAM; VO, — CnoXmBaHHs KucHio; VE — xBununHHa BeHTunsiLis; VCO, — 06’eM aiokcmay Byrnewio y BuanxyBaHin cymiui; VE/VCO, — BifHOLWEHHS MixX
XBUIMHHOIO BeHTUNsUjE0 Ta BMicTom CO, y BUANXYBAHIM CyMilli — BULLLE 3HAYEHHS CBIAYUTb MPO nopyLeHHs ra3oobmiHy; NT-proBNP — HaTpii-
ypeTudHuii nponentug,; ExoKr — exokappiorpadis; RA - right atrium, npase nepepcepas; TAPSE — tricuspid annular plane systolic excursion,
cUcToNiYHa eKCKYPCifl MNOLWMHN TPUKYCMifanbHOro Kinbus; SPAP — cucToniyHnmn TUCK y nereHesin apTepii; MPT — MarHiTHo-pe3oHaHcHa Tomorpa-
ois; RVEF - right ventricle ejection fraction, dpakuis Bukmay npasoro wnyHouka; SVI — stroke volume index, iHaekc yaapHoro ob6’emy;
RVESVI - right ventricle end-systolic volume index, iHfekc KiHLeBofiacToniyHoro o6’emy npasoro wnyHouka; RAP - right atrium pressure, Tuck
y npaBomy nepegcepai; Cl — cepueBnii inaekc; SvO, — mixed venous oxygen saturation, 3miliaHa BeHO3Ha caTypaLiisi KUCHIO.

HaTpifiypeTtuuHoro mpouentuny (NT-pro-BNP).
PesynbTaT TECTy BUMIipIOIOTH y BUIIALLI abco-
JIIOTHOI JIUCTaHIl y MeTpax, HpoiifeHol malli-
€HTOM.

OCHOBHUMU KPUTEPIIMU BOKKOCTiI 3aXBOPIO-
BaHHA Ha JIAT y manieHTa € (QYHKI[iOHQJIbHUN
KJac cepueBoi HegocTaTHOCTI (PK CH) 3a NYHA,
pesynbTaT TecTy i3 IIIXX Ta piBeHBL HaTpiltype-
TUYHOTO IponenTtuny [1, 8].

s GBI KOMILIEKCHOI OI[iHKM PU3UKY ITalfi-
eHTa 3 JIAT Ta BUGOPY TAaKTUKU JiKyBaHHS BUKO-
PUCTOBYETbCA TPUPiBHEBA MOJeNb CTpaTU]iKa-
il pusuKy (maba. 2).

OkpiM BHILleBKa3aHUX METOZiB 00CTeKeHHS,
o nudepennianii Tumny JIT mpoBoaaTbCa (PyHK-
IIiOHAJNbHI [JOCHimKeHHS JereHb, aHaji3 rasis
KpoBi, meuiHkoBi TecTu, V3/, opraHiB uyepeBHOI
TIOPOXKHUHMY, aHai3 Ha BIJI, aBTOIMyHHi TeCTH.

JlikyBaHHA NaLli€HTIB 3 IereHeBolO
apTepianbHOIO rinepreHsiclo

JlikyBaHHS nanieHTiB 3 JIAT i3 3acTOCyBaHHAM
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crenugivHOl Tepamii IPOBOAUTHCS MiCIA IIOBHO-
ro 06CTeXXeHHs Ta, 6aKaHo, B CHEIiai30BaHOMY
LIeHTPi JIeTeHeBOI rinepTeH3ii.

BigmoBimHO OO HATOTEeHETHYHUX MeEXaHi3MiB
po3Butky JIAT-cmenudidyHa Teparmisa OXOILIIOE
BIUIMB Ha TPU IUIAXU: HIIIX OKCUAy asoTy NO,
mpocTanukiaiHnoBo(PGI2)-TpoMbokcaHOBUH (A2)
Ta eHpoTeniHoBuii-1 (ET-1). 3acTocyBaHHA Tepa-
mii IMoKpamuiao BMKUBAHHSA IAllieHTiB 3 JIAT,
dyHKITIOHATBHU Kiac Ta Pi3sUYHI MOXKIUBOCTI,
a TaKOXX reMOJNUHAMIiUHI TOKA3HUKU Ta (PYHKIIi0
IIPaBOTO LLIYHOYKA, 110 OYJIO IPOAEMOHCTPOBA-
HO YHUCJIEHHUMMU KJIiHIYHUMM JOCHiKeHHIMU
[1, 10]. Ilepen mpu3HaAYEeHHIM Tepamnii HeooXigHa
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cTpaTtudikallis puUsUKy IallieHTa i3 giarHo3oM
JIAT (Que. maba. 2).

ITopiBHIHO 3 MOHOTepalli€eo, KoMOiHaIlig
npemnapaTiB i3 BIJIMBOM Ha Pi3Hi MexaHismu
JIAT € 6inbin edekTuBHOB0O. CTapTOBa KOMOiHA-
mig iHriéiTopa ¢ocdomiecTepasu 5 (cunageHa-
¢in, Tamamadinm) Ta aHTaroHicTa €HIOTEIiHO-
BUX pellelITOPiB IIOKa3aHa HaBiTh y Ialli€HTiB
3 HeBUCOKMM pusukoM. IIpu JIT' criocTepiraioThb
IiJBUIIlEHY eKCIIpeciio eHaoTeniny -1, AKUH npu-
3BOJIUTD [0 BAa30KOHCTPUKIIiI Ta HAMipHOI IIpo-
smidpeparnii rmageHbKUX M’ I3iB JIET€HEeBUX CYOUH
[3]. AHTaroHicTH eHJIOTeNiHOBUX PeleNTOopiB,
1110 3aCTOCOBYIOTBCS — aMOpU3eHTaH, 003€eHTaH,
MallUTEeHTaH.

IMarjieHTaM 3 BUCOKMM PU3UKOM PEKOMEHIO-
BaHO [I0JIaBaTHU IIpemapaTyu IPOCTAIIMKIIHOBOTO
LINIAXY - €NONIPOCTEHOJ, TPEeNpOoCTUHiN, Gepa-
IpocT (aHaAJOTH IPOCTAIIUKIIHY HeJOCTYNIHI B
VkpaiHi Ha ChOTOJIHI), LJIOTIPOCT (aHAJIOT IIPOCTa-
LUKIIHY).

BUHATKOM € MAalliEHTU 3 ITO3UTUBHUM Basope-
aKTUBHUM TeCTOM, OCKiJNbKU iHiIlialliga Tepamii
y HUX IOYMHAETHCI 3 OJIOKATOPIB KaIbILiEBUX
kaHaniB. I[IpuU¥HATTA pillleHHI OPO ecKayalliio
Teparii 6a3yeThCsd Ha OIiHIII MallieHTa 3a IIKaa-
MU PU3UKY Ta HalliJleHe Ha JOCSITHEHHS IallieH-
TOM TPyl HU3BKOTO PU3HUKY [10].

lpionaTnyHa nereHeBa apTepianbHa
rinepreHsia, cnagKoBa JiereHeBa
apTepianbHa rinepreHs3isa

ITe pizkicHe, mporpecytoue i paTansbHe 3aXBO-
PIOBaHHSA 3 YpaKeHHIM IIPeKalliIIpHOro JiereHe-
Boro pycia. TouHi IpuYnHYN BUHUKHEeHH ifiona-
Tu4HOI JIAT Ha CbOTOAHI HeBifloMi, IpoTe icHY-
IOTb BUNIAJIKY YCIIAAKYBAaHHA y CiM'I, 1110 MOXKYTH
OyTU IIOB’A3aHi 3 MyTallidMU TeHiB, HACHIiTKOM
SIKUX € MifBHullleHa YyTJWUBICTb CYAUH IO Baso-
IIPeCOpPHUX areHTiB. THUCK y JereHesili apTepii
HiABUIIYETHCA BHACHIIOK Ba30KOHCTPUKIII, IO
HaJaji IPU3BOAUTH IO PEMOJIeNTIOBAHHSA CYOUH,
rinepninasii eHAOTeNiI0 Ta OKII03il IPOCBITY.

IIpu6nusHo y 70-80 % cimeil 3 IepBHHHOIO
JIAT ta y 10-20 % 3 imionatuuHoio JIAT' Hags-
Hi myTanii B reri BMPR2 (Bone morphogenetic
protein receptor type 2), aKkuil KoAmye IIpoTei-
HOBUU pellenTOp TUILY 2 KiCTKOBOTO Mopdore-
HETUYHOTO OiJKa, OgHOTrO 3 GiJNKiB, IKi TpaHC-
dopMy1oTs pakTop pocTy. CeKBeHyBaHHS T'eHiB
TaKOX IiATBepIKye 3B’s130K JIAT 3 MyTanismu
SMAD?9, CAV1 (TaKOX aCOIilOETHCS 3 JITIOAUCTPO-
diero y miteii), KCNK3 (kanieBi kaHaIu migrpymnu
K), TBX4 (T-box 4). JIAT Tako:X BUHUKAE y CiM’4X,
B SIKUX CIIOCTepiraeTbcs CIlaflkoBa reMopariuHa

TeneaHriexkTasia (HHT), mop’s3aHa 3 MyTalliaMu
ACVRL1 (akTunHiH-tIofiOoHa KiHasza 1 (ALK1)) Ta
ENG (enpormin). IIi Ta iHINi reHeTHWYHI MyTa-
Iii ycragKoBYIOTbCS 3a JOMiHAHTHUM TUIIOM,
IIpoTe MAalOTh HEBHCOKY IIeHETPAHTHICTH, TOOTO
He yci Hocii MyTanii MoXyTp MaTu ITposBu JIAT.
V vacTuMHUM NauieHTiB Oyau BUABJIEHI MyTaiiii
de novo. HennoBHa NeHETPAHTHICTh I'eHETUYHUX
MyTaliil CBiYNTh TAKOXX IIPO BILJINB HABKOJIMIII-
HBOTO cepefoBulla Ha noasy JIT' [9].
JiarHocTtyBaTu ifgiomatumuHy JIAI' MOXHa
Julle IIicjass BUKJIIOYEHHS 3aXxBOPIOBaHb, SKi
MOXXYTb CHpUUMHUTU JIAT. AIrOopuTM AiarHoc-
Tuku imiomatuuHol JIAI' MicTUTh OGOB’SI3KOBE
IpPOBefeHHSI BAa30PEaKTUBHOIO TeCTy IIiJi Jac
KaTeTepusallii, OCKiJIbKU y BUIIAJKy IIO3UTUB-
HOTO TeCTy MNallieHTH NOBUHHI OTPUMYBATHU
6JIOKAaTOPM KaJbI[iEBUX KaHaNiB. II'aTupiuHe
BIJKMBAHHA IIAIli€HTIB 3 IO3UTUBHOIO Ba3opeak-
TUBHICTIO € BUIIOIO0 B ITifl NiATPyIIi IAalieHTiB i
CTaHOBUTbD GJIM3bKO 98,5 % Ha mpoTusary 73,0 %
y HepeaKTHUBHIiN rpymi. BIokaTopu Kajblli€eBUX
KaHaJiB MOXKHa IIO€JHyBaTHU 3i clenudivHOI0
Teparieo 3a MoTpebu. Y GiNbII SK IIOJOBUHU
MaIieHTiB Ba30PEaKTUBHICTh 30€piraeThbCs IIpo-
TATOM TPUBAJIOTO Yacy. JIiKyBaHH4 ifjionmaTUYHOI
JIAT MOBUHHO OyTH HAIliJIEHUM Ha JOCITHEHHS
alieHToOM I'pYIU HU3BKOT'O PU3UKY Ta CIIOBijIb-
HEeHH IIporpecyBaHHs 3aXBOpioBaHH4 [10].

KniHiyHnn BMNnagok guTvHM 3 igionaTtu4Holo
NiereHeBOlO rinepreHsi€lo

Xyon4uK, 16 pokiB. HapoauBcsa OOHOIIEHUM,
nepeHic acdikcito mpu HapomKeHHi, CUHIPOM
acmipariii MeKoHi0 3 ITOTpPeboI0 B IITYYHIN BeH-
TUJALII JeTeHb IPOTIATrOM 2 TIXK ITicjIs HapoJKe-
HH$, HeBPOJIOTiYHUY AedilluT IPOTATrOM IepIIo-
IO POKY XUTTA. B mojanslioMy CTaH AUTHHU
TIOKpalllBCsA, Pic i PO3BUBABCA BiJIIIOBIAHO [0
BiKy. V Bini 7,5 poky Ha (oHi (pi3sMUHOr0 HABAH-
Ta’KeHHSI BWHUK eIli3of, BTpPaTH CBiOMOCTI.
CkepoBaHuii Ha KooGcTekeHH, HA EXOKI BUSIB-
JIeHi O3HaKU JleTeHeBOl rinmepTeHsii. BpomxeHi
BaJu ceplid, MATOJIOTid JiBUX BIAAINIB ceplid,
JIeTeHeBa IIaTOJIOTiss, TPOM060eMOOIIisl JereHeBol
apTepii Ta iHmi fimMoBipHi npuumHu JII' He BUIB-
seHi. IIpoBefleHa KaTeTepusallid IIpaBUX KaMmep
cepu, BcTaHOBJNIEeHA Bucoka JIAT. OT:xe, JIT' Gysa
kiIacudikoBaHa 4K ifiollaTUYHA JiereHeBa apTe-
pianpHa rinepTeHsid.

IManienTy npusHaYwiIM iHriGiTop docdopiec-
Tepasu-5 cunjeHadin Bi, MOMEHTY BU3HAYeHHS
IiarHo3y, Hazasti y Biri 13 pokiB Tepamiio GyJso
TIOCUJIEHO JOaBaHHIM aHTaroHiCTa eHJIoTeliHo-
BOTO pellelrTopa.
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IIpoTsAroM OCTaHHIX 6 MiC CIIOCTepiransu mIpo-
rpecyBaHHS 3aXBOPIOBAaHHS: ITOCHUJIEHHS 3aUIII-
KU Ta CeplebuTTs, II0sgBa 3alIaMOPOYEHHS, KPO-
BOXapKaHHS Ha (GOHi BipycHOI iH(DeKIIii, HaOpaKU
Ha HIDKHIX KiHIIiBKax. JJaGopaTOPHO - 3pOCTAaHHS
PiBHA HaTpilflypeTuuHOrO mIpoIenTuay 3i 152 mo
946 mir/MmJI.

ITig gac omAxy CTaH JUTHUHU CEpefHBbOI BaXK-
KOCTi, IIpW XBUJIOBaHHI Ta PO3MOBiI IOCHUIIO-
€ThCA 3a[IMIIKa, HaJMipHa MiTIINBiCTh, HEeBeJIUKi
HaOpSIKM Ha HIDKHIX KiHIIBKax, IIOMipHO XOJIOJI-
Hi KiHIiBKHU. AyCKyJIBTaTUBHO — aKIeHT II TOHY
Haj, JereHeBOIO apTepi€lo, CUCTONIYHUN IIyM
TPUKYCHifagbHOI peryprirtanii, amiacTomigyHuUN
LIyM perypriTailii kKjamaHa JeTeHeBol apTepil.
ApTrepianpHuii Tuck - 117/80 MM pT. CT., caTypa-
mig - 97 %. EKI-03Haku BUpa)keHO1 rinepTpodil
Ta IlepeBaHTaXXeHH4 ITPaBUX BifiNiB cepIid.

ExOKI: posmnpeHHS Ta BUpPa)XeHa TillepTpo-
¢iga mpaBoro UIIyHOYKA, CTiHKa IIPaBOro ILLIy-
HOYKa - 18 MM, AiacToniuHuil po3Mip - 4,5 cM B
ImapacTepHaIbHIN POEKIIii, 3HIKeHA CKOPOTIU-
BicTp mpaBoro mnuryHouka - TAPSE 16 MM, Bupa-
JKeHe CUCTOJIiuHe CIUIOIIEeHHS MiXIIIYHOYKOBOI
neperopoaku (D shaped LV), iHIeKC eKClieH-
TPUYHOCTI JIiBOT'O IIIyHOYKA - 2,95 (dus. puc. 3).
BupaskeHa HeJOCTATHICTh TPUKYCIiZaibHOTO
kiamnaHa, VmaxTR - 5 m/c, Ap = 102 MM PT. CT.
(Jue. puc. 1, 2), 3HAUHO PO3LINPEHE IIpaBe IIepe-
ceps - 06’eM 27 MM?, HIDKHS IIOPOXKHICTA BEHA —
19 MM, ciaflaeThCA Ha BAUXY MeHIIe Hixk Ha 50 %.
PosmmpeHHs CTOBOypa Ta TiJIOK JIeTeHeBOI apTe-
pii: cToBOYyp - 45 MM, mpasa rinka - 20 MM, JiBa
rizka - 27 MM. HeBesuKa KifNbKiCTh IepUKapmi-
alpHOTO BUNOTY. O3HaK BPO)KEHOI Bafu ceplid
He BUABJEHO.

IIpoBemero Tect i3 IMXX: maijieHT IIPOMIIIOB
352 MeTpwH, IOTPeOYBaB 3yIIMHKY Ha 2-H XBUINHI
TeCTy uepes IIOCHUJIEHHS 3aUIIKN.

KaTeTepusaliia kamep ceplisi: TUCK y JiereHe-
Bi1 apTepii - 136/71(93), mPAP - 93 MM pT. CT.,
THCK 3aKJINHEHHd B JlereHeBill apTepii (PAWP) -
10 MM PT. CT., PE3UCTEHTHICTD JIeTeHEBUX CYIUH
(PVR) - 24 op. Byzna. TecT Ha Ba30peaKTUBHICTb
HeraTuBHUN: MPAP micna iHrananii imonpocty -
92 MM PT. CT., He 3HU3UBCA. TUCK y IIPaBOMY
nepencepni (RAP) - 11 MM pr. cT. CeplieBuil
ingekc (CI) - 3,7, 3sMilIaHa BeHO3Ha caTypallig
SvO, - 76 %.

KT-anriorpadis: MosaiuHa, HeOJHOpPigHA
napeHxXiMa JereHb YHaCJHiZJOK YepryBaHH Tiro-
IEeHCUBHUX [OiNSHOK 3i 30iJHEHUM CYOUHHUM
MaJIOHKOM Ta TillepIeHCUBHUX IiJITHOK 3i 30e-
peXeHUM CYZWHHUM MAaJIIOHKOM, 30ifHeHHS
nepudepifiHOr0 CyJIMHHOI'O MajlOHKa, II00JU-
HOKI JiJIIHKM KOHCOJIifaIlili oTo4yeHi 30HaMU 3HU-
’KeHO1 IHeBMaTH3allil THUIy «MaTOBe CKJIO» Y
S6 miBoi jereHi Ta S4, S5 mpaBoi JjereHi (Jdus.
puc. 5). Po3mmpeHHs JereHeBOrO CTOBOypa [0
47 mM (Z score +4,44) (dus. puc. 4), 1iBOI TimKM —
o 32 MM (Z score +5,54), mpaBoi T'iJKU — K0 25 MM
(Z score +2,63). O3Hak KoMIIpecii OpPOHXIB He
BUSBJIEHO.

OT:xe, BUIBUJIU IPSIMY KOPEeJIAIil0 KIiHiUYHO-
ro IOTipIIaHHA CTaHy MaIlliEHTa 3 pe3yabTaTa-
MU OGCTEXKEHb Ta OIIHKOI0 PUSUKY. 3a IIKAJIO0I0
crpatudikamii pUsUKy OiNbIIICTh MMOKA3HUKIB
Jal0OTh MOXKJIMBICTD BiJHECTH MAalli€eHTa 0 TPYyIU
CepelHbOTO PUBUKY. 3 METOIO 3HIKEHHS PUSUKY,
NIpUNHATe pillleHHd PO ecKajallilo Tepamii -
IpU3HAUYEHHS TPEeThOro IperapaTy 3 I'PyIU Ipo-
CTaHOIAiB - ionpocT B iHrandnifinii dpopmi.

V Bunajky BifcyTHOCTi edeKTy Bif moTpiii-
HOI Teparmii, IIOTipIIaHHg CTaHYy, 110 IIPOTPecye,
moTpebu B MOBTOPHUX TOCIITaNi3alligX Ta Ipo-
rpecyBaHHS JujaTallii jlereHeBoi apTepii Heo6-
XiTHO PO3IISHYTU MOXXJIUBICTb TpaHCIJIAHTAIlil
JlereHb 200 OPTAaHOKOMILJIEKCY JIETeHi — Ceplie.

BUCHOBKMU

JlereHeBa rinepTeH3is MOXKe OyTHU SIK CaMO-
CTiilHMM 3aXBOpPIOBaHHAM (IIpu ifiomaTuy-
Hill JlereHeBi!l rinmepTeHsii), Tak i acorifioBa-
HOI0 3 PI3HMMH NATOJOTIYHMMU IIPOoIlecaMU.
Judepennifina [giarHoCTHMKa TUIIy JereHeBOI
rimepTeHsii Ta MONIYK eTiONaTOreHeTHUYHOTO
MexaHi3My il PO3BUTKY € BUpPilIaJbHUM IIPHU
BHOOpi TaKTUKY JTiKyBaHHA.

CrienndivyHa Tepalia jereHeBol apTepiaabHOL
rinepTeH3ii mosndarae y BIUIMBI Ha pi3Hi marto-
reHeTUYHi JIAHKM IpPoOIlecy 3 MeTol0 e(eKTUB-
HOTO 3HIKEHHS ONOPYy B JIeT€HEBUX apTepiax
Ta 3amno06iraHHSA PO3BUTKY MIPaBOILIYHOYKOBOI
ceplieBOl HeJOCTATHOCTI. 3a BiICYTHOCTI e(peKTy
Bif JIiKyBaHHS MAlliEHTHM MOXYTh IIOTPebGyBaTU
TpaHCILIAHTAllil jereHb ab0 OPraHOKOMILIEKCY
JlereHi - ceplie.
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[JocTynHicTb JaHux:

Jlani e3amo i3 dxcepen, wjo €y invHomy docmyni. Bci nOCUAAHHA
Ha 8uKOpucmati Odcepena HasedeHO 8 CMammi.

[>xepena iHaHCyBaHHS:
Hanucanusa cmammi He nompe6yeano cneyianbHozo QiHAHCYBAHHS.
KoHpnikT iHTepeciB:
Kongaixmy inmepecis Hemae.
YyacTb aBTOpIB:

I0es ma dusaiin docaidncenus — O.I1.; H.O.; AiKy8aHHS X80pUX —
O.I1.; 36ip i 0obpobka mamepianis, Hanucanus mexkcmy - O.IL,
M.H.; peazysanna mekcmy - H.O.

ETn4yHe cxBaneHHs:

IIpomoxkon docaidxnceHHs 6y8 3ameepOiceHuil Komicier 3 6ioemu-
ku 1 TMO «Jikapus Ceamozo Muxkoaas» (16.01.2026 p.).

IHpopmoBaHa 3ropa:

Zlocaidscenna npoeodunocs 8i0nosiono 0o npuryunie leabciHcbKOL
Oexnapayii. Bid 6amuvkie nayieHma OmMpumano iHGOpMOsaHy
3200y Ha y1acmo Y 00CAI0NHCeHHI.

Mopsaka:

Aemopu cmammi 02Ky10mb NepcoHany KAIHIKU ma Koaezam, 8i0-
nosidanvHuM 3a 8edeHHs nayieHma.
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Pulmonary arterial hypertension: correlation of symptoms
with results of cardiac imaging

Pulmonary arterial hypertension (PAH) is a rare cardiovascular disease with serious prognosis. Early diagnosis and
specific treatment improve prognosis significantly in the contemporary era. Transplantation of heart-lung complex is a
final option for patients with resistance for specific therapy.

The literature review presents pulmonary arterial hypertension pathogenesis, methods of diagnosis, and
treatment options. Diagnosis of pulmonary hypertension is usually late because the symptoms are non-specific. The
main diagnostic methods are echocardiography, computed tomography, right heart catheterization, vasoreactivity
testing and 6-minute walk test. Early diagnosis of PAH is essential for the beginning of specific therapy. Medications
for specific therapy influence NO pathway, endothelin receptors and prostacyclin. Early treatment including
phosphodiesterase-5 inhibitors and endothelin receptor antagonists decreases pulmonary artery pressure and right
ventricular afterload. We present the case of a pediatric patient with idiopathic PAH. Diagnostic value of different
imaging methods is discussed, management of the patient with specific therapy based on the results of cardiac
imaging is reported.

Key words: pulmonary hypertension, pulmonary arterial hypertension, echocardiography, computed
tomography, cardiac catheterization
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