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nornap HA NPOBNEMY

JIETEHEBATINEPTEH3IA
Y XBOPUX HA CUCTEMHY
CKJIEPOLAEPMIIO

JlereHeBa apTtepiasbHa rinepteH3sis (JIAlN) y XxBopux Ha CUCTEMHY CKJie-
poaepmito (CCL) Lumpoko Bigoma sik TSKKUV MPOosiB LIbOro 3axXBOPIOBAHHS
Cr1oJ1Y4HOI TKAHWHU, LUBUAKE MPOrpecyBaHHs SKOro npu3BoaunTb 10 BKpa
HEBTILLHWX HACIAKIB. Pi3Hnii nepeobir i nporHo3 x8opobu, a Takox Tepanes-
TUYHA TaKTVKa NoTPebyoTb PETESIbHOI AN EPEHLIHOI fiarHOCTUKM 3 IHLUM-
My xBopobamu nereHb. PaHHs aiarHocTvka JIAIT noTpebye 3acTocyBaHHS

Cy4acCHUX IHCTPYMEHTasIbHUX METOAIB AOCIXEHHSI, SIKi € Y BE/IMKUX Crie-
uianisoBaHux JlikyBasibHO-AiarHOCTUYHUX LLIeHTPax Ykpainv.

CuctemHa cknepoaepmis (CC/,) sanmwaetscs oa-
HVM 3 HaBINbLL TAXKNUX PEBMATUYHNX 3aXBOPIOBAHb
i XapakTepusyeTbCs Nporpecyynm nepebirom, iH-
BasigM3auieto Ta BUCOKMM piBHEM neTanbHoCTi [1, 2].
B oCHOBI XBOPOGU NEXNTb YPAXEHHS CMONYYHOI TKa-
HWHU 3 NepeBaxkaHHAM ibpody i naTonorii CyanH y Bu-
rnsni ob6niTepyroyoro eHAAPTEPIiTY, WO KAiHIYHO Npo-
ABNSIETLCA XapakTePHUMM 3MiHAMU LLKIPW, ONOPHO-
PYXOBOro anapaTy, BHYTPILLUHIX OpraHiB (IereHi, cepue,
LLTYHKOBO-KULLKOBUI TPAKT, HAPKM) i MTOLLIMPEHVMU Ba-
30CNaCTUYHNUMU NOPYLUEHHSMM.

B ocTaHHE [ecaATuniTTa ypaXeHHs NlereHb BUXOanTb
Ha nepLumin nnaH cepen npuyamH cmepTinpm CCh i cTa-
HoBUTb Bif, 30 no 90%. Hanbinblwa yactka ypaxeHHs
BUSABNAETHCS NPU MOPDONOriHHOMY | GYHKLIOHANBHO-
MY AOCHIOKEHHI | B cepegHboMy CTaHOBUTbL >70% [3].
CC/L, ocobnugo ii niMiTOBaHWI BapiaHT (paHille no3Ha-
yaBcsa 9k CREST-cuHgpoMm), HaryacTiwe nos’a3aHa
3 PO3BUTKOM JiereHeBoi rinepteHsii (J1IN). YpaxeHHs
NlereHb Npu HeagekBaTHOMY JlikyBaHHi abo 1A10ro Bif-
CYTHOCTI YCKNaAHIITbCS po3BUTKOM JITT, sika BUABNSA-
eTbCsy >40% XBOPUX 3 ypaKEHHSIM JIEreHb i PO3BMBa-
eTbcs NpoTarom 2—10 pokiB Big noyaTky xsopobu [4].

NI — pedpakTepHe 3axBOPIOBAHHS, L0 XapakTe-
PU3YETHCS MPOrPECYIOYMM NIABULLIEHHSAM TUCKY B Cyau-
Hax NereHb i 30iNbLLIEHHSIM NIereHeBoro CyaMHHOMo Ono-
py. HesanexHo Big NpUYMHM NereHeBoi apTepianbHOI
rinepTeHnsii (JIAI) B ii OCHOBI nexaTb Ba3OKOHCTPUKLLiS
Ta CTPYKTYPHE PEMOLENOBAHHS CYONHHOIO pycna, LWo
NPU3BOAATL A0 NMepeBaHTaXEeHHS MPaBoro LLTyHO4Ka,
PO3BUTKY XPOHIYHOI CEPLEBOI HEAOCTATHOCTI | 32 BIACYT-
HOCTIi ageKBaTHOI Tepanii — 4o CMepPTi XBOPOro.

JII" Bn3HavaoTb 9K MigBULLEHHS CEPEOHLOr0 TUC-
Ky B nereHesiii aptepii (CepTJIA) >25 MM pT. CT. y CTaHi
cnokoto abo >30 MM pT. CT. — Npu Gi3NHHOMY HaBaHTa-
SKEHHI. [1py LbOMY TUCK 3aK/IMHIOBAHHS IereHeBOI apTepii
(T3J1A) He mae nepeBuLLyBaTK 15 MM PT. CT., 2 CEpLEBUI
iHAEKC NOBUHEH BYT HOpMasSibHUM ab0 3HUXKEHVM. 30-
NIOTUM CTaHAAPTOM i EGUHUM MeToAO0M Bepudikauii J1I
€ KaTeTepu3aLig npasux Biaainis cepus [5].

Mpwn nimitoBaHomy Bapianti CCA JII yacto cnpu-
YMHEeHa NereHeBMMN CYAUHHUMUN NOPYLUEHHAMMU,
anpw ondy3HOMY — MOXE NMOEAHYBATUCS 3 IErEHEBUM
iHTepcTULianbHUM dibpo3om. Kpim Lboro, npn CC, Ha-

SIBHI 1 iHWI CTaHW, WO cnpusitoTb po3suTky JII i noTpe-
Oyl0Tb peTenbHOi AMdepeHLInHOI giarHocTnku [2]. Joci
TOYHO HEe BCTAHOBJIEHI MPUYNHWN NATONONYHUX 3MiH Y Ne-
reHeBux cyamHax npu J1I. B oCHOBI cy4acHuX Teopin na-
ToreHesy JII' nexxntb eHpoTenianbHa OUC@YHKLIA, 9ka
NPU3BOANTb A0 CUHTE3Y NEPEBAXHO BA3OKOHCTPUKTO-
piB (eHpoTeniH 1, TpombokcaH A,) Haf, Ba3oaunararo-
pamMu (MpocTaumkiiH, OKCUA a30Ty). 3BiSIbHEHHSI XEMO-
TAKCUYHMX areHTiB i3 NOLKOMKEHUNX KITITUH eHO0TENIto
BUKJTMKAE MirpaLjio rnaakom’ a30BUX KNITUH B iIHTUMY fe-
reHesmnx apTepion. MpurHiveHHs anonTo3y NPU3BOANTb
[0 NiaBnLLEeHOI Nponidepadii BCix LWapiB CyANHHOI CTiH-
kn. CekpeLis nokanbHO aKkTMBHMX MeaiaTopiB 3 BMpa-
>KEHOK Ba30KOHCTPUKTOPHOIO OJEI0 CMPUAE PO3BUTKY
Tpomb603y in situ, TpaHCHOPMYIOUM NIereHeBe CyANHHE
PYyCno 3i 3BU4aNHOIr0 aHTUKOAryasiHTHOrO CTaHy (BHa-
CnigoK 3BiNIbHEHHST NPOCTALMKIiIHY Ta iHribiTopa Tka-
HVMHHOIO aKkTMBaTopa niasdmiHOreHy) y npokoarynsaHT-
HWUI. B pe3ynbTati yTBOPIOETLCS MOPOYHE KOO: MOLLKO-
[DKEHHS eHO0TeNito HeyXUbHO NPOrpecye i Npn3BoaAUTb
[0 PEMOAENIOBAHHS IErEHEBUNX CYOVIH, HAPOCTaHHS Cy-
OVHHOT 06CTpYKL;ji Ta obniTepadii. Mpy ubomMy natono-
riYHi NpoLecK 3axOnATh YCi LIapy CYANHHOI CTIHKM,
Pi3HI TUNN KNITUH (eHaoTenianbHi, rnagkom’a3osi, di-
6pobnacTtn). B aaBeHTUU|i Bia3HaYaeTbCA NigBuLLiEHa
NPOAYKLis eKCTPaLENNSPHOro MaTpuKCy, BKIKOHAIO-
4yn KonareH, enactuH, GibPOHEKTUH i TeHacUMH. Jlim-
dounTn | TPOMBOUMTI TAaKOX BifirpatoTb iICTOTHY POJib
y po3BuTky JII". Y nna3mi kpoBi y nauienTis i3 JII nigsu-
LLEeHi piBHI Npo3anasibHUX UMTOKIHIB, y TPOMBoumTax no-
pYyLUEHWI METab0NI3M CEPOTOHIHY.

OwvcbanaHc MiXX TPOMOOTUYHUMU, MITOFEHHUMM,
nposanasnbHUMM, BAa3OKOHCTPUKTOPHUMN dakTopa-
MU Ta MexaHi3mMamm 3BOPOTHOI Aii (aHTUKOArynsHT-
Hi, aHTUMITOreHHi, Ba30AnnaTtyo4i) CNPUYUHSAE CTINKY
BA30KOHCTPUKLIO, NponidepaTmnBHi i 3anasnbHi 3MiHN
B JIEreHEeBOMY MIKPOLMPKYNATOPHOMY pychi. Came i
MEeXaHi3Mu BianoBiaasnbHi 3a PO3BUTOK i NpOrpecyBaH-
HS1 NATONONYHMX OBCTPYKTUBHUX NPOLIECIB Yy NereHe-
BUX cyamHax npu J1I, 36inbLUeHHS TereHeBoro CyauH-
HOro ONopy, NepeBaHTAXEHHS | AEKOMMEHCALLto npa-
BOrO LLJTYHOYKA, NETasIbHICTb XBOPUX.

JII" BiGHOCUTBLCA A0 BapiaHTIB ypPaXeHHs fiereHb
y xBopux Ha CC/, i moxe 6yTn 3yMOBJIEHA iIHTEPCTULLi-
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anbHUM $ibpo3omM abo i301bOBaHMMU NponidhepaTmB-
HUMMW 3MiHAMW CYAMHHOI CTiHKM 3a BiACYTHOCTI 3Ha4y-
LMX 3MiH NapeHxiMn abo XPOHIYHOI rinokcii (BnacHe
JTIAI). Kpim TOro, nprynHO0 NigBULLLEHHSI TUCKY B Ma-
JIOMY KOJli KpOBOOBINY MOXE CNY>XKUTU YPaXKEHHS NiBUX
BiO4iNiB cepus Sk knanaHHe, Tak i BlacHe miokapaa,
MoB’A3aHe YM He NOoB’A3aHe (Hanpukiag, iLuemiyHa XBo-
poba cepust — IXC) i3 cuctemHnum npouecom. OctaH-
HE MOXe BYTY BiLHECEHO [0 BENNKOI rPYMNy MPUYKH, LLIO
BU3HaYyatoTb BTOPUHHWUI xapaktep J1I, i pO3LHIOETLCS
SIK CYMNYTHi 3axBoptoBaHHSA (Tadn. 1).

Ta6nuus 1
OHoeneHa knacudikauis JII (3rigHo 3 ESC-ERS-2015)

1. I

1.1. lgionatnyna (I11).

1.2. Cnapkoga.

1.2.1. MyTauis reHa, Wwo koaye peuentopy MopdoreHeTMYHOro NPoTeiHy
KicTkoBOro Mo3ky, — BMRP2.

1.2.2. IHwi myTauji.

1.3. JII, acouiitoBaHa 3 nikapCbKUMM 3ac006aMK 4N TOKCUHAMN.

1.4.JIT, acoujiioBana:

1.4.1. i3 3aXBOPIOBAHHSMM CMONYYHOT TKAHWUHN;

1.4.2. BlJl-iHdekuismu;

1.4.3. nopTanbHOI rinepTeH3ieto;

1.4.4. BpOAXEHNMM BaaMM CepLs;

1.4.5. WMCTOCOMO30OM.

1.5. BeHoOK/11031BHA XBOPOOA NiereHb Ta/4n reMaHrioMaros fereHeBux Kaninspis:
1.5.1. lgionatnyna.

1.5.2. CnapkoBa:

1.5.2.1. elF2AK-myTauis;

1.5.2.2. iHwi myTauji.

1.5.3. InoykoBaHa nikapcbkumm 3aco6amu, TOKCMHaMI Ta pagiaLieio.
1.5.4. AcoujiioBana i3:

1.5.4.1. 3axBOPIOBAHHSIMU CMONYYHOI TKAHWHK;

1.5.4.2. BUl-indexuismu.

1.6. Mepcuctyioya JIAT HemoBnsT.

2. JIT, acoujiioBaHa 3 ypaxeHHsIM J1iBOi NONOBUHU CEpL.

2.1. CuctoniyHa aucdyHKLiS NiBOrO WAYHOYKA.

2.2. [liacToniyHa AUCHYHKLis NIBOTO LLUNYHOYKA.

2.3. 3axBOpIOBAHHS KnanaHis.

2.4. BpopxeHa/HabyTa 06CTpyKLisl IPUTOKY/BIATOKY Ta BPOIKEHA kapaioMionaris.
2.5. BpoaxeHi/HabyTi CTEHO3M NEreHEBNX BEH.

3.JI, acouiiioBaHa i3 3aXBOPIOBAHHAMM NIETE€Hb Ta/4M TiNOKCIEl0.

3.1. Mpu XpOHiuHiit 06CTPYKTUBHII XBOPOBI NEreHb.

3.2. MNpw iHTepCTULiaNbHUX XBOPOOAX NEreHb.

3.3. MNpw iHWKX 3aXBOPIOBAHHSX NIEreHb 3i 3MillaHNMK 06CTPYKTUBHO-
PECTPUKTUBHUMM NPUYNHAMMU.

3.4. Mpu NOpYLLEHHI AUXaHHSI Mif Yac CHY.

3.5. Mpu rinoBeHTUNA,iAHIKA naTonorii anbBeon.

3.6. Mpu xpoHiyHoMy nepebyBaHHi Ha BUCOKOFip’i.

3.7. Mpw Bapax po3BuTKy NereHb.

4. XpoHiyHa noctrpomboemboniyHa JI.

4.1. XpoHiyHa Tpomboem6oniyHa JI".

4.2. |Hwi 06CTpyKLii nereHeBoi apTepii:

4.2.1. aHriocapkoma;

4.2.2. iHWi iHTpaBacKyNsApHi MyXnHu;

4.2.3. apTepiiT;

4.2.4. BPOOXEHi CTEHO3V NIereHeBnx apTepiit;

4.2.5. napasuTapHi ypaxeHHs (rinatmnos).

5. JI i3 HeBigoMuMY Ta/un HaratoGakTOPHUMU MEXaHI3MaMu.

5.1. F'emaronoriyHi 3aXxBOPIOBAHHS: XPOHIYHA FEMONITUYHA aHEMis, MiENO-
nponipepatuBHi 3aXBOPIOBAHHSI, CNNIEHEKTOMiSl.

5.2. CucteMHi 3aXBOPIOBaHHS, Capkoifo3, ricTiounTtos X, nimdaHrioneiio-
MiomMarTos.

5.3. MeTaboniuHi nopylweHHs: XBOPOOU HaKOMMYeHHs TikoreHy, xeopoba
T'owe, 3aXBOPIOBAHHS LWMTOBUAHOI 3a103N.

5.4. IHWi NpUYKHY: NereHeBa NyxMHHa TPOMBOTYHA MikpoaHrionaris, Gpibpo-
3YH04MIA MEAIACTUHIT, XDOHIYHA HUPKOBA HEOCTATHICTb, cermenTapHa JIr.

HeobxinHO nam’aTaTtu npo 4vacTi acouiauii CC/,
i3 NepBUHHMM BiniapHMM LMPO30M (3 0COBNNBOLO yBa-
roto NOTPIGHO NOCTABUTUCS 0,0 BapiaHTIB, YCKIaAHEHUX
MopPTasIbHOIO riNepPTEHIIEID), @ TAKOX i3 BEHOOKJIO3il-
HOI0 XBOPOOOIO NlereHb. | HapeLwTi, 3a HAaABHOCTI dak-
TOPIB pMU3KKY i TPOMBOO3Y BEH HIXKHIX KiHLBOK Y NaLli-
eHTiB i3 CC/] TakoX MOXe BUSIBNATUCS XPOHIYHa MOCT-
Tpomboemboniyna J1I [5].

Yk 3a3Ha4veHo BuLle, JII npu CC/, YyacTille BUMHUKaE
npu TprBanomy nepebiry 3axBOPOBaHHS, JiMITOBaHO-
MY LLKIDHOMY CMHAPOMI T2 HAABHOCTi aHTULLEHTPOMEP-
HUX @HTUTIN, NPOTE OCTaHHI AOCNIOKEHHS BHECN KO-
PEKTVBU Yy 3arasibHOBIAOMI 3aKOHOMIPHOCTI. Tak 3BaHMUi
i30N1bOBaHUIN (CYOUHHUA, BNU3bKNIA OO0 iaionaTU4HO-
ro, He NOB’A3aHNN i3 TOTANIbHUM YPXXEHHSIM NapeHXi-
MW nereHb abo rinokcemieto) BapiaHT JII Bia3Ha4alOTb
i Npy rocTpomy nepebiry xeopobu 3 ANDY3HUM LLKIP-
HUM cnHOpPoMoMm Ta HasiBHiCTIo UBRNP-ayToaHTuTin [6].

Bucoka yacToTa iHTepcTuuianbHoro ¢idposy, wo
BUSABNAETHCS y xBOpUx i3 CCLL B OCTaHHI pOKK, He Npu-
3B€/1a 40 ICTOTHOMO MiABULLEHHS MOLUMPEHHS FinoKce-
Mi4yHOro BapiaHTa JII, npoTe cnpusnia BULINEHHIO No-
€L0HAHOIro TUMY YPaXXeHHs nereHb, npy skomy CepTJ1A
MO>XHa MOPIBHATK 3 TaKOK NPK i3011bOBAHOMY ii Bapi-
aHTi. BuaineHHs uporo BapiaHTa 3yMOBNEHO HeOOXia-
HICTIO iHLWOT, HiXX Npu iHTepcTUujansHoMy dibposi, Te-
paneBTUYHOI TaKTUKN Y 3B’A3KY 3 yKpam TAXKNM, NpO-
FHOCTUYHO HECNPUATANBUM nepebirom.

PaHHsa piarHoctuka JII — 3anopyka onTMManbHOro
TepaneBTUYHOro NpPorHo3y. bes nikyBaHHA NporHo3 J1T
ayxe noranmin, npyn CCL, 60% xBOpUX i3 KNiHIYHO 3Ha-
yywoto JII BMUpatoTh y nepLui 2 pokm nicns ii giarHoc-
TUKM [7]. ByacHo BusiBneHa J1I cnpuse 6inbLu paHHbO-
My noyaTky Tepanii Ta CnpuaTAMBILLIOMY Nepebiry 3a-
XBOPKOBAHHS.

[JiarHoctuka JIIT, acouiioBaHoi 3 CC/l, Bk/OYae:
NPOBEAEHHS KOMMJIEKCHOrO OOCTEXEHHS O OLLHKN
KniHiyHoro knacy i Tuny JII, a Takox GpyHKLiOHaNbHOro
Ta reMOAMHAMIYHOIrO CTaTyCy NaLieHTIB.

HiarHoctuka JII npu CCL, aK i npu iHWKX cTaHax,
OCHOBaHa Ha KOMMEeKCi KNiHIYHUX Ta IHCTPYMEHTab-
HUX OOCHIOXKEHb, cepen, Sknx 30710TUM CTaHAapPTOM €
BM3HAYEHHS TUCKY B JIEFrEHEBIN apTepii Npu ii kateTe-
pu3sadii. OgHak He0b6XiAHO Nam’aTaTh MPO CKPUHIHTOBI
meToauy BusiBneHHs J1IT, ockinbkn xsopi Ha CCL], ctaHOB-
NAaTb rpyny pu3nky pPO3BUTKY LIbOr0 NposBy. FK Bigo-
Mo, JII He Ma€e NaTOrHOMOHIYHUX O3HAaK, | HAa MOYaTKO-
BMX eTanax Po3BUTKY L O3HAKW KJTHIYHHO HE3Ha4yLLi.
3aguuika 3a3Buyain — nepunii nposs JII — Hecneyy-
diyHMA cuMnTOM, AKMIA cam No cobi noTpebye npose-
OeHHs andepeHLInHoi giarHocTukm (Tabn. 2). Hanyac-
Tile 3aauuiKka PO3BMBAETLCS BXE 32 HAsIBHOCTI npa-
BOLLJTYHOYKOBOiI HEAOCTATHOCTI.

Ta6nuug 2
Haiuacriwi npuunnmn 3aguwkm y nauiexTie i3 CCL,

IHTEepCTULianbHe 3aXBOPIOBAHHS NIEreHb (iHTepCTuLianbHi MHEBMOHIT)
CepLieBa HeLOCTaTHICTb, L0 PO3BMHYNACS MPU CKNEPOLEPMIYHOMY
Miokapaiockneposi Ta/un Baga cepus

IXC (ekBiBaneHT cteHokapaii)

Anewmis

CynyTHi 3aXBOPIOBaHHSI (XPOHIYHA 0OCTPYKTUBHA XBOPOOA NEreHb, 3aauil-
Ka Ta iH.) NapeHxiMu Y1 XpOoHiyHa rinokcig (snacHe JIAT)
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OcobnmBe 3HAYEHHS MiJ,Yac CKPUHIHTY | aHani3y pu-
3uKy po3suTtky JIIN npu CCL mae pocniokeHHs pyHK-
LT 30BHILLUHBOrO AMXaHHS 3 BU3HAYEHHAM OMDY3HOI
3paTHocTi nereHb (DLCO), aKke NoKn He 3HaNLWN0 Ha-
NIEXHOr0 MiCLA B AiarHOCTUYHMX Mporpamax npu igio-
natuyHin JII. Psag gocnigHukiB nokasann nporHoCTmY-
HY POJIb LIbOr0 METOAY NOPSA i3 3arasbHOMPUAHATMMN
KNiHIKO-IMYHOIOTYHUMW O3HaKaMn y BU3HaYEHHI rpy-
nu pusnky cepeg xsopux Ha CCL, wono possutky JII.
I3onboBaHe (Mpuv HopManbHUX 06’E€MHO-LLIBUAKICHUX
nokasHukax cniporpamm) 3HmxeHHs DLCO <55-60%
HOPMMU (32 BiACYTHOCTI IHLIWX MPUYNH — IHTEPCTUL-
anbHOro gibposy, CynyTHbOI XPOHIYHOI OOCTPYKTUBHOI
XBOPOOM NnereHb abo aHemii) ctano Ginbl 3HAYYLLUM
npeamkTopom po3suTKy JII, HiX IHLWI JOCTYMHI «CKpU-
HIHrOBi» MEeTOAVIKM (enekTpokapaiorpadis 4n exokap-
niorpadia — exoKr) [8].

ExoKT, kpiMm BUsIBNeHHS HenpsiMmx o3Hak J1I i Bu-
MipIOBaHHA TPAHCTPUKYCNigANbHOro rpajieHra Tmc-
Ky, gonomarae audepeHujioBaTi BapiaHTn «<BEHO3-
HOi» JII', 3yMOBNEHOI YPaXKEHHAM JiBOro LWyHO4KA
(NOpYyLLEHHS MOro CKOPOTHOI 30aTHOCTI 1/abo HasaB-
HICTb KflanaHHUX ypaxeHb). HeobxigHO nam’aTtaTu,
O BUSBNIEHHA TPAHCTPUKYCNifanbHOro rpagieHTa
Tncky >30 MM pT. CT. He [03BONSiE BepudikyBaTu gij-
arHo3 i notpebye niaTeepaxeHHs [9]. PpaHLy3bku-
MW OOChigHNKaMn 3anponoHOBaHO ANDEPEHLINHO-
DIarHOCTUYHUIA anropuTM pPaHHbOI aiarHocTukm JII
3 BMKOpUCTaHHAM exoKI™, OCKifbK1 MMOBIPHICTb 1K X10-
HOMO3UTUBHUX, TaK i XMOHOHEraTMBHUX Pe3ybTaTiB
NPV NOrpaHnNYHNX rpagieHTax gocute Bucoka [10]. Ka-
TeTepmaaL,iio NpaBuvx BioaiiB cepust — 3010TUN CTaH-
napt giarHoctukm JII — HeobxigHO NPoBOAUTU BCIM
XBOPWUM i3 unm nposisom CC/,.

Llen meTopq He nuwe 0o3BoAd€E NigTBEPANTU PaKT
MigBULLLEHHS TUCKY, ane N € gudepeHLUIrnHOo-aiarHoc-
TUYHUM | BU3HAYaIbHUM LLOAO0 NPOrHO3y, a TakoxX
npu NpoBefEHHI FOCTPUX NPO0 Aa€E MOXIMBICTb BU-
OpaTh edEKTMBHY TEPANEBTUYHY TaKTUKY.

Bepudikauia JII' npn CCH notpebye nopanbLio-
ro oMdepeHLinHO-aiarHOCTUYHOIO 0OCTEXEHHS.
[ng ytouHeHHsa Tuny JII KOKHOMY XBOPOMY HeOOXia-
HO NPOBOAUTM BECb KOMMAEKC AiarHOCTUYHNX 3aX0-
LB, OCKiJIbKM B OZIHOIO navuieHTa MOX/IMBE NOEAHAH-
HS OEKINBbKOX MPUYNH.

BnacHe JII npu CC/, (i30n1b0BaHUIN BapiaHT) MOXe
OyTV BCTaHOBNEHAa NnLLIEe Nicns NPOBeAEeHHS BCixX aja-
FHOCTUYHUX Npoueayp («4iarHo3 — BUHATOK»). Kpim
uboro, JIMN moxe 6yTy 3yMOBieHa NOPTasbHOLO rinep-
TEH3IEI0, W0 pO3BMAaCS Ha TJ1i NEPBMHHOIO GiniapHO-
ro umpoay, Skuii npu nimitosaHomy Bapianti CC/, Bia-
3Ha4alTb 3HAYHO YacTille, HiXX Y nonynauii.

Mpy BUSIBAEHHI IHTEPCTULiQNbHOIO YPAXKEHHS Ne-
reHb HeobxigHO BU3Ha4YMTK, Akmin BapiaHT JII npe-
Basloe. B LbOMY MOXYTb JONOMOrTM 60AMNNETUS-
Morpadis (BM3HAYEHHS 3aiMLLKOBOro obcsary Ta 3a-
ranbHOi EMHOCTI JlIereHb A1 YTOYHEHHS BUPaXEHOCTI
pecTpuKLii), a TakOX AOCMIOXEHHS ra30BOro cknaay
KPOBI Mpuv KaTeTepusaLii 4ns OUIHKN BUPaXEHOCTI Ti-
nokcewmii. BuainenHs noegHaHoro sapiaHTa (J1I ta iH-
TepcTuuianbHe YPaXeHHS NIereHb) NPOANKTOBAHO He-
006xigHiCTIO KOMBIHOBaHOI Tepanii Ba30akTUBHUMM Npe-
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napaTtamm hiMyHocynpecopamu. 3HMKEHHS HACOCHOI
dYHKLi NiBOro LWyHO4YKa BHACAIA0K MOFO CUCTOMIYHOT
4K AiacToNiYHOT ANCHYHKLi 3yMOBOE PO3BUTOK «BE-
HO3HOI» J1I", WO BUSIBNSIETLCA NPU KaTeTepmaadii nigsu-
weHHam T3J1A. Y yux Bunaakax 3actocoBytoTb exoKr,
npoTe Moxe 3Hapobutmncsa sepudikauisa IXC gk HeiH-
Ba3VBHUMW (CTPEC-METOOM, «KOPOHAPHUM KanbLLin»),
Tak i iHBa3nBHMMM (KOpOHapoaHriorpadis) Metogamm.
ExoKI™ TakoX € HE3aMiHHOIO B AjarHOCTUL KnanaHHUX
Baf, ki MoXxnumBi y nauieHTis i3 CCZ.,

B ocTaHHi kinbka pokiB 3apy0idkHi aBTOpU BiA3Ha4a-
toTb NnoegHaHHa CC/L, 3 ypaxeHHsAIM BEHYISIPHOT O Bifl-
Ainy MiKpOUMPKYNATOPHOrO pycna — JiereHeBoi Be-
HOOKJTIO3iINHOT XBOPOOU 3 IereHeBMM KaninsipHUM aH-
riomato3om [11]. BacTocyBaHHS Npenapartis rpynu
MPOCTALMKIIIHY B Ll KATEropii XeOpmx 4acTo ycknaa-
HIOETLCS IHTEPCTULaNbHUM HAOPSKOM NereHb i 3aKiH-
4yyeTbCsd daTanbHO. HasBHICTb Y navjeHTa rinokcemir,
a Takox nigsuweHoro T3JTA fo3BonsE 3anifo3puTn
LLIO HECMPUATINBY acoLliaLito.

Mepebir TAI npn CCL, noaibHWi oo Takoro npuiaio-
naTu4HoOMy (NepBUHHOMY) BapiaHTi. Jeski aBTopu Bifl-
HaHHI i3 CUCTEMHUMU 3aXBOPOBAHHAMM, LLIO, MOXJIN-
BO, NOB’A3aHe 3 Mi3HbOIO AiarHOCTUKOIO.

dakTopm HECMPUATNBOIO NMPOrHO3Y, LLLO CMOCTEPI-
ratoTbcsa npu igionatnyHin JII, onncytotbes i npu JIAT,
acouinoaHin is CC. KpimM BUXiaAHUX reMOoANHAMIYHNX
napameTpiB (YacTiwe — CepTJIA npu nepLiomy obcTe-
>KEHHI), 00 HUX BIOHOCATLCA NMEPUKAPANT, NMiABULLEH-
HS1 PiBHS MO3KOBOIT ppakL,ii HaTpinypeTnyHOro NnenTu-
Ay, a TakoXx ce4oBoi kucnotun [12, 13].

®dyHkuioHanbHa knacudikauis JIAI BUKOPUCTOBY-
€TbCH OJ1 BU3HAYEHHS NPOrHO3y TPUBANOCTI XUTTH
xBOpwux. Tak, y nauieHTiB 3 | i Il pyHKUiOHanbHUM kna-
coMm (PK) JII cepenHs TpMBaniCTb XUTTA CTAHOBUTb
6 pokiB, 3 lll DK — 2,5 poky, 3 IV ®K — 6 mic. Kpim Bu-
3HayveHHs DK JIAT, y xBopux Ha CC/], BaxknmBa Kifbkic-
Ha OLHKA TONEPaHTHOCTI A0 PiIBNYHOIr0 HaBaHTAXEH-
HS. TecT i3 6-XBUIMHHOIO X04bOO (BUMIP AMCTaHLLi,
SIKY XBOPUIA MOXE NMPONTKN 3a 6 XB) — OOCTYMNHWUIA | BU-
COKOIHPOPMATUBHUIM METOL, OLiHKM ePeKTUBHOCTI Te-
panii [14].

Takmm YNHOM, paHHE BUSIBJIEHHS | NpaBuiibHa fja-
rHocTuka JII y nauieHTiB i3 CCL, — HeobxigHa ymo-
Ba 36iNblUeHHs TpuBanocTi xuTTa [15]. 3 ornany
Ha CKNaAHICTb i HEAOCTYMHICTb BaraTboX AiarHOCTNY-
HUX NPOLEeAYP CNOCTEPEXEHHS LMX XBOPUX MOXITUBE
nuwe y cneuianioBaHnX LeHTpax.
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JIEFTOYHAS TMNEPTEH3USA Y BOJIbHbIX
CUCTEMHOW CKNTIEPOOEPMUEMN

I.A. lNpouyeHko, K0.H. CupeHko

Pesome. Jlero4yHass apTtepuvasibHasi rmnepTeH-
3usi (JIAl) y 60/1bHbIX CUCTEMHOV CK1epoaepMu-
evi (CCA) wmnpoko n3BecTHa Kak Tsxesioe rnpo-
sB/IeHne 3T0ro 3abosieBaHnss COEANHNUTENIbHOM

TKaHu, ObICTPOE NPOrpPeccmpoBaHnNe KOTOPOro
npuBOANT K HEG1arornpusiTHbIM 0CAEACTBUSIM.
PasnnyHoe TedeHne v nporHo3 6os1e3Hn, a Tak-
XXe TeparneBTUYeckasl Taktuka TPpebyroT TulaTeslb-
Hovi angpepeHunanbHoON AnarHOCTUKN C APY MU
3aboneBaHusiMu nerkvx. ParnHss anarHoctvka JIAI
TpebyeT NPUMeHeHNs1 COBRPEMEHHUX MHCTPYMEH-
Tal/lbHbIX METOAOB UCC/1IEA40BAHMS], KOTOPbIE UME-
I0TCSI B KPYIHUX Creumaan3npoBaHHbIX J1€4€0HO0-
ANarHOCTUYECKUX LIeHTPax YkpauHsl.

KnioueBble cnoBa: CMCTEMHas CKepoaepMus,
JleroyHasi aptepuanbHas rmnepTeH3ns,
Knaccudurkaums, ouarHoCcTuka.

PULMONARY ARTERIAL HYPERTENSION
IN PATIENTS WITH SYSTEMIC SCLEROSIS

G.O. Protsenko, Yu.M. Sirenko

Summary. Pulmonary arterial hypertension (PAH)
in patients with systemic sclerosis (SSc) is widely
known as severe manifestation of connective tis-
sue disease, rapid progression of which leads to
adverse consequences. Different course and prog-
nosis of the disease, as well as a therapeutic strat-
egy requires careful differential diagnosis with oth-
er lung diseases. Early diagnosis of PAH requires
the application of modern instrumental methods
that are available in the major specialized medical-
diagnostic centers of Ukraine.

Key words: systemic sclerosis, pulmonary
arterial hypertension, classification, diagnostics.
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3amecTuTesibHas rOpMOHasnbHas Tepanusa
He npeaoTBpaLlaeT CHUKEeHue MMHepanbHOW
MNJOTHOCTU KOCTHOM TKaHu (MIMKT)

lMpoaHann3npoBaB AaHHbIE KPYMHOIO JIOHIUTYAN-
HanbHOro nccnepoBaHna «Woman'’s Health Initiative»,
y4deHble KanndopHuiickoro yHuBepcuteta (University
of California) B JToc-Anpxenece, CLUA, npuLinm K Bbl-
BOAY, YTO NOC/E NpeKpalweHns npuema npenapaTos
3aMecTUTeNIbHOW ropMoHanbHol Tepanun (3'T) puck
MePENIOMOB He NOBbLILLAETCS. Pe3ynbTatel npeacTasne-
Hbl B «Journal of Clinical Endocrinology & Metabolism».

B xone ogHOro nccnenoBaHUS y4aCTHULL C UH-
TaKTHOM MaTKOM paHOOMU3NPOBaIn Ha ABE rpynnbi:
1-9 — KOHBIOrMPOBAHHbIN 3CTPOreH 1 MeAPOKCMNPO-
rectepoH, 2-a — nnauebo. B gpyron paboTe Takne xe
npenaparbl IPUMEHSANN NAUVEHTKM NOCIE TMMCTEPIKTO-
M. B 06omx nccnegoBaHUSAX Y XEHLLMH, MOy4aBLUMX
npenaparbl, 0TMeYann 3Ha4YnTelbHOe CHUXeHne oo6-
wero pucka nepenomos. 15 187 yyacTHuU, NpUMeHS-

nnnpenapatbl 3T vnm nnauebo B Te4eHmne BCero mnc-
cnepoBaHus (1-a pabota— 5,6 roga, 2-9 — 7,1 ropa)
M 0TKa3annCb OT NPUMEHEHNS NOCNE ero OKOHYaHu4.
MpoaHann3upoBaB COCTOSIHNE X 3O0POBbS B Teye-
HMe 5 neT nocne npekpaLleHns npremMa npenapartos,
MPULLIM K BbIBOAY, YTO YacToTa nepesioMoB bblna He-
BbICOKa M HE OoTNin4yanacb cpenun npencrtaBuUTesb-
HUL, pa3Hbix rpynn. CKOpoCTb BO3PACTHLIX M3MEHe-
HuB MIMKT npakTnyeckmn 0MHAKOBA Yy BCEX XXEHLLWH,
BHE 3aBUCMMOCTU OT BO3pacTa HacTyrnjieH1uda meHona-
y3bl. [encteme 3I'T cx0OQHO C TaKOBbIM aHTUPE30PO-
TUBHbIX CPeCTB.
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