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JlereHesa rimepTeHsis,
ACOLINOBaHA 13 CUCTEMHOI0 CKIIEPOLEPMIELD
(ornap nitTepaTypu)

Jlerenena rineprensis (JII') € ofHi€o 3 MPOBIIHUX MPUYMH 3aXBOPIOBAHOCTI Ta CMEPTHOCTI TIPU CUCTEMHIH
ckaepoaepmii (CCI).

Mema po6omu — IpoBeCTH aHAII3 CYYaCHUX JIITEPATYPHUX JAHUX IO EITiIeMi0JIOTi], MEXaHI3MIB PO3BHT-
Ky, PU3UKY, KJIIHIYHIX BUSABIB, IIarHOCTUKH, JIIKyBaHHs Ta Tporuoady B namieHTiB i3 CC/L ta JII' pisHux rpyr.

Mamepianu ma memoou. Ilpoananizosano omy6ikosani 3a octantix 15 pokis (2010—2025) craTTi 3 6as
nanux Scopus, MEDLINE, PubMed. [l octaTounoro anaxisy sigibpano 71 craTtio, onyO/IiKoBaHy aHIIiii-
CbKOIO MOBOIO.

Pesynvmamu ma o6206openns. Jlereneny rinepreHsiio giarHoctyiors y 7—31 % narientis i3 CC/I. TIpu
CC/l moxe possuBartucs JII' pisaux rpyt: jerenesa aprepiagbHa rineprensis (JIAT), acoriiioBana i3 cuctem-
HUMU 3aXBOPIOBAaHHSIMU CHIOJyYHOI TKanunu, JIAT 3 o3Hakamu ypakeHHs BeH/Kamijgpis, JII, acomiiioBana i3
3aXBOPIOBAHHSIMU JIIBUX BininiB cepus, JIT, acomiiioBana i3 3aXBOPIOBaHHSIM JIereHb, i XpoHiuHa TpoMOoeMObo-
aiuna JII. JlereneBa aprepiasnbHa rineprensis po3suBaeTbes B 12,9—19,7 % marnienris. He3paskaroun ua taprer-
HY Tepartifo, BOHA 3aJUIIAETHCSI OCHOBHOIO TprunHOI0 cMepTHOCTI namienTiB i3 CC/I. [liarnoctuka JIT' moxke
OyTH yTpyAHeHa uyepes rereporeHHicTh KiaiHiuHUX BusiBiB CCJI i Hecnerudiuny kainiuny kapruny JIT Ha
PaHHIX CTaisX, M0 TPU3BOIUTS JI0 M3HBOI [iarHOCTUKU. JIJIsT CBOEYACHOT AIaTHOCTUKHU PO3POOJIEH] aITOPUTMU
ckpuninry JIAT, sokpema asropurmu DETECT i ASIG, mio zaioTh 3MOTY BifiOpaTyl AI[i€HTIB /I KaTeTepu-
3allii MpaBUX BB CePIIA.

Bucnogxku. Jlerenena rineprensis € TsSKKUM BusiBoM,/yekaagnenuam CC/I, 1110 acotiioeTbest 3 HeCITpUsTIN -
BUM TIPOTHO30M 1 TioripteHHIM gKocTi xkuTTs narienTis. [Ipu CC/I JIT € rereporernum cranom (JIT' pisanx
rpyir). Panna giarnocruka ta jgikysanng JIT nominmyiors nporuos xsopux. [anientam is CC/I pexomenioBa-
HUI CKPUHIHT Ha HasgBHICTh JIAT, ocKibKM paHHE ii BUSBICHHS JACTh 3MOTY 3MEHIIUTUA TeMOIMHAMIYHI 1TOPY-
IIICHHS Ta TOJIIIINTH BU;KUBAHICTD.

KniouoBi cnosa

JlereHeBa rinepTeH3is, nereHeBa apTepianbHa rinepTeHsis, CMCTEMHA CKNepoaepMis.

CI/ICTGMHa ckieponepmisa (CCJl) e pimkicamm
XPOHIUHUM MYJBTUCUCTEMHUM aBTOIMYHHUM
3aXBOPIOBAHHSAM CITOJTYyYHOI TKAHWHU, TIT0 TTPOTPECYE
[20, 28, 61, 67], 1110 acOIIOETHCS 31 BHAUHOIO 3aXBO-
proBanicTio Ta cMmeptHicTio [20], i Mae HawBUITUI
piBeHb JIETAIBHOCTI cepejl CUCTEMHUX 3aXBOPIOBAHD
criosryunioi Tkannan (C3CT) [28]. Xoua mormmupe-
HicTh CC/I BiTHOCHO HU3bKA, aJie TATap 3aXBOPIOBAH-
HsI 3HAUHUH. 3a JaHUMU MeTaaHaisy 50 myostikariii,

npoBezierioro A. Bergamasco ta criBasr. [8], mopiuna
3axBopioBanictb Ha CCJ/l cranoBuna 0,6—2,31 1,4—
5,6 Ha 100 tuc. Hacenenus: B €porni ta IliBHiuHii
Awmepurii Binmosizno. Jlereresa rimeprensisa (JII) e
OITHMM i3 TSKKUX BUsABiB/ycknaarerns CCl (CC/I-JIT)
i TIOB’sI3aHa 31 3HAUHOIO 3aXBOPIOBAHICTIO Ta ITi/[BU-
menoio cMmeprHicTio [30]. ABTopu 3a3HavyaoTh, 10
CC/I € onHi€m0 3 HANTOMTUPEHITIX TPUYNH JieTeHe-
Boi aprepiasbhoi rimeprensii (JIAL) [13], mo €
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TsokkuM BusiBoM CC/l [69] i mpoBiaioio MpUamHoIo
3aXBOPIOBAHOCTI Ta CMEPTHOCTI matieHTis [6, 49, 52,
71]. V 6inbimocTi XBOpHUX CIIOCTEPIraioTh BUpas3Hi
CUMIITOMHU Ta MOPYIIEHHS TeMOIMHAMIKY HA MOMEHT
BCTAHOBJIEHHS J[iarHO3Y, BUKUBAHICTD TTiCJIA PO3BUT-
ky JIAD moripmyerncst, TOMy paHHS /iarHOCTHKA
IIJISIXOM CHCTEMATUYIHOTO CKPUHIHTY Oe3CHMIITOM-
Hux naimienTis i3 CC/l cipustiiMe paHHbOMY BUSIB-
qenmio JIAT. Jlani JiTepaTypu cBimgath mpo Te, M0
paHHs AiarHOCTUKA Ta JikyBaHHd JIAL y martienTiB
i3 CC/l moinmtye kminiuni pesyasratu [17, 68, 69].

Mera poGoTH — ITPOBECTH aHAJI3 CYYaCHUX JiiTe-
paTypHUX JaHUX MIO/I0 eIieMioJIorii, MeXaHi3MiB
PO3BUTKY, PU3WUKY, KIIHIYHUX BUABIB, AIarHOCTUKH,
JIIKYBaHH4 Ta ITPOTHO3Y MAIliEHTIB i3 CUCTEMHOIO CKJIe-
POZIEpPMI€ET0 Ta JIETEHEBOIO TIMIEPTEHSIET0 PI3HUX TPYIL.

Marepianu Ta meTogu

ITpoBeneno anHamis omyOIiKOBaHMX cTaTell 3a
ocraunix 15 pokis (2010—2025) y 6azax manux
Scopus, MEDLINE, PubMed. /Isig momyKy BUKO-
PUCTOBYBAJIN TaKi KJIOYOBI CJIOBA, IK <«CUCTEMHA
CKJIEPOJIEPMisT», «JIeTeHeBA TillepTEH3isT», «TereHeBa
apTepiasbHa rinepTeHsisy». B anamis 3amyueHo paH-
JIOMi30BaHi KOHTPOJILOBAHI Ta KJIHIUHI OCTIIXKEH-
HS, OTJISAAU JiTepaTyph, CUCTEMATUYHI OTJISIU,
MeTaaHadi3u W ONMUCU KJIIHIYHUX BHUIaAKiB. s
OCTATOYHOTO aHami3y Bizibpano 71 crarTio, omy6Jri-
KOBaHY aHTJIiICbKOIO MOBOIO.

Pe3yn bTdTU Ta 06r080peHHﬂ

Enipemionoris Ta rpynu nereHesoi rineprexsii

npu CUCTEMHIN CKNepoaepMii

JlereHeBa TimepTeH3id € 4aCTUM 1 TSLKKUM BHU-
aoM/yckaaanenasam CC/L [20, 43], mos’si3anmm 3i
3HAYHOIO 3aXBOPIOBAHICTIO Ta TMiABUIIEHOIO CMEPT-

mictio [30]. Sk 3asHaunaun M. Boutel ta cmiBasbr.,
npexanisipaa JII' € tsaoxxkum Bussom CC/l Ta
O/IHIEI0 3 OCHOBHMX IIPUYMH 3aXBOPIOBAHOCTI il
CMEPTHOCTI, KOPEJIOE i3 HeCTIPUATINBUM TIPOTHO-
30M 1 HU3BKOIO SIKiCTIO JKUTTS TAIlienTiB [9].

IIpu CC/I JIT € rereporenHuM ctanoM. Kisbka
rpyn JIT moxxyTh OyTr aconiiiosani i3 CCJI [30, 43]
uyepe3 kiiHiuHi penorurm CCJI, 6aratodaxkropHi
MPUYNHU Ta pi3Hi MexaHismMu po3Butky JII' [3, 43,
70], 1110 0COGJIMBO YCKIAMHIOE IIATHOCTHKY Ta JIKY-
Barus [70]. IIpu CC/l mosxe posuBarucs JII' pis-
Hux rpy1 (rpynu JII' BkazaHo BiATIOBIIHO 10 KTiHIY-
noi kmacudikarii JIT' [33]):

- Ipyna 1. JIAT:
« 1.4.1. JIAIL, acomifioBana i3 C3CT (C3CT-
JIAT) [1, 17, 20, 30, 42];
« 1.5.JIAT i3 o3HaKkaMu ypasKeHHsI BeH,/KalliJIsipiB
[3, 20, 30, 43].
- Ipyna 2. JII, acomiifoBana i3 3aXBOPIOBAHHSIME

gisux Birimis ceprst (JIT-JIBC) [ 3, 20, 30, 43, 53].
- Ipyna 3. JII, acomiiioBaHa i3 3aXBOPIOBAHHSIM

Jeredb Ta/abo rimokcieo: 3.2 PecTpukTHBHI

3axBoproBaHHs JiereHb |2, 20, 30, 43, 53].

- Ipyna 4. JIT, acoriitoBana 3 06CTPYKIIIEIO JiereHe-

BOI aprepii:

« 4.1. Xpomniuna Tpomboemboiuma JIT [3].

Yceranonieno, mo CC/l € npuunnoio 75 % Bumaji-
kiB JII, acomitioBanoi i3 C3CT [11]. 3a mammmm
aiteparypu, JIT giarnoctytors y 7—31 % narientis i3
CC/I (rabum. 1) [4, 17,19, 46, 51, 53], ane 3a nanumu
nocrimkents A.M. Hoffmann-Vold ra crisasr. [31],
JIT' Buasneno B 40,4 % sunaxakis, 3 nux JIAL —
y 19,3 %, JIT iput iHTepCTUIIATBHUX 3aXBOPIOBAHHIX
aerenp (I13J1) — y 12,4 %, nocrkamizspuy JII —
y 8,7 %. D. Launay Ta criBaBT. [43] 3a3Hay4aioTh, 1110
JIT-JIBC posBuBaethes y martieHTiB i3 CC/l, 30kpema

Tabnuus 1. MowupeHicTb NereHeBoi rinepreHsii npu cuctemHin cknepopepmii

ABTtopu, Kpaina, KinbkicTb Redininii JIr: Jr,  NAr, Jar-jaec, J."’ acouinosaa
. s . ... JlATcep., o o o i3 3axBoploBaH-
pik ny6nikauii TAN JOCNIAXKEeHHA nauieHTiB o o o o
MM pT. CT. HAMM nereHb, %
J. Avouac, et al. Dpantis, Itasis. 1165 >25 7 36 1,5 1,9 (JIT-13J1)
2010 [4] BararonenTpose
JOCJTTJUKEHHS
J.G. Coghlan, et al. Kpoc-cekiiiine mizknapoane 466 >25 31 19 6 6
2014 [17] nocrimkerass DETECT
(62 nenrpu IliBHivHOI
Awmepukn, €ponu ta Asii)
K. Morrisroe, et al. Ascrpais.Ilosnosxne 1636 — 142 11,9 78 2,2 (JIT-13J1)
2017 [51] KOTOPTHE JIOCJTI/PKCHHS
K. Niklas, et al. [Tonpma. O6ceppaniiine 83 >25 116 29 15 4,3
2018 [53] JIOCJTJIPKEHHST
J.G. Coghlan, et al. Bararouenrpose koroprie 96 >25 253 7 7 11,3
2018 [19] JOCJIPKEHHS
C.A. Mecoli, et al. CIITA. TIpocnexTuBHe 300 > 20 5 - - 5 (JIT-13J1)
2020 [46] KOTOPTHE JTOCJTi/IPKEHHST

Mpumitka. JIATcep. — cepefHiit nereHeBuit apTepianbHuit TUCK.
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VHACJIIIOK YPasKeHHsI MioKap/la 3 PO3BUTKOM HOTO
(hi6Gpo3y, 1110 MPU3BOAUTD 10 AIACTOIYHOT YU CUCTO-
JigHoi AucdyYHKIT JIiBOTO MIJTyHOUYKA.

VY GaratorentpoBomy mocuimxkenni JIT, acoriiio-
BaHy 3 BEHOOKJIIO3MBHOIO XBOPOOOIO JIEreHb, Jia-
ruoctyBann B 0,2 % martientis i3 CCJ[. Oxpim ToTO,
BUSABJICHO TIAIIEHTIB i3 BUCOKUM PU3UKOM, SKi
HOTpeOyBaIM PETEILHOTO CIIOCTEPEKEHHST Ta BU3HA-
yeHO YUHHUKU pu3uky JII, Taki gk moxunauii BikK,
GiJbllla TPUBAMICTh 3aXBOPIOBAHHS Ta OOMEKeHa
CC/A [4].

3a JaHUMU TIPOCIIEKTUBHOTO MIE€PEXPECHOTO JI0C-
gimkenns, y 29 % narientis i3 CC/l criocrepiranu
Maridpectry JII, miaTBepaskeHy KaTeTepu3alliio
npasux Bigmiais cepig (KIIC) (5,3 % wmamu
JIT-JIBC, 3,9 % — JIT, acoriitoBaHy i3 3aXBOpIOBaH-
HstMu Jieredb, 19,7 % — CC/I-JIAT). IlamienTu B
rpyi JIT Gysu 3rauno crapmr (p < 0,001), 3 mizHi-
mre BcranossieHuM giarHozom CCJL i maiu BUIIM
6as1 3a MOAM(DIKOBAHOIO HIKAJIOIO OL[IHKY MIKIpH 3a
Popnanom. Takosk mamientu 3 JII' manum Bummi
dbyukuionanbunii krac (OK) JIT 3a kinacudikaitieio
BcecBiTapoi opranizartii oxoponu 30pos’st (BOO3),
3HAYHO TIpIIN Pe3yJsbTaTu TecTy 3 6-XBUIMHHOIO
xonb6oto (T6XX), BUILY OIIHKY 3aIWIIKU 3a
G. Borg Ta piBerb N-KiHIIEBOTO ITPOTIENITULY HATPIili-
ypetuunoro ropmona B-tumy (NT-proBNP), mix
namientu 6e3 JIT. Y nauientis i3 JIT 3apeectpyBasiu
3HAYHO OibITy TUTOILY TpaBoro mepeacepast (I111),
npasoro myrodka (11111) i ToBmuny BibHOI CTIH-
ku [T Ta MEeHIITy CUCTOJIYHY €KCKYPCIIO TPUKYC-
miganbHOTO Kinbiisd (TAPSE) nmopiBHsSIHO 3 TalieH-
tamu 6e3 JIT [52].

JlereHeBa apTepianbHa rinepTeHsis

dx zasmaveno sumrie, JIAT € vactum 1 TOKKUM
BusiBoMm/yckamannenuam CCJL [17, 44, 61, 69] Ta
MPOBIHOIO TpUUUHOI cMepTi martienTiB i3 CC/]
[17, 39, 47, 61]. 3a manumu mocaimxens, CC/ €
ocHOBHOIO TpuunHOoio po3Butky C3CT-JIAT B
€spori ta CIIIA [4, 17]. D.U. Cansu Ta crisasr. [11]
3azHaunsy, mo C3CT-JIAT y s3axiganx kpaiHax €
JpyToIo 3a mommupenictio popmorio JIAT mics imio-
rmatnyHoi JIATL

3TiaHo 3 pe3yabraTaMy PaHIOMi30BAaHOTO KOHT-
poaboBanoro pocaimkerss (PK/]) na vactky maiti-
entiB i3 CC/I-JIAT npunaznano 63 % y nomysisiiii
C3CT-JIAT [18]. Ocrannio yacTitie iarHOCTYIOTh
y JKiHOK (CITiBBiTHOIIIEHHS JKiHKH/90T0BIKH — 4 : 1),
BiK HA MOMEHT BCTAHOBJIEHHS /I1aTHO3Y YacTile
cTaHoBUTH > 60 poxis [17, 42]. 3a garumu nocis-
sKeHb, nomupenicts JIAT cranoBuma 2,9—19,7 %
(tabm. 2) [5, 31, 52, 56], saxBopioBanicts — 0,68—
6,11 na 100 nmamienro-pokis (tabu. 3) [19, 40, 57,
62]. 3a maHuUM® MOCTiKEHHS, TTPOBEIEHOTO B
Ascrpamnii, y marmienTis i3 13JI JIAT piarnoctyBanm

B 20,6 % Bunaakis, B oci6 6e3 13J1 — y 10,6 %
(p <0,001) [50].

3a marmumu PK/I, y Tpyni mepBuUHHOTO aHai3y
(n=1500) 187 namientin i3 C3CT masu JIATL, 3 Hux
y 118 BusaBnena CC/I-JIAT [18]. 3rigno 3 pe3yJib-
tartamu gocyipkerns J.G. Coghlan ta cmiBasr. [17]
y 64 % sunazkis JIAT Gyna nerstxkoro (1/11 DK 3a
BOOJ3), namientu Maau TOMIPHO MiABUIECHUN
JIATcep., nerenesuii cyquunuii omip (JICO) i 36e-
peXeHul cepeiHii cepiieBui injekc. OHak mopiB-
HsaAHO 3 marientamu 6e3 JII' xsopi na JIAT Oyiu
cTapiiii, mepeBaskHO 40J10BiKU, Masu Bunmii K 3a
BOO3, y Hux wactiiie crocrepiragn oOMeKeHy
CC/l, mo3uTHUBHI aHTUIIEHTPOMEPHI AHTUTIJIA
(ACA), TeneanrioexTasii B anamuesi, ripmmmit DLCO,
BUIIUI piBeHb ypaTiB y CUPOBATIII KPOBi Ta
NT-proBNP, aunarartito I, BiXujaeHHsS eJeKT-
PUYHOI OCi CepIld TPaBOPYyY HA eJIEKTPOKapAioTpami
(EKT), 6imbury mronty TIIT i TIIIT Ta BuIy mBmi-
KiCTh TPUKYCITIJATbHOI PeTypriTariii.

MaroreHes

Y matorenesi JIAI Bimirpae poJsib 3MeHIIEHHS
CYIMHHOTO pycJa JieTeHeBOl apTepii. 3a CBOEIO
cyrrio JIT ipu CCJ] € ob6u1iTepyBaibHOIO BACKYJIO-
TaTi€I0 TIJIOK JIETEHEBOI apTepii MaJIOTo Ta CepPeIHbO-
ro kami6py [13]. Jlerenesa aprepiajbHa rimepreHsis
XapaKTepPU3yEThCS KITUHHOIO Mpoidepalieio ta
PEMOJIETIIOBAHHSAM T1JIOK JIeTeHEeBOI apTepii Majioro
miamerpa |34, 70]. Possurok ¢ibposy npu CC/I €
pe3yJIbTaTOM B3a€EMOJIii IMYHHUX MeJiaTopiB Ta
YUHHUKIB POCTY 3 PEAKTUBHUMU TKAHUHHUMU
(hibpobiacramu, M0 TPU3BOAUTH 10 301IbINICHHS
BIJIKJIQJICHHS TI03aKJIiTHHHOTO MaTpukcey [28]. ba-
raTo IHIIMX MICIEBUX 1 CHUCTEMHHUX MeXaHi3MiB
GepyTh yyacTh y 3MiHi remogutamiku [13], o mpu-
3BoauTh g0 migsuinennsg JICO [13, 70], a oTxke,
micaanaBantaxenns Ha [ [13] ta po3BuTky itoro
uegocraTaocti [70]. Okpim Toro, aucbananc Baso-
AKTUBHUX MEMIaTOpiB, SKi BIJIMBAIOTH HA PYCJIO
JIeTeHeBOi apTepii, € KOMITOHeHTaMH TTaTohizioorii
CC/I-JIAT. dx BimomMo, OJHUM 13 acCIIeKTIiB IaTore-
ne3y CC/l € MOMmKoKeHHs eHI0TeNiI0 i3 PO3BUT-
KOM €eHJOTeiaNbHOol AMCGYHKILI, M0 pa3oM i3
nedeKTaMu eHI0TeTaTbHUX KJIi THH-TIOTTePETHIKIB
MPU3BOANUTH 10 Ae(heKTHOTO aHTIOTeHe3y Ta BacKYy-
Jorenesy. Tpancdopmariist enoreniaTbHUX KITITHH
Yy Me3eHXIMAJbHI € IIe OHUM YUHHUKOM ITaTOTeHe-
3y, 1110 CIIpUYnHsE po3BUTOK (hibposy npu CC/I [54].
YHacaigoxk engotenianbHOi AUCHYHKINI MOPYITY-
€ThCSI CUHTE3 Ba30aKTUBHUX Me/1iaTOPIB, MiIBUIILY -
€THCS TIPOAYKITiS Ba30KOHCTPUKTOPIB 1 MeIIaTOPiB
npoJtidepartii, MO BIJIMBAIOTh Ha TOHYC CYAWH i
MIPU3BOSATD 710 peMoesoBanHsa cyanH [70]. Yera-
HOBJIEHO, 110 B Po3BUTKY JIAT BimirpaioTs posb
3Mmina piBuga enporesiny-1 (ET-1), okcumy asory,
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Tabnuusa 2. NowupeHicTb nereHeBoi apTepianbHOi rinepTeHsii npu cuctemHiit cknepopepmii

ABTOpM, piK Kpaina, KinbKictb Xinkn, CepepHin BiK, ﬁf\% ::m:ﬂl::: e/ NowwupeHicTb
ny6nikauii TAN JOCNIAXKEHHA nayieHTiB % pOKM T3NIA, MM pT. CT. NAT, %
J.G. Coghlan, Kpoc-cexriiiite, 466 74,4 61,1 £98 >25/<15 19
etal, 2014 [17]  wmixHapoIHe (rpyma 3 JIAT) (rpyma s JIAT)
nocaipkenass DETECT
C.Nagel, et al,  Himeuunna, Itanisa. 76 84,0 58 £ 14 >25/— 19,7
2015 [52] [TpocriekTrBHE
repexpecHe JT0CIiIKEHHST
Y. Allanore, et al., @pamnnis, ITamig, 523 61,8 54 +13 >25/<15 3,8
2016 [1] Yropuuna, Himeuunna.
baratonentpose
MPOCHEKTUBHE KOTOPTHE
JTOCJTIJZKEHHST
K. Morrisroe, ABcTpautis. 1579 84,9 62,3+ 10,5 >25/<15 8,4
etal, 2016 [49] Bararouenrtpose (marienTu (marienT
KOTOPTHE JTOCJIi JIPKEHHS i3 CC/I-JIAT) i3 CC/I-JIAT)
D, Dumitrescu,  Himeuunta, ABcTpis. 173 86,0 67+9 >25/<15 27,8
etal, 2017 [25] BararouenTtpose (narienTn
JTOCJI JIDKEHHST i3 CC/I-JIAT)
K. Morrisroe, Agctpadnis. [loznosskne 1636 86,1 572 +128 — 11,9
etal, 2017 [51] KOroprHe AOCJIiZKEHHSI
BE. Joven, et al., Icnanis. O6cepsariiite 321 89,0 49 £ 16 >25/<15 11,8
2018 [37] JTOCJTTi JIDKEHHST
K. Niklas, et al.,  ITonpma. O6cepBamniitne 69 88,4 56,6 + 13,1 >25/<15 29
2018 [53] JIOCJTiIKEHHST
AM. Hoffmann- Hopseris. 161 78,8 61+11,8 >25/<15 19,3
Vold, et al., ITpocnekTuBHE KOrOPTHE
2018 [31] JIOCJIJIKEHHST
JG. Coghlan, Bararonentpose 96 84,4 56,2 +12,0 >25/<15 7
etal, 2018 [19]  mocaimkenHs
T. Semalulu, et al., Kanama. Baratonentpose 925 87,5 58,6 £ 11,7 >25/<15 4
2020 [62] JTOCTIJIPKEHHST BUTIAZIOK—
KOHTPOJIb
M. Rubio-Rivas, Meraanasmis 9804 — >25/<15 6,4
etal, 2021 [59] 24 pocrimkennb
Mpumitka. T3JTA — TUCK 3aKNMHIOBAHHSA B NIlereHeBiil apTepii.
Tabnuus 3. 3aXBOPIOBAHICTb Ha JlereHeBy apTepianbHy rinepTeH3ilo Npu cMCTeMHiN cknepopepmii
AsTopHu, Kpaina, K‘"'TKICT" Xinkun, CepepHii BiK, 3axBoploBaHicTb
N e . nauyieuris, n; |
pik ny6nikauii Tun gocnigxKeHHa SKHKML % o poKu Ha JIAT
G. Kovacs, Ascrpist. TIpocniekTrBHe 58 89,7 46,7 + 11,3 0,75 Ha 100 smoanHO-POKIB
etal, 2017 [40] xoroprtHe HOCHiKEHHS
J.G. Coghlan,  Anruis, Itamis, 96 84,4 56,2+ 12,0 6,11 ma 100 soaHO-POKIB
etal, 2018 [19] Himeuuuna, [[Iseiinapis. (95 % NI 3,67—9,5)
bararonentpose
JTOCJTIJKEHHST
T. Semalulu,  Kanaza. 925 87,5 58,6 + 11,7 0,68 ma 100 moauHO-POKiB
et al.,, 2020 [62] DBararoreHTpoBe gocij-
SKEHHsI BUTIAJIOK—KOHTPOJIb
M. Pestafnia— Icnanis. 1817 89,0 46,5 + 16,1 (marientu 7,7 Ha 1000 JrroanHO-POKIB
Fernandez, PerpocnextuBhe 3 mikyBanusm JIAT);  (mamienrtu 3 mikyBanmsm JIAT);
etal, 2021 [55] KOropTHE IOCiIKEHHS 49,9 + 15,6 (narientn 7,8 Ha 1000 Ji01HO-POKIB
6es nmikyBanus JIAT)  (marientu 6e3 sikysansst JIAT)
M. Rubio— Mertaanainis 9804 — 18,2 na 1000 moarHO-pOKiB
Rivas, et al., 24 nocmimkenb
2021 [59]

90 ISSN 2220-5071 (Print), ISSN 2522-1094 (Online) ® TyGepkynbo3, nereHesi xsopo6u, BIN-indekuin ® N2 3 (62) ® 2025



REVIEWS / OITIAIA

MPOCTAIMKJIIHY Ta Tepe/ilada CUTHAJIB, OTOCEepPel-
KOBaHa aHTHUIPOJi(EePaTUBHUM PEIENITOPOM KiCT-
KoBOTO MoporeHeriunoro 6ika Ty IT (BMPR-IT)
[14, 34, 70]. Ennotenin-1 € eHIOTeHHUM TETITUIOM,
1110 BUPOOJISETHCS CHA0TEIaIbHIMI K THHAME Ta
€ OTHUM 13 HAUTIOTYKHIMNX Ba30KOHCTPUKTOPIB 1
MiTOTEHOM TJIaZIeHbKOM s130BUX KJiThH [70]. Oxcu
a30Ty — CHJIbHUI Ba30IMJIaTaTOP, a TAKOXK HTIOITOP
akTuBaIii rpoM6onnTiB i Tposidepartii raageHbKO-
M’g430BUX KIiTUH cyand [14]. Ilpocranukiin ciipu-
YWHSE Ba30/IUJIaTaIlil0, TPUTHIYEHHS arperartii TpoM-
GOIUTIB 1 3BBOPOTHE peMoieioBaHHs cyauH [7]. st
CC/I xapakTepHuii mpoTpoMOOTHYHUI cTaH [54].

Sk sasnaunmu D.U. Cansu Ta criiBasr. [11], xoua,
gk i mpu imiomarmuniit JIATL, matorenes JII, acorriiio-
Banoi i3 C3CT, nos’si3aHuii 31 36iIbIIEHHSIM PiBHST
Ba30KOHCTPUKTOPIB, 30KpeMa eHA0TeTiHY- 1, i 3MeH-
MIEHHSM BMICTY Ba30[MJIaTaTOPiB, TAKUX SK IIPO-
CTAIMKJIH 1 OKCUJ] a30TY, 3allaJIcHHS Ta aBTOIMYHHI
MEXaHI3MU TaKOX BIiIrpaloTh BaKJIUBY POJb Y
pPO3BUTKY Ta mporpecyBanHi JII, 110 € npuunHoio
3aJIy4eHHs1 OLJIbIIe HisK OJJHOTO MEXaHi3My B PO3BU-
tok JII, mos’s13anoi i3 C3CT. Xoua akTuBaIlis iMyH-
HOI CUCTEMH [AaBHO BU3HAHa, MEXaHI3MU, BiIIOBI-
JlaJIbHI 32 iHIITialIliio aBTOIMYHITETY, i POJib IMyHHUX
edexropaux maxis y naroreresi CC/l He moBHic-
TIo 3po3ymii [28].

KniniuHi BUABKM nereHeBoi rinepreHsii

CucteMHa CKJICPOAEPMisi XapaKTePU3YETHCS
3HAYHOIO KJITHIYHOIO TeTepOreHHiCTIO, BapiabeIbHIM
nepebiroM 3aXBOPIOBAHHST, PI3HUM CTYTIEHEM 1 TSIK-
KICTIO ypasKeHHS IIKIPU Ta BHYTPIIIHIX OpPTaHiB.
[Tpu 1mboMy 6GararohakTOPHOMY 3aXBOPIOBaHHI
B3Aa€EMO/Iisl KIJIBKOX IaTOTEHEeTUYHUX MeXaHi3MiB,
MOB’SI3aHUX 13 3alajJieHHAM, BACKyJIOTAaTI€0 Ta
($hibpo30M, MTPU3BOANUTE 0 MOIMIKOMKEHHST PI3HUX
opramis i cucrem [28].

Ho pannix cumnromis JIT' BiHOCATD: 3aAUNIKY
npu (disnaromMy HaBaHTakeHHI (3rigHO 3 DK 3a
BOO3), BrommoBaHicTh i MBUIKEe BUCHAKEHH,
OGeH/I0ITHOE, CepIeOUTTS, KPOBOXapKaHHSI, 3yTTsI
JKUBOTA Ta HYZIOTY, CIIPUYUHEH] (Pi3MyHNM HaBaHTa-
SKEHHM, 301/IbIIEHHS MACH TiJIa BHAC/ILIOK 3aTPUM-
KU piguHu, cuHkorne (1izg yac abo mic/s (isuaHoro
HaBaHTaskeHHs ). [lisaiMu cumnromamu JIT €: Gisb
y TPYAHIT KJITI M1 yac i3suaHoro HaBaHTasKeHHs
(nmuHaMivHe 371aBJIEHHSA JTiBOI KOPOHAPHOI apTepii),
muchoHis (3/1aBJIEHHS JIiBOTO ITOBOPOTHOTO TOPTAaH-
HOTO HEePBa, KapAI0OBOKAJIbHUN CUHIPOM ab0 CUHI-
pom OpTHepa), 3aANIIKa, XPUTTH, Kalllesb, iH(peKIIii
HIDKHIX IUXATbHUX NIIAXiB, aTeJIeKTa3 JeTeHb
(smaBienns 6ponxis). o disukaabaux o3Hak JIT
BITHOCATH: 1TiaH03 (TIepudepUyHmii, 1TeHTPATbHUI
4y 3Milanuil ), akieHT 11 ToHy Haji jereHeBolo apre-
pieto, mpaBonrynoukoBuii 11l ToH, cucromiunmit

IIyM TPUKYCHiJIaIbHOI perypriTaiiii, AiacToJIYHNI
ITYM BiIHOCHOI HEIOCTATHOCTI KJaraHa JiereHeBO1
aprepii [33].

YMHHMKM PpU3KKY NlereHeBoi rinepreHsii

Ta NPeAUKTOPM NereHeBoi apTepiasbHOi rinepreHsii

3 orsamy Ha HecpuATauBuii mporunos nmpu CC/I-
JIAT panmHs miarHOCTHKA Ta BiAITIOBIJHA Teparlis €
KJIIOYOBUMW YNHHUKAMH JIJIST TTOJTITIIIIECHHS BUSKABA-
HOCTI matfieHTiB. BusaBnerns ynnankis pusuxy JIT
MOJKe JIOTTOMOTTH KJIIHIIUCTAM HAJCKHUM YIHOM
KkracudikyBaTH TAIIEHTIB 1 TPOBOAUTHU CIIOCTEpe-
JKeHHs 3a rpynamMu pusuky. Kinbka KaiHiYHUX
XapaKTEePUCTUK 1 CEPOJIOTIYHUX MapKepiB OyJiu
3aIPOIIOHOBAHI SIK YUHHUKYU PU3UKY, aCOIiHOBaHi 3
possutrkom CCJI-JIAT [61]: xainivyni Ta gemorpa-
hiuni ynHHUKY (32IUTITKA, TPUBATICTh 3aXBOPIOBAH-
HS, CyXUll CUHIPOM, HAsIBHICTb IUTITATHPHUX BUpPa-
30K, JITHINI BiK 1 YoJioBiYa cTaTh), Pe3yJbTaTh
JIOMaTKOBUX METOMIB 0OCTeKeHHsT (HaIlpUKJIAL,
no3uTuBHU Tpodisb ACA, nmspka audysiiina
3/IaTHICTD JIETEHb TIEPEHOCUTU MOHOOKCHU/T BYTJIEIIO
(diffusion capacity of carbon monoxide (DLCO),
BUCOKa BeJMYWHA CIiBBIHOMIEHHS (HOpcoBaHOI
sxutreBoi emuocti Jerenb (DIKEI)/DLCO abo
nigsumenui piseab NT-proBNP) [1, 4, 26, 49, 62].

3a pe3yJbTaTaMu JIOCJi/KEHHS, Y0JI0BiYa CTaTh
Oyna npeaukropoM posutky JII' (BigHOMmIEHHS
manci (BII) — 2,66, 95 % nosipuunii inTepsaji
(/1) 1,32—5,36; p = 0,006) Ta cepreBoi HemocTat-
nocti (B — 2,22; 95 % /11: 1,06—4,63; p = 0,035)
[26]. 3a manumu GaraTo(haKTOPHOTO PErpeciiHOro
anasizy ACA (BII — 1,6; 95 % /1: 1,1—2,5), cTpuk-
typu crpasoxoxy (BII — 2,0; 95 % /1. 1,2—33),
kampuuaos (BT — 1,9; 95 % [1: 1,2—2,9), cyxuii
curapom (BIIT — 1,6; 95 % JI: 1,1—2,5), momipre
I3J1 (BII — 2,3; 95 % /1. 1,5—3,7) i guritajabHi
supasku (BII — 1,6; 95 % /II: 1,0—2,4) Oyu mipo-
raoctrnunumu o3nakamu JIATL Ilpu amasmisi 3a miz-
turtiom CCJ/l nagsuicth kanbuunosdy (BHII — 2,2;
95 % I1:1,4—3,7), cyxuii curapom (BI — 2,6; 95 %
JII: 1,5—4,6), momipue 13J1 (BT — 2,3; 95 % /I
1,4—3,8) i puritanbui Bupasku (BP — 1,9; 95 %
J1: 1,2—3,7) 6y nporaocTudnnMu o3aakamu JIAT
npu obmexeniii CCJl, a CTPUKTYPU CTPABOXOLY
(BIII — 4,4; 95 % /1. 1,9—10,5), nomipue 13JI
(BIOI — 2,8; 95 % JI: 1,2—6,8) i ACA (BIII — 5,2;
95 % J1: 1,8—14,8) — mipu qucpysuiit CC/I. Sk Buz-
HO 3 OTPUMaHUX JIAaHUX, KJIIHIKO-CEPOJIOTIYHI YMH-
Huku pusuky JIAD Bifpi3HAIOTBCS 3aJIE€KHO Bif
migruny CCJI, ae npu 060X migarumnax nomipue 13J1
acorrifoeTnes 3 JIATL g Mmozmenb BU3HAYaE miaArpymy
MAIEHTIB 31 3HAYHO BUIIUM PU3UKOM PO3BUTKY
JIAT, sxi MatoTh TPOXOAUTH CKPUHIHT [49].

[ani M. de Pinto ta criBasr. [22] pogeMoHCTPY-
BaJIN TPOTHOCTUYHY POJb criBBigHOMeHHS TAPSE/
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CJIAT (cucTomiaauii TUCK Y JleTeHeBil apTepii) 1JIst
CMEPTHOCTI Ta CEPIIEBO-CYAMHHUX MO/IIN Y TIAI[IEHTIB
i3 CC/I-JII. 3a yac criocTepeskenHs, o CTAHOBUB y
cepenmbomy 39,2 mic, 60,1 % mamienTis neperecan
MPUHANMHI OJIHY CEPIIEBO-CY/IUHHY MO0, a 62 %
nomepsin. OCHOBHUMY npuyrHaMu cMepTi Oy JIT
(39,4 %) ta innn cepreBo-cyaunni noxii (39,4 %).
ITamiernrn i3 JIT-13JI Masm HIKY1 HOKA3HUKHI BUKI-
Batnocti nopiBusino i3 CC/I-JIAT ((55,3 = 31,2) i
(25,0 £ 19,0) mic Bixmosizamo; p = 0,05). 3a gammvn
6araToakTOpPHOTO aHai3y, CHiBBiAHOIICHHS
TAPSE/CJIAT < 0,32 MmM/MM PT. CT., 90JIOBiYa
cTaTh i HagBHICTD TsxKKOro 13J1 Oy/n BUsHAUeHi SK
He3aJIe’KHI TIPEUKTOPU CMEPTHOCTI Ta CeprieBo-
CYIUHHUX TOMiN. 3a pe3yJabraTaMU OCJIiKEHHS
T. Semalulu ra cmiBaBrt. [62], HezameKHUMU TIPEI-
ukropamu JIAT 6ymm s3agumika, DLCO Ta piBeHb
NT-proBNP, 1o migTBepaskeHO pesyabraTaMu KO-
TOPTHOTO [IOCJII/KEHHS, 3TiHO 3 SKUM BHCOKA
kontentpailisgs NT pro-BNP y cupoatiii kpoBi Ta
uuspknit DLCO 6y He3aIeKHUMU TPEIUKTOPAMI
possutky JIAT [1]. [Hmi gocaigHukn 3a3Ha4aIOTh,
o NT-proBNP € kopuctum mapkepom JIAL, piBers
SIKOTO YaCTO BUKOPUCTOBYIOTD Y TIOEMHAHHI 3 1HIIIN-
MU JIOCJIDKEHHAMK /I BiAOOPY MAIl€HTIB s
KIIC [71]. OkpiMm BusABJICHHS MAIIEHTIB i3 MiIBU-
nennM pusukoM JIATL mpocTa Moziesrb IpOTrHO3yBaH-
ua (cumnromu, DLCO ta NT-proBNP) nae smory
BUABUTH TAIIEHTIB i3 y:Ke HU3bKOIO MMOBIPHICTIO
JIAT, ki TOTEHIIITHO MOXKYTh YHUKHYTH MOJAJIBIIO-
ro crermudiunoro Tecrysanus na JII' [62].

VY 6aratoleHTPOBOMY MEPeXPECHOMY TOCIIIKEH-
Hi TUTTY BUTIQZIOK—KOHTPOJIb YCTAHOBJICHO 32 JIaHU-
MM BiJIEOKAIJISIPOCKOITT HIiTTbOBOI CKJIAQJAKH, IO
XapakTepHi 3MiHU MepudeprInoi MiKPOIUPKY I
npu CCJl (pemykiiig xamiisgpiB i Mopdomoriuni
aHoMaJIii) € OinbIl ceplo3HUMU Ta BUPA3HUMU B
namienTis i3 CC/I-JIATL. Kainiuna Mozesb, 1[0 Mic-
TUTD 3MiHHI BiZICOKAITIIAPOCKOITii HITTHhOBOI CKJIA/I-
KU, MO)Ke cIiporHo3yBaTu po3Butok JIAT. [locmis-
HUKaMU TTPOJIEMOHCTPOBaHO, 110 namienTu i3 CC/I-
JIAT manu BuILy 4acTOTY Mi3HBOTO ITATEPHY, HecIe-
UGIYHUX aHOMAaJTiH, MEHTITY TiJIBHICTh KaITiJIsapiB,
Gimbimi aBackyssipai sk (yei p < 0,01). Takosk
BUSIBJIEHO Kopesistito Misk JIATcep. i aBackyisspau-
mu gingakamu (p < 0,01), miapHICTIO KamiasapiB
(p < 0,01) Ta mecmenudiuHUMU aHOMATIIMU
(p<0,01) [21]. I1i pe3yabTaTy miATBEP/KEH] TaHU-
MU MeTaaHas i3y JIBOX JOCJI/IKEHb, 3T1/IHO 3 AKUMU
CC/I-JIAT acomiifoBana 3 BTpaToio KalliJsIpiB, M0
MiJICUJIIOETHCS, I TPOTPECYBAHHAM [0 TSKKOTO
(aKTUBHOTO/TI3HBOTO) TATEPHY HITTHOBOI CKIATKI
3a JAaHUMHU BiJIeOKAITiISIPOCKOTI1 (BiIHOIIEHHS PU-
sukiB (BP) — 5,12;95 % /11: 1,23—21,27). Y 3 nepe-
XPECHUX JIOCTI/KEHHSAX MPOJAEMOHCTPOBAHO, IO
CCI-JIAT ob6epreno 1mos’st3ana 3i WiIbHICTIO Kalli-

JISAPIB 1 acolliloBasacsd 3 HAABHICTIO TSXKKOTO TIaTep-
HY HITTBOBOI CKJIAJIKHU 3a AAHUMU BiZICOKAIIiISIPO-
ckorrii [63]. 3a manuMu MeTaaHasi3y 7 TOCTiIKeHb,
namieaTn i3 CCJ-JIAT' mamm ripiri pesyabrati
KaIlJIIPOCKOITIT HITThOBOI CKJIAJKW IOPIBHAHO 3
nauientamu i3 CCJI 6e3 JIAT. IinbricTs Kamiasapis
Oyuia HesnauHo sumkena B rpyi CCJI-JIAT (cepen-
us 3Bakena pisumig (C3P) — —1,0; 95 % /1L
—2—0,0; I* — 86 %). lleit edekT miacuanBes micst
migTBepmkerHsa miaraody JIAD 3a mammmu KITC
(C3P — —1,2; 95 % L. —2,3—-0,1; I> — 85 %).
306i/bIIeH ST IMUPUHN KaIiJISIPHOL TIETJIi CrIocTepi-
rasm B mamienTiB i3 CC/I-JIAT mopiBuano 3 marti-
earamu i3 CCJI 6e3 JIAT (C3P — 10,9; 95 % /I
2,5—19,4; I» — 78 %). Oxpim Toro, mamieHTu is
CC/I-JIAT mamu B 7,3 pasy BUILY HMOBIpHICTD
maTepHy akTUBHOI abo Mi3HBOI CKJIepomepMmii
(95 % 11: 3,0—18,0; I — 4 %) [47].

Kinbka norenniiinux Giomapkepis JII' BuByasm
npu CC/l, 3 HUX fesIKi IOCTYITHI B KITIHIYHIN TPaKTH-
1i. OHKM i3 Takux GioMapKepiB € 301IbIIeHHS PiBHS
C-peaktusHOro Oijlka, 1m0 acoLifOBaHUI 3 IigBU-
IIEHNM pU3HKOM (hibposy, 1o mporpecye, JIT'i cmepr-
Hocti. IIpu CCJ/I NT-proBNP, BucoxouyTausmii
cepueBuii Tpomonin T i C-peakTHBHUI OITOK MaIr
He3aJIeXKHe IIPOrHOCTUYHE 3HAYEHHS 11[0/I0 CMEPTi Ta
JIT [36]. 3a manumu qOCTiIKeHHsT, BMiCT HAaTpPiitype-
tnynoro nentuay B-tumy (BNP) i NT-proBNP y
CHUPOBATIli KPOBI 4acTO Mi/IBUIIICHI B TAI[IEHTIB i3
CC/I i3 parnaboio JIAT. 3a rannmu cucTeMaTHIHOTO
OTJISATY Ta MeTaaHnasizy 9 1ocsimkenb yCTaHOBIIEHO,
o BusHaueHHs piBHA BNP i NT-proBNP y cupo-
BaTIll KPOBiI Ma€ MeBHY /IiaTHOCTUYHY IIHHICTD MTPU
JIAT y mamientis i3 CC/l 3aBagku xpaiiiil crieru-
(iurocti Ta momipHiit wyTUBOCTI. [IpoTe iXHs TiH-
HICTb ITPU KJITHITHOMY 3aCTOCYBaHHI HEOTITUMATbHA
Ta He MOKe OyTH CaMOCTIHHMM [[iarHOCTUYHUM
IHCTPYMEHTOM [IJid TPUNHATTA pittens moao CC/I-
JIAT [71]. 3rigmo 3 pesysibraTaMmu 6araToneHTpoBO-
ro TPOCIEKTUBHOTO KOTOPTHOTO JOCJIIKEHHS,
piBerb NT-proBNP 6yB He3amesKHUM TIPeIUKTOPOM
3-piunoi cmepTHOCTI B namieHTis i3 CC/l mpu mpo-
BelleHHi MyJbTuBapiantnoro ananmizy (p = 0,046).
[Toporose 3uayenHsi NT-proBNP 125 ur/n 6yJio
HAidHUM 1 He3aJeKHUM TPEAUKTOPOM 3-PidHOl
CMePTHOCTI 3 uyTauBicTio 78,1 % Ta HeraTMBHUM
nporuoctudanuM 3Hadenngam 97,6 % (p = 0,006). Ha
MiZICTaBI IINX PE3YJIbTATIB TOCTIAHUKI PEKOMEHLY -
I0Th TPOBOJUTUA PETYIAPHY OIIHKY PiBHSA
NT-proBNP y crabinpaux marientis i3 CC/I [1].

E.R. Volkmann ta criBaBT. BUSBUIN KOPEJIAIIIO
JIAT i3 HagBHICTIO aBTOAHTUTILJ, aCOILIMOBAHUX 13
CCJI (ACA it antuTina 10 pubOHYKIEOMPOTEIHY
Th/To (anti-Th/To) npu oomeskeniit CC/I i anTu-
timamu g0 ¢ibpunapuny (anti-U3 ribonucleo-
protein) npu audysuit CCJ/) [67]. 3a nannmn
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NOCTIIPKEHHS TUTTY BUTAJI0K—KOHTPOJIb, YCTAaHOB-
JIEHO BUCOKY yacToTy po3BUTKY JII Ta miaBumennii
PU3UK 1i PO3BUTKY B MAIliEHTIB 13 HasABHICTIO anti-
Th/To. Taki nanientu Mmanu Bumwmii pisenn JIT
(p<0,0001) i yacrimre ctpaxaaau Ha I3JI (p = 0,05)
HOPIBHSTHO 3 MarieHTamu 3 BiacyTHicTio anti-Th/To.
[Ticng KJIIHIYHOTO CIIOCTEPEKEHHS, SIKe TPUBAJIO B
cepenboMy 6,1 poky, y 38 % HarienTis i3 IO3UTUB-
numu anti-Th/To possunynacs JIT nopisusHo 3
15 % mamienrtiB i3 BigcyTHicTio anti-Th/To
(p < 0,0001). Yactora JIAI 3a BOOJ3 (rpyma 1)
craHoBuIa 23 % y mariienTis i3 HasiBHiCTIO anti-Th/
To nopisusno 39 % y rpymi koutposto (p < 0,0001).
[Ticisg xopuryBaHHS 32 BIKOM i CTATTIO HASIBHICTH
anti-Th/To acoriioBanacs 3 i ABUIEHUM PU3UKOM
possutky JII' (BP — 3,3; 95 % JII: 2,3—4,9) 4epe3
10 pokiB micyg TMepHIoTo BiABiAYBaHHS IEHTPY
CKJIepo/iepMii. ABTOPH 3a3HAYAIOTh, IO B TIAIIEHTIB
3 OOMEKEHUM YPaKeHHSIM MIKIPU CJIil BUKOHATH
obcrexenns Ha HagsaicTs anti-Th/To, i npu ixubo-
MY BUSIBJIEHHI IIPOBOJIUTH PETEJIbHUN MOHITOPUHT
JIT [64].

3a JTaHUMU IHIIOTO AOCTIKeHHS, y 15 % narieH-
TiB i3 CC/] posBunymnacs JII' 3a gac cioctepexeHH,
110 TPUBAJIO 5 POKIB. JloC/IiIHUKI BUBYAJIN 3B’ I30K
GioMapkepiB aHrioreHesy 3 pusukom po3BuTKy JIT
Ta illeMIYHUX ypaskeHb MaJbIliB. YCTaHOBJIEHO, 1110
piBHI TakMX GiOMapKepiB 3HAUYIIE OB sI3aHi 3 PO3-
ButkoM JIT: daxTopa pocry rematorutis (hepato-
cyte growth factor) (BP — 1,99; 95 % /I: 1,24—
3,17), posunnnoi fms-momidHOI THpPO3UHKiHAZK- 1
(soluble Flt-1) (BP — 3,04; 95 % /I 1,29—7,14),
mraneHTapHoro gakropa pocty (placental growth
factor) (BP — 2,74; 95 % /II: 1,32—5,69). ABropu
3a3HAvyalOTh, 110 MOJIEKYJIH, 3a/lisiHI B aHTiOTeHesl,
BiZI0OPaKyIOTh BACKYJISIPHI MOPYIIEHHS, TOMY TTi/I-
BUINEHHS PiBHS HUX OiOMapKepiB HpU IHEepIIoMY
KOHTaKTI MO’Ke BKa3yBaTH Ha TMAIli€HTIB, SIKi MAIOTh
pusuk po3Butky JII [46].

Crpatudikauis pu3mKy nauieHrie

i3 nereHeBoI0 apTepiafNbHOIO rinepTeHsieto

3TiaHo 3 peKoMeHaIissMu €BPOTNENChKOT0 TOBa-
puctBa kapaiosnoris (ETK) i €Bpomneiicbkoro pec-
nipatopraoro ToBapuctsa (€EPT) 2022 p. nns crpa-
tudikaiii pusuky naimieHTis i3 JIAT pexomennosa-
HO BUKOPHUCTOBYBATH TPbOXPiBHEBY MOJIEJIb OTIiHIO-
BaHHsI PU3UKY (HU3bKUH, TPOMIKHUIT 00 BUCOKWMIT
PU3UK CMEPTHOCTI BITPOIOBIK POKY ), B SIKiif TIAIli€H-
TH 13 TPYTIM BUCOKOTO PU3HUKY MatoTh > 20 % pusn-
Ky CMepTi BIIPOZIOBXK POKY) 3 ypaxyBaHHSM YCiX
HasSBHUX JJaHWUX, 30KpeMa TeMojuHamiku. [[is
crpaTudikarlii pusuKy Il yac MOAAJBIIOTO CIIO-
CTepe;KEeHHsI PEKOMEHI0BAaHO BUKOPUCTOBYBAaTHU
YOTUPHOXPIBHEBY MOENb (HU3bKUMA, TPOMIKHUI-
HU3bKUU, TPOMIKHUN-BUCOKUN 1 TysKe BUCOKUI

pusuk), mo rpyaryerbest Ha MK 3a BOO 3, pesy.ib-
tatax T6XX i pisai BNP/NT-proBNP 3 ypaxysan-
HSAM JI0IaTKOBUX 3MIHHUX 3a otpedu [33].

CKpuHiHr i giarHocTuKa nereHeBoi rinepreHsii

iarnoctuka CCJI-JIAT moxke GyTH CKJIaIHOIO
yepe3 HecTeuMiuti KIiHIIHI BUSBH, TIIO0 MO’Ke TIPU-
3BeCTH 110 TMi3HbOI miarHocTuku [61]. HesBaxkaouu
Ha IMOSBY HOBUX METO/IiB JIIKYBaHHS Ta TOJITIIICHHS
pesyabraTiB y mnaiientiB i3 CCJ/[-JIAI, ocrannsa
BIUIMBAE Ha SKICTh Ta TPUBAJIICTb KUTTS, TOMY
CTpaTeTii MOJIIIIeHHS Pe3yIbTaTiB 30cepe/i>KeHi Ha
paHHill AlaTHOCTUIN Ta MiAX0Jax J0 JiKyBaHHS,
MeTOIO SIKUX € repeBesienns naiienTis i3 CC/I-JIAT
y KaTeropiio HU3bKOTO PU3NKY CMEPTHOCTI BIIPO-
noBxk 1 poky [45].

Bucoka mommpenicTh, HecmenudiyHi paHHi
cumiromu JIAT, ckimagHoni BCTAaHOBACHHA AlarHo-
3y Pa3oM 3 I0BEJIEHOIO TIePeBaroi0 PAHHBOI IiarHOC-
THKM Ta Tepamii OOIPYHTOBYIOTH HEOOXiIHICTH
ckpuninry JII/JIAT y mnamientiB i3 CC/l. Pes-
MaToJIOTaM CJifi TTamM’ aTaTu 1mpo HmMoBipHicTh JIT'/
JIAT nns cBo€yacHoOro Ta HaJEKHOTO CKPUHIHTY
naienTiB i3 CC/l ma mpeameT ycCKIamHEHb, IO
3arpoKyIoTh KUTTIO marienTa [61]. 3 orsamy na te
panng giarHoctuka Ta gikyBanas CC/-JIAT cknan-
Hi, TaKUX MALi€HTIB HEOOXiIHO CKepOBYBaTHU 0
excrieptHoro 1eHTpy JIAI [44], ockinbKy 3MeHIIe -
Hs 4acy /10 BCTAHOBJIEHHS AiaTHO3Y Ma€ BUPIlIaJIb-
He 3HaueHH: pu Beix hopmax JIAT, sokpema CC/I-
JIAT, mo6 sikoMora paHiliie po3modyaTy JiKyBaHHs
Ta TOJIHIIIIUTY KJIiHIYHI pesyasraTi [38].

3riano 3 pekoMenparisvu €TK/€PT (2022) JIT
BusHauaoTh K JIATcep. > 20 MM pT. cT. y crani
crnokoto 3a mannMmu KIIC. ¥V mnamienris i3 CCJL
peKoMeHIoBaHa IMopivHa otiaKa pusuky JIAT (kmac
pexkoMenmattiii I, pisersb nokazoBocti B). Y mopoc-
JINX TIAITIEATIB i3 TPUBAJIICTIO 3aXBOPIOBAHHS TTOHA/T
3 poku, DIKEJ > 40 % i DLCO < 60 % pexomen-
posanuii anroputm DETECT g Busasaenms 6es-
cuMIrIToMunx mariienTiB i3 JIAI (kmac pekomenma-
i I, pieenb nokasoBocti B). ¥V marientis i3 CC/I,
B IKMX 30€piraeThbCs 3aMIIKa He3 ssicCOBaHOl eTi0I0-
rii micjas HeiHBa3WBHOI OIIHKH, PEeKOMEHJ0BaHa
KIIC nns sanepeuenns JIAT (kmac pekomenmartiii 1,
piBenb pokazoBocTi C). Pusuk JIAT ciin posrisiga-
TU Ha MIJCTaBl OIIHKU 3QIUIIKNA B IIOE€IHAHHI 3
exokapaiorpadieio (ExoKI') abo siereneBumu hyHK-
IIOHAJIbHUMHU TeCTaMU Ta BUMIPIOBAHHSIM PiBHSA
BNP/NT-proBNP (xrac pexomenparriii I1a, pisern
noxazoBocti B). ¥ cumnromuux narientis i3 CC/],
MOXKHA PO3IJISAHYTU TpoBeleHHS cTpec-ExoKI,
KapionyJIbMOHAJIbHUN HaBaAaHTAXKYBaJIbHUU TeCT
(KITHT) i/ab0 maruitHO-pe30HaHCHY TOMOTpadio
ceprrst ipu mpuinaTTi pimentd moxo KIIC (knac
pekomenzariiii IIb, pisern pokasosocti C) [33].
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Hns ckpuninry JIT' 3acTOCOBYIOTh BU3HAYEHHS
pisast BNP it NT-proBNP, EKT] ExoKT (nacamrie-
pen mas ominku CTJIA B cmokoi) [17, 45, 52],
KIIHT, nerenesi dynkiionanpui tectu [25, 60].
D. Dumitrescu Ta ciiBasr. [ 25] nokasasu, o KITPT
€ Oe3MeuyHrM i1 IIHHUM METOJOM HEeiHBa3WBHOTO
pusiBnents CC/I-JIAT ta BusgBun, 1o mapameTpu
KITHT kopeJsfoBau 3 JiereHeBOIO TeMOIUHAMIKOIO.
Kinpka mokasumkiB moka3aan BUCOKY Uy TJIUBICTS i
criertrpiunicts anst BusBiaennus JIAI, ame mikoBe
croxuBanasa kucHio (peak VO,) Mano HaflBHILY
miarHoCTUYHY TOYHiCTh (uyTauBicte — 87,5 %,
cnenuivnicts — 74,8 % 1pu MOPOroBOMy piBHI
13,8 mu1/(xB - kr)). Hopmasbhe peak VO,, iMmoBipHo,
zamepeuye CC/I-JIAL. Kpim Ttoro, KIIPT wmoxe
noromorty BugBuTy namienTis i3 CC/l i3 HU3bKUM
pusukoM po3BuTKy JIAT i TakuM YMHOM YHUKHYTH
nemoriiabaol KIIC.

Opnak miarnoctuuna TounicTts auiie ExoKT abo
IHINX TecTiB 1100 Bussiienns JIATL € neorrrumasinb-
Hoio [17]. Ik sasnavaiors J. Weatherald Ta criiBasr.,
CKpUMHIHT MOse mnepenbadaTi BukoHaHHs ExoKT,
ajie TIpU 3aCTOCYBAHHI IIbOTO METO/Y IOCJIi/[KEHHS
MO’KHA TIPOITYCTUTH IeSIKUX MAIli€HTIB Yepe3 HeOoll-
TUMaJTbHY Bisyamizariio [69]. 3a manmmu mociiz-
skeHHs, uyyTauBicTh ExoKI' B cmokoi cranoBumia
72,7 % (95 % MAI: 0,52—0,88), crerudiuHicts —
88,2 % (95 % JII. 0,78—0,95), uytauBicTh cTpec-
nomep-ExoKI — 95,2 % (95 % 1: 0,81—1,0), aje
crenudivmicts — 84,9 % (95 % JI. 0,74—0,93).
ABTOpU 3a3HAYATOTH, 110 3HIKEHHS CIIETNMIYHOCTI
6yJ10 YaCTKOBO CIIPUYUHEHE CYITYTHBOIO MATOJIOTIEIO
JIIBUX BiJUIJ1iB cepiist. JlaHi 1bOro TPOCIIEKTUBHOTO
MEPEXPECHOTO JIOCII/KEHHST TTOKA3aJIU, M0 BUKO-
pucranig crpec-aomniiep- ExoKI mominmrye gy tim-
BicTh 10710 BUsBAeHHS MaHidectroi JIT [52].

3rinno 3 nacranoBamu €TK/EPT (2022) nisa
piarnoctuku JIT, okpiM KJIIiHITHUX, peKOMEHI0BaH1
3asieskHo Bij rpynu JIT' taki pociiizkeHHs: aHamui3
KpoBi, imynosoriudi Tectu, EKI, pentrenorpadis
OpTraHiB IPYAHOI KJIiTKH, JleTeHeBi (hyHKITiOHaTbHi
TECTH, JOCJIIPKEHHS Ta3iB B apTepiajbHIll KPOBI,
ExoKT (migsumennsa CJIAT, numararia I1I1/11111,
O3HAKW TATOJIOTi1 JTIBUX Bif/IIIIB cepIist), CIIUHTH-
rpadis JiereHb, KOMIT IoTepHa ToMOTrpadis rpyaHoi
KJITKH, IupoBa cydTpakiiiiia aHriorpadisi, mar-
HiTHO-pe3oHancHa tomorpadis ceprs, KITHT,
YJBTPa3BYKOBE JOCJIKEHHS OpTraHiB 4YepeBHOI
nopoxkuunu, KIIC. CreniaricTu 3a3Ha4aioTh, 1110
npu obcreskenni mamientis i3 migospoio ma JIT
BaKJINBO MTPOBECTU HAJIEIKHE [IarHOCTUYHE 00CTe-
JKeHHA Ta BUusHayuTu rpyny JII, ockisnbku teparnes-
TUYHI cTpaTterii AJs [UX TPYI MPUHIMIIOBO Bil-
pisHsgtoThC [33].

3osotuM crangaptom miarnoctuku JII' e KIIC
[52]. Yepes inBasusnuii xapakrep KITC pospob.ieHi

QJITOPUTMU, SIKi J0TIOMaraioTh BifibpaTu naiieHTis
N1 i€l mporteny py, 3okpema anroputMu DETECT
ta ASIG [17, 29, 65]. MyasrumogaibHui miaxizs €
BUTIPABIAHUM 17151 CKpUHIHTY mattieHTiB i3 CC/I s
susiBjenns JIAT [33]. Taki kombiHoBaHi miAX0AM 10
ckpuninry JII' MaioTb BUIIy liarHOCTUYHY TOYHICTD
MOPIBHAHO 3 BUKOpPUCTAHHAM OKpeMo ExXoKI,
NT-proBNP a6o jiereneBux (hyHKIIOHATBHUX TECTIB
i MoKy TH 3amobirtu mHeporiapHiit KITIC [29].

Anropurm DETECT cxpuninry JIAT' y matienTiB
i3 CC/l mae 2 xpoku. Kpok 1 (uyrimsicts — 97 %)
BU3HAYa€E JIONIIbHICTh HammpaBieHHs Ha ExoKI ma
mizcTaBl OMHKA 6 MOKA3HUKIB: CIIIBBIAHOIIEHHSA
BizcoTka Bizx npornososannx MKEJ i DLCO, na-
SBHICTD TeJleaHTieKTasiil Ha MOMEHT 0OCTEKEHHS Ui
B aHaMmHe3i, piBeHb y cupoBaTii KpoBi ACA,
NT-proBNP i ypariB, BiAXuJeHHS eJIeKTPUYHOI OCI
npasopyd Ha EKT. ko sarasbHa KijbKicTb Gastis
pusuky nepesuirye 300, To peKOMeHI0BaHO TPO-
Bezienns ExoKT. Kpoxk 2 (creruiuricts — 35 %):
3arajbHa KiJIbKiCTh GaJiB PU3MKY pasoM i3 ABOMa
ExoKTI-mokazaukamu (mmoma III1 i mBuakicts
MOTOKY perypritaiiii Ha TPUKYCIIiJaJIbHOMY KJiara-
Hi) BU3HAYAIOTh HEOOXiAHICTh HAIPABJICHHS Ha
KIIC. 3rigno 3 anroputmom DETECT nipoBenentist
KIIC 6ysi0 pekomenoBano 62 % nariearam. Takim
gunoM, aaroput™ DETECT nnsa sussnenus JIAT
pu CC/L, o rpyHTYETbCA Ha I0KA3aX, € Yy TAUBUM
HeiHBAa3UBHUM iIHCTPYMEHTOM, SIKUI MiHIMI3Y€ KiJlb-
KiCTh TIPOMYIIEHWX MiarHO3iB, BU3HAUAE JIETTIUI
nepebir saxsopiosanns. AnroputMm DETECT moxka-
3aB, 1Mo aBoeTtarrauii anroputM (ani EKT ta ExoKT
i maboparopHi Giomapkepu) /s Bigbopy mallieHTiB
st KITC 6yB uyT/MBinmM, HixK JIMINE TOTILIED-
ExoKI, momo Bugsmennsa CC/-JIAIL. Takox mpo-
JIEMOHCTPOBAHO, MO MIBUAKICTh TPUKYCIIIATbHOL
perypritaitii Ta noma I € aBomMa KII0Y0BUMU
nmapaMeTpamMu Tpancropakanbuoi ExoKI nnsa Bin-
6opy naientis gy KITC [17]. ABTopu 3a3Ha4aioTh,
10 32 OCTaHHIMM KpuTepisiMu aiarHoctuka JIAT y
namientis i3 CC/I 3pocna B 1,8 pasy, a MyIbTUMO-
JAJTbHUN /QJITOPUTMIYHAN TAXI € HalKpanyum
BapianToM BusBIeHus JIAL [27].

JlikyBaHHA nereHeBoi rinepreHsii

JlixyBaunug CC/I mpoBoasAThH BiATIOBITHO 10 OHOB-
JieHux pexoMenzailiii European League against
Rheumatism (EULAR) 2023 p. [23]. [ust Bu3Ha-
YeHHs TaKTUKU JIKyBaHHS Ba’KJIWBO BCTAHOBUTH,
AKMI MeXaHi3M € mpoBiguuM y possutky JII' [11,
42]. Becru mamiientis i3 CC/I-JIAT mae mynsrumnc-
[MUTITIHADHA KOMAaH/Q, 70 CKJIAMy SKOi BXOIATH
30kpeMa crremiamict i3 JIAI Ta peBmarosor, amis
onrtuMisartii Teparmii [20]. Sk 3a3HaueHo B HacTaHO-
Bi €ETK/EPT (2022), mpu CCJI-JIAT pexomeno-

BAHO JIIKyBaHHS OCHOBHOTO 3aXBOPIOBAHHS BiJIO-
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Bi/IHO /10 TOTOYHMUX HacTaHoB (I KJ1ac pekomMeHaIlin,
piBeHb peKOMeH Al A), a TpernapaTu A1 JiKyBaH-
ng CC/-JIAT caig mpusnayaTu 3TifIHO 3 TaKUM
CaMUM QJITOPUTMOM JIiKYBaHHS, IK 1 TIPH iionaTuy-
miit JIAT (I kmac pekomenaitiii, piBeHb peKoMeH/ 1a-
it C) [33].

3rinno 3 pekomenparisMu EULAR 2023 p. ax
gikysanus nepioi ginii CCA-JIAT cain posrasany-
T KoMOiHalio iuribitopis ¢ocdomiecrepasu-5 i
AHTATOHICTIB PEIeNTOPIB eHAOTEMiHY,  BHYTPIIITHBO-
BEHHE BBEJIEHHS €MTOMPOCTEHOIY — TPH JIiKyBaHHI
narienTis i3 JIAI, mo nporpecye (111 i IV OK).
Takosk CJIi pOsTIAHYTH iHIIN aHaJIorH a60 aroHic-
THU MPOCTAUKIIHY Ta pionuryat. He pekomeHmo-
BaHO BUKOPHUCTOBYBATH AaHTUKOATYJSHTH (Bapda-
pun) y tepamii CCI-JIAT [23]. Pekomenmartii momo
npusHadeHHs KoMOiHoBanoi Tepamii (inribitopa
dochomiectepazu-5 Ta aHTArOHICTA PEIENTOPIB
eHJIOTeJHY ) IPYHTYIOThCS Ha JaHux post-hoc ana-
aizie PK/l AMBITION [18, 41]. ¥ nocuiimkenni
AMBITION mnpu anamizi migrpynmu CCJ-JIAT
BUSBJICHO, IIO [TOYATKOBAa KOMOIHOBaHa Teparis
(kombinanis amOpusenTany i Taganadiny) 3HU3K-
Jla pU3WK KJIHIYHOI HeBjaadi (MepImuii BUIAI0K
cMepTi, Tocmitamisaris 4depe3 moriprrents JIAT,
[POTPeCYBaHHsI 3aXBOPIOBaHHs ab0 He3aM0BiJIbHA
TpUBaJia KJIiHiYHA BiAOBiZb) MOPIiBHIHO 3 MOHO-
Tepamieio B ycix miarpymax: C3CT-JIAT (BP —
0,43;95 % J11: 0,24—0,77) i CC/I-JIAT (BP — 0,44;
95 % /1. 0,22—0,89 [18]. M. Kuwana Ta cmiBaBT.
[41] mokasau, 0 pU3UK KJIIHIYHOI HeBAayi OyB Ha
53,7 % nwxunm y miarpymi CC/I-JIAT, ska otpumy-
Bajla KoMOiHOBaHe JIKYBaHHs, TTOPIBHSHO 3 MOHO-
Teparti€io Ta Ha 31,7 % HUKUOI0 — y TPYIIi AIEHTIB
i3 C3CT-JIAL Iumi gocmigHUKA 3a3HAYNUIN, IO
paHHiii T0YaTOK KOMOGIHOBAHOI TapreTHOI Teparii y
nartienTiB i3 CC/[-JIAT cripuss mostinieHHio BUKHI-
BaHOCTI, 1110 BKa3y€ Ha T€, 1[0 CBOEYACHA METUKAMEH-
TO3HA Teparis € KJI0Y0BOIO I crabimisarii Ta
nodiiniiiendst MK, remoguHaMivHuX 1apaMeTpiB i
T6XX y Takmx mamientis [9]. Anani3 pe3yssraTiB
JIOCJIKEHDb BUSBUB, 1[0 B AEIKUX 13 HUX BIAIOBIAb
Ha JiikyBaHHA B miarpyii maiientis is CC/[-JIAT Gyna
ripinoro, HixK y miarpymi 3 izionatuyanoro JIAT [32].

3a manumu pocuimkennd L. Chauvelot i criiBaBT.
[12], micaig TapretHoi Tepamii JIAT we criocTepiranu
nosrinrenssa auctanilii T6XX y rpymi mamienTis i3
CC/ ta JIT-13J1i CCA-JIAT. ITonimmennus MK 3a
BOO3 piamnre crioctepiranu y naitientis i3 CC/I ta
JIT-13JI mopiBugno 3 namientamu i3 CCJI-JIAT
(13,6 Ta 33,3 % Bianosizno; p = 0,02). lemoaunamika
HOJIIMIIAIACS OJHAKOBO B 060X IpyIiax.

HesBaxxatoun na tepamiio JIATL, y nesxux nartien-
TiB CHOCTEPIraloTh MPOTPECYBAHHS 3 TKKUMU
byHKIiOHATPHUMU TTOPYIIEHHSIMU. Y pa3i Healek-
BATHOI KJIIHIYHOI BIITOBI/II CJIi/l PO3TJITHYTH MOXK-

JIMBICTb TPaHCIJIAHTAIlll JieTeHb y TaIll€HTIB i3
CC/JI-JIAT. B o6cepBatiiiiHOMY JOCJTiIZKEHH] O HIO-
BaJiid TIOKa3aHHsd, BUKMBAHICTb 1 ITPOTHOCTUYHI
YMHHUKWA TPAHCIUIAHTAIll JiereHb ab0 KOMILJIEKCY
ceprie—Jereni B marientiB i3 CCJl i ypakeHHsIM
JiereHb. PiBeHb BUSKMBAHOCTI ITiCJIST TPAHCIIJIAHTATITi1
Ta BiZICYTHOCTI XPOHIYHOI AUCGYHKIII aJoTpaHc-
miaHTara Jeretp y maiientis i3 CCJI 6ynu nomio-
HUMU JI0 TAaKWUX y TAIIEHTIB 3 IHITUMU IPUUUHAMU
TpaHcianTaiii jgerenb. Oguax JIAT y marienTiB
JKIHOYOI CTaTi acoliioBaIacs 3 HUKYO0IO BUKUBAHIC-
TIO, ajie Ile He MO)Ke OYTH MPOTHIIOKA3aHHIM 10
TpaHCILIaHTallii JereHb [56].

MporHos

HesBaskarouu na mporpec y teparii JIAL mporaos
y mamientiB i3 CC/I-JIAT ripmmii, mik npu iHImmx
dopmax JIAT [15, 18]. 3a manuMu JAOCTIKEHHS,
naientn 3 CC/I-JIAT manu Bumi MOKasHUKHA
cMmeptHOCTi, Hixk mamienTu 3 iHmumu C3CT
(the Registry to Evaluate Early and Long-Term
PAH Management, REVEAL Registry). [lokasnu-
KW TPUPIUYHOI BUXKMBAHOCTI B TPy 3 paHilie jia-
THOCTOBaHOIO Ta BIiepiie aiarHocroBanoio CCJI-
JIAT cranoBuin (61,4 = 2,7 )i (51,2 = 4,0) % Bin-
noBizHo mopiBHsHO 3 (80,9 + 2,7) ta (76,4 = 4,6) %
y rpynax marientiB i3 immmmu C3CT Tta JIAT
(p<0,001). Y 6ararodakTopHOMY aHai3i YOTOBIKK
BikOM > 60 POKiB, CHCTOJIIIHUIT apTepiaTbHUi THCK
< 110 MM pt. 1., T6XX < 165 M, cepenniii TUCK ¥
ITIT > 20 MM pr. c1. Ta JICO > 32 oxn. Byaa Gynn
npeaukTopamu cmepTHOCTI B Tpymi CC/-JIAT [16].

3a ganumu 0OCepBALiHOTO AOCTIIKEHHS
PHAROS (Pulmonary Hypertension Assessment
and Recognition of Outcomes in Scleroderma re-
gistry), y martienTis i3 CC/l ta Bucoknum pusnkom JIAT
a6o 3 JIAT, miarHoctoBanowo 3a mornomoroin KIIC
(JTIATcep. > 25 mm pr. c1. 1 T3JIA < 15 MM PT. CT.)
1, 21 3-piuna KyMyJIATHBHA BUKUBAHiCTh CTAHOBU-
na 93, 88 ta 75 % sianosiaHo. [Tpu 6aratodakrop-
HOMY aHati3i Bik > 60 pokis (BP — 3,0;95 % /I1: 1,1—
8,4), wostosiua crars (BP — 3,9; 95 % /I1: 1,1—13)9),
IV ®K 3a BOO3 (BP — 6,5; 95 % /lI: 1,8—22,8) i
DLCO <39 % (BP —4,2;95 % J11: 1,3—13,8) 6ysu
3HAUYNIUMHU TpeAuKTOopamMu cMmeptHOcTi [15].
YV nocaimkenni P. Douschan ta cmiBast. [24] 3a
yuacTi 547 NallieHTiB i3 HE3PO3YMIJIO0 3a/IUIIKOIO
ta/abo pusukom JIT' y MyJibruBapianTHiil Mozesi 3
ypaxyBaHHSIM BiKy Ta CyIyTHIX 3aXBOPIOBaHb TIPO-
nemoncTposano, 1o JIT (JIATcep. — 21—24 MM pT. cT.)
i JIT (JIATcep. > 25 mm pr. ct.) Oyau acoliiioBani 3
TipIOI0 BUKUBAHICTIO TIOPIBHSHO 3 TPYIIOO TAITi€H-
TiB i3 JIATcep. < 20 mm pr. ct. (BP — 2,37;95 % /1:
1,14—4,97 i BP — 5,05; 95 % [1: 2,79—9,12 Bixno-
BiZIH0). 3TiZIHO i3 pe3yabTaTaM’ iHIIOTO TOCJTiIKEH-
us B nanientis i3 CCJI 6e3 JII' BuskuBaHicTh yepes
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1, 2 Ta 3 poku cranoBmia 96, 92 i 92 % BixnosigHo,
ay mamienris i3 CC/I-JIT — 86,7; 60,0 Ta 53,3 % [66].

PV. Chennakesavulu Ta criBaBT. nokasasnu, 1o
HagBHicTh CC/I-JIAT 3HauHO MOTipITyE MPOTHO3,
OCKIJIbKH 32 IAHUMU JIOCJII/IKEHb CMEPTHICTD YIIPO-
noBx 3 pokiB micasa miarnoctyBanusa CCJ/[-JIAT
cranoBua 50 %, ToMmy po3poOKa Ta BIIPOBaIKEHHSI
HAJ[ITHOTO TPOTOKOJY CKPUHIHTY U IarHOCTUKN
Ma€ BUpIlajgblie 3HAYEHHS JJIsI TOJIIIIEeHHs TPO-
ruo3dy [13]. S. Ramjug Ta cmiBasT. [58] mpomemoH-
CTPYBaJIH, 1110 MIOPiBHSHO 3 MalliEHTaMU 3 1/1i0TaTHY-
Hoto JIAT xBopi na CC/I-JIAT manu Tipmuii mpor-
HO03 (CcepemHsT BIKUBAHICTh — 7,8 POKY TIPH iiomna-
tuuniit JIAT 1 3 poxu mpu CC/I-JIAT; p < 0,001).
[Iprunam ripmux pe3yabratiB y narientis i3 CC/L-
JIAT, imoBipHO, 6araToakTOpHi, 30KpeMa JITHI Bik
i mmkya DLCO. 3a pesyJsbraTaMu JIOCTiKEHHST,
nposenenoro 3a manumu the French Pulmonary
Arterial Hypertension Network registry, 1, 3 ta
5-piuna Buwkupanicth manientis i3 CCI-JIAT 6e3
TpaHCILIaHTallil JiereHb ctaHoBmia 87, 55 ta 35 %
BimmmoBigHO [68].

3a ganumu inmoro gociakenns [39], JIAT Oyoia
MPUYIHOT0 52 % YCiX cMepTei, TPUIOMY TIEPEBAKHO
BITPOJIOBIK IEPIITNUX KiJTbKOX POKIB TicJid 11 iiarHoc-
tyBanHa. Yososiva ctath, audysna CCH, CTJIA,
JIATcep. 3a nanumu KIIC, T6XX i DLCO cyTTeBo
BIUIMBAJIM Ha BUSKUBAHICTh TPpK 6araTo(hakTOPHOMY
aHaJIi3i. ABTOPH 3a3HAYUJIH, 1[0 ONITUMI3allis JTiKY-
BAHHS TAIIEHTIB i3 BUCOKUM PU3UKOM PAHHBOI
cMmepTi BHacaiok JIAT mae Bupitranbie 3HaUeHHS.
[lami cucteMaTWIHOTO OTJISAAY Ta MeTaaHaJi3y
8 nmocutipKeHb TPOJIEMOHCTPYBAJH 110 3arajbHa 1,
3 1 5-piura BwkuBanicts marientis i3 CCJ[-JIAT
cranoBmiia 90, 66 ta 44 % BinnosigHo. OKpiM 1bOTO,
MMOKa3aHo, M0 CTAPIIMK BiK, YOJIOBiUa CTATh, TIEPH-
Kap/iaJbHUN BUIIT, 3HWKEHUN CEPIEeBUN 1HIEKC,
sucokuit JIAT i DK 3a NYHA Oysu snauyummu
npeaukropamMu cMeptHocti B mamienTiB i3 CC/I-
JIAT. 11i pesyasTaTt MalOTh BaXKJIMBE KITiHIUHE 3HA-
YeHHs], OCKIJTbKM MOKYTh JOIMOMOTTH BU3HAYUTHU
HALIEHTIB i3 BULIMM PU3UKOM CMEPTHOCTI Ta 06paTn

crparerii JiKyBaHHS, CHPAMOBaHI Ha 3HUKEHHS
JIAT, onrTrMisariiio ceprieBoro iHAeKCy Ta JIiKyBaHHS
MEePUKAP/iaJIbHOTO BUIIOTY, 10 MOXKE TOJITIINATH
BuskuBanicTh mamientis npu CC/-JIAT [6].
3a ganumu M. Humbert ta criBasr. [32], aBopiuHa
BrzkuBaticTp narientis i3 C3CT-JIAT 6yJia Takoro
camolo, sk i npu igiomarnuniit JIAT (93 %).
HesBasxatoun Ha mporpec y JiKyBaHHi TAIiEHTIB
i3 CC/I-JIAI, He moBizioMJIEHO TIPO CYTTEBE IOJIIII-
neHHs BsKuBaHoCTi mamienTiB i3 CC/I i mpexarri-
sgproio JIT, moB’sg3aH010 3 ypaskeHHsIM TTapenxiMu
serenb [9]. L. Chauvelot i ciBasr. [12] criocrepira-
s B narienTis i3 CC/] ta JIT'-13J1 Bty cMepTHicTh
(8,1 % uepes 1 pix, 21,2 % yepes 2 poku ta 41,5 %
yepes 3 pokn) opiBHsIHO 3 ariieaTamu i3 CC/I-JIAT
(4,1;8,7121,4 % sigmosigno; p = 0,04). V. Mismetti
Ta CmiBaBT. [48] TakoX BUSBWJIM, IO MPOTHO3 Y
namienTiB i3 CC/] ta JIT-13JI necipusitiiuBuii. Taxk,
3arajibHa 5-piuHa cMepTHicTh craHoBuia 43,8 %
(95 % JI1: 23,6—58,6 %). 1li mami miaTBEpPLKYIOTH
pe3yJibTaT¥ 1HIIOTO JIOCJI/IKEeHHS, 3T1/IHO 3 AKUMU
a1 JIT-CCJI xapakTepHa BUCOKA CMEPTHICTD, 0CO0-
JUBO B marienTiB i3 taxkkuMm [3J1. Buxkusauicts
narieHTis i3 CC/I-JIT uepes 1, 2 ta 5 pokiB cTaHO-
Buna 91,0, 75,0 i 43,1 % sianosigHo. Bimpuricts
nomepsnx narientiB masu JIT-13J1 (p =0,007) [2].

BucHoBKuU

JlereneBa rinepTeH3is € TAKKUM BUSBOM/yC-
kyagaenassM CC/I, 1110 acoIifoeThCs 3 HECTIPUSTITH -
BUM TIPOTHO30M Ta TIOTiPIIEHHSIM SKOCTi JKUTTSI
namienTis. [Ipu CC/l JIT' € reTreporeHHUM CTaHOM,
mo o6’exnye JIT pisaux rpym. Panag miarHocTika
Ta JgikyBanusa JII' mominniye mporuos y XBOpHX.
[Tamientam i3 CC/l pekoMeHAOBaHUI CKPUHIHT
JIAT, ockinbky paHHE ii BUSBICHHS CIPUSIE 3MEH-
MIEHHIO TeMOIMHAMIYHUX MMOPYIIEHbD 1 TTOJIIIIEHHIO
BUKUBAHOCTI.

Heob6xifHi oabiili H0CHIKeHHS 010 OITH-
Mi3allii paHHbBO1 AiarHOCTUKU Ta JikyBanusa JI[ y
namienTiB i3 CC/I 3 orysamy Ha iXHIO TipuTy BYKU-
BAHICTb 1 BIITIOBi/Ib HA JIIKYBaHHS.

Dinancysauns. [le rocipkenHs He OTPUMATIO 30BHINTHBOTO (hiHAHCYBAHHSI.

Konduaikry intepeciB HeMae.
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H.V. Mostbauer

Bogomolets National Medical University, Kyiv, Ukraine

Pulmonary Hypertension Associated with Systemic Sclerosis (Review)

Pulmonary hypertension (PH) is one of the leading causes of morbidity and mortality in systemic
scleroderma (SSc).

Objective — to analyse the current literature data on the epidemiology, mechanisms of development, risk,
clinical manifestations, diagnosis, treatment and prognosis of patients with SSc with PH of different groups.

Materials and methods. The literature analysis was conducted over the past 15 years (from 2010 to
2025) in the search databases Scopus, MEDLINE, PubMed. For the final analysis, 71 articles published in
English were selected.

Results and discussion. PH is diagnosed in 7—31 % of patients with SSc. Different groups of PH can
develop in SSc: pulmonary arterial hypertension (PAH) associated with connective tissue diseases, PAH
with features of venous/capillary involvement, PH associated with left heart disease, PH associated with
lung disease and chronic thromboembolic PH. PAH develops in 12.9—19.7 % of patients and, despite
targeted therapy, remains the leading cause of mortality in patients with SSc. The diagnosis of PH can be
difficult due to the heterogeneity of clinical manifestations of SSc and the nonspecific clinical picture of PH
in the early stages, which leads to late diagnosis. For the purpose of timely diagnosis, screening algorithms
for early stage PAH have been developed, in particular, the DETECT and ASIG algorithms, to select
patients for right heart catheterisation.

Conclusions. PH is a severe manifestation/complication of SSc¢, which is associated with a poor prog-
nosis and deterioration in the quality of life of patients. PH in SSc is a heterogeneous condition that
includes PH of different groups. Early diagnosis and treatment of PH improves the prognosis of these
patients. Screening for PAH is recommended for patients with SSc, as its early detection will lead to a
reduction in haemodynamic disorders and improved survival.

Keywords: pulmonary hypertension, pulmonary arterial hypertension, systemic sclerosis.
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