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3 IHLULMMWN GOPMAMM JIT

MeTta gocnip)xeHHs1: NopiBHATY MOKa3HUKN QYHKLUIi 30BHILLIHBOIro An-
xaHHs1 (D3M) Ta andysiriHoi 34aTHOCTI 1IereHb 3a MOHOOKCUAOM BYr -
neuro (A3J/IMB) y nauieHTiB i3 1ereHeBot apTepiaabHO rinepTeH3ien
(J1AT), acouivioBaHOO i3 CUCTEMHUMM 3aXBOPIOBAHHSIMU Cr10J1y4YHOI TKa -
HuHWM (C3CT), 3 iHWwWumy popmamm nereHeBoi rinepteHsii (J1N). MaTepi-
anu i metogmn. 3any4yeHo 60 nauieHTIB 4 cTaTUCTUYHO 3iCTABHUX Py
15 nauieHTiB 3 igionatn4yHor JIAI, 15 — 3 JIAl, acouivioBaHO!O i3 Bpoaxe -
Hoto Bagoto cepusi (JIAM-BBC), 15 — i3 xpoHi4HO TPOMO0OEeMb0/1i4HOO
JIF(XTEJIM), 15 — 3 JIA-C3CT. OuiHtoBann @3/] (knTTeBa EMHICTb J1e-
reHb (XKEJ1), popcoBaHa XnUTTEBA EMHICTb JiereHb (P)KEJT), 06’em pop-
coBaHoro Buauxy 3a 1 ¢ (O®B,)), A3J/IMB i 3arasbHy EMHICTb J1€reHb
(3€J1), npoBoaunin o6CcTexeHHs 3riaHo 3i ctaHaapTamu giarHocTuku JII.
PesynbraTtn. Haiibinbluie cTaTUCTUYHO 3HAYYLLE 3HUXEHHS MOKA3HU-
kiB ©3/] 3agikcoBaHo B rpyni nauieHTiB i3 JIA-BBC, A3JIMB — i3 JIAl -
C3CT. BusiBneHo He3anexHi 4oCTOBIpHiI kopensiuii — mix XKEJ1(p=0,037),
O®B, (p=0,027) ta HasBHicTio BBC; mix ®XXEJI Ta iHaekcom npaBoro
nepeacepas (p=0,009); mix I3J/IMB Ta ancTaHLUieto, NporaeHOo Mnia 4ac
6-xBunuHHoro tecty (p=0,009), cepeaHiMm TUCKOM y iereHeBivi apTepii
(p=0,040), cepenHim TMCKOM y npaBomy LuiayHo4ky (p=0,002), HasiBHIiC-
THo cucTemHoro ckinepody (p<0,001); mix 3€J1 Ta iHaekcom npasBoro rne-
peacepas (p=0,003), HasiBHICTIO cuctemHoro ckiepody (p=0,006). Bu-
CHOBKM. 3Ha4He 3HmxeHHSI [3JIMB ta 3€J1y nauieHTiB i3 C3CT Ha ¢poHi
mavixe HopmasbHux nokasHukis 3/ niaTBepano HeobXiaHICTb iX BU-
3Ha4YyeHHs1 y Bcix xBopux 3 JIA-C3CT, okpiMm cTaHAapTHUX MOKa3HUKIB
cnipomeTpii. A3JIMB ta 3€J1 4oCTOBIPHO acouitoBanncs i3 QyHKLIO-
Has/lbHUM CTaHOM MAaLi€HTIB Ta NOPYLLUEHHSIM reMOANHaMIKU.

NerenesarinepTteHsia (JII') — ue cTaH, 9k1ii xapak-
TEepPM3YETLCS NiABULLEHHAM CEPEOHLOro TUCKY B Nie-
reHesiin aptepii 6inblie 20 mm pT.cT. JIF MOXe BUHU-
KaTu K Nif BMJNBOM iHLWINX XBOPOO (Hanpuknag, 3a-
XBOPKOBAHHS NMiBUX BigAiNiB CepLs, NereHb ToL0), Tak
i popmyBaTmMCA K OKpemMa naTonoris, Wo xapakTepu-
3YETbCHA NEPBUHHMM PO3BUTKOM PEMOAENIOBAHHS (Ti-
neptpodia iHTUMK Ta Megii, nnekcndopMHe NOLLKO-
I>KEHHS, MiKpoTpoMbO03) NnereHeBux apTepin Manoro
kaniopy. Tpurepamm Lboro peMoaeNtoBaHHA MOXYTb
OyTu iHWi XxBOpOOM (Hanpuknag, BPOL4XEHI Baau cep-
ua (BBC), 3axBOptoBaHHA MeyiHKK TOLLO), ane narto-
reHes oJHaKoBUI He3anexHo Big eTionorii, Wwo ao-
3Bonsie 06’eaHyBatu Ui J1II y rpyny nereHeBoi apTepi-
anbHOI rinepTeHaii (JIAlN), Wwo HanexmnTb A0 PiaKiCHMX

3axBOpPIOBaHb, MPOrPeCYBaHHSA AKNX CYNPOBOAXKYETLCS
BNCOKOI CMEPTHICTIO, 3Ha4YHMMM MOPYLUEHHAMN DYHK-
LLIOHaNbHOMO CTaHy MaLeHTIB Ta iIHBaNigM3auieto B npa-
Le3gaTtHomy Biui. bes BignoBigHOro nikyBaHHS cepes-
HS1 TPMBANICTb XNTTS NauieHTIB i3 JIAI MoXxe cTaHOBU-
™ nuwe 2,8 poky [1].

CuncTeMHi 3axBOPIOBAHHS CMOJYYHOI TKAHUHU
(C3CT) xapakTepunaytoTbCs YpaxKeHHAM 6araTbox op-
raHie i cuctem, a 0cobsMBO fiereHb Ta cyauH. OgHUM
i3 HalMbinbLL cepito3Hnx ycknagHeHb C3CT € po3Bu-
ToK JII. Cepep ycix C3CT Halbinblia yacTka (8—12%)
JII" BUABNAETHCSA NP CUCTEMHOMY CKN1EPO3i, L0 CTa-
HOBUTbL Maxe 75% Big, ycix Bunagkis JII, 3ymoBneHoi
C3CT. Kpim Toro, JII moxe 6yTn BusieneHay 1-5% na-
LLIEHTIB i3 CUCTEMHMM YEPBOHUM BOBYAKOM, Y 6113b-
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KO 3-4% — 3i 3MillaHNM 3aXBOPIOBAHHAM CMOJIyHHOI
TKaHVHW, BKPaW PigKko — rnpu NnepBUHHOMY CUHOPOMI
LLlerpeHa, igionatnyHmx 3ananbHUX MionaTiax, peema-
ToigHOMY apTpuTi [2].

Yci JIl, B Tomy uucni npn C3CT, noginatoTbes
Ha 5 BeJINKNX FPyn 3a51EXHO Bif, iXHbOro TUNy (npe-
abo nocTkaningpHa) Ta etionatoreHesy [1]. 3a gaHu-
MU kaTeTepusauii npasux Bigainis cepus (KMC), JIAC
(1-warpyna) Ta XxpoHiyHa TpoMboemboniyHa nereHe-
Ba rinepteHsia (XTEJIIN) (4-Ta rpyna) xapakrepusy-
I0TbCSA HAABHICTIO NpekaningapHoi JII (TMCK 3akNnHIO-
BaHH$A B iereHesin aptepii (T3JTIA) — <15 mm pT. CT.)
Ta onopom nereHesux cyaunH (OJ1IC) — >2 ogmHuub
Byma (on. Bypga) [1]. ]I, acouinoBaHa i3 niBMMU Bifg -
dinamun cepus (nocTtkaningpHa), XxapakTepmuayeTbcs
nigsuweHum T3J1A (>15 mm pT cT.). MNpu ypaxeH-
Hi NereHb, 9K NpaBuo, PO3BUBAETLCH Npekaningp-
Ha JIIT Ta BUABNAIOTBCS 3HAYHI CTPYKTYPHI | PyHKL-
OHasbHi 3MiHK NapeHxiMn Ta/abo GPOHXIB, LLLO BifO-
OpaxkaeTbCs Npu Bidyanisylounx 06CTexXeHHax Ta/abo
OUiHUi NoKa3HuKiB anxaHHs. HanyacTiwe npu C3CT
posBuBaeTbCca JIAl, ane MoXyTb GOpMyBaTUCS 1 iHLLI

dopmu (pucyHok) [3].

NAT

Nr-3/,18
BOXN

XTENM :

nr-3n

Pucynok. Mepexpect piHux dpeqotunis JII npu cMCTEMHOMY CKNeposi.
ApnantoBaHo 3 gocnigxeHHs Almaaitah Ta iH. (2020).

Mpumitku: BOXJT — BeHookntoziiiHa xopo6a nerexb, JIF-3J1B — nerete-
Ba riNepTeH3iq, acoujiioBaHa i3 3aXxBOPIOBAHHAM NiBUX BIifAINIB Cepus,
JIF-3J1 — nerexeBa rinepTeH3is, acoLinioBaHa i3 3aXBOPIOBAHHSAM JIEr€Hb.

Yepes eHpgoTtenianbHy ANCOYHKLIIO, 3ananeHHs,
BUKJIMKAHE ayTOIMyHHUMW MPOLEeCaMU, MOPYLLUEHHS
koarynsauii npy C3CT MOXYTb PO3BUBATUCH YPaXKEH-
HS1 NIereHeBUx apTepint Manoro kanidpy abo kaninspis
Ta BEHyJ 3a BEHO-OKJ/3VBHUM TUMNOM (1-wa rpyna
JIT). Mpu nporpecytodyomy nereHesomy ¢ibposi pop-
myeTbea JII, acouinoBaHa i3 3axXxBOPOBAHHAM fe-
redb (3-1a rpyna J1IN). AKUL0 AOMiIHYE ypaXXeHHS Mio-
Kapa ta KOpoHapHUX apTepin, Mmoxe dopmMyBaTUCSH
JII", acouiroBaHa i3 3axBOPIOBAHHAM NiBUX Big4inis
cepug (2-rarpyna JIIN) [4]. Okpim TOro, y nauieHTiB
i3 C3CT yvacTo BuaBngeTbcsa aHTudochoninigHmin
cuHppom [5-8], wo nigBuLLYE PU3NK BUHUKHEHHS
Tpomboembonii nereHeBoi apTepii Ta GopMyBaHHSA
XTENT (4-tarpynalJil). Cnig 3ayBaxuTu, LLO BKa3aHi
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dopmu JII moxyTb 6yTn npmn C3CT okpemmumn. Ane
HEePIOKO y NauieHTiB MOXYTb BiAMi4aTM O3HAKKM YyCixX
4 rpyn. Hanpuknag, nauieHT 3 NepeBaXKHUM ypaxeH-
HSIM NIEFE€Hb MPU CUCTEMHOMY CKJ1IEPO3i MOXe nepe-
HECTU rOCTPUIN KOPOHAPHUIM CUHAPOM abo TpoMbO-
emboniio nereHeBux aptepii. Yci nauieHtn 3 JII Ta
C3CT, aocobnmBo Taki, 060B’5I3KOBO MatloTb 06CTE-
XyBaTuUCs y crieuianisaoBaHomy BigaineHHi ona scta-
HOBEHHS AOMIHYIOHOT NpuyuHu JIIN, Wwo fo3Bonge
MPaBUbHO MPU3HAYNTU NiKyBaHHS. AgXe pPi3Hi pop-
Mun JIT-C3CT matoTb pi3Hi pekoMeHaauii wono niky-
BaHHS [3-8]. KpuTepii ona npaBMibHOro BU3HAYEH-
HA peHoTuny JII Nnpu cMCTEMHOMY CKNeposi npen-
ctaBneHo B Tabn. 1 [3].

Tak, po 3-i rpynu JII HanexunTb Taka, Wo po3-
BMBAETbLCHA MPU MowmpeHin dopmi iHTepcTuyianb-
HOr0O ypaxeHHs fereHb Npu CUCTEMHOMY CKN1epo-
3i (Tabn. 1). MNpu ubomy BuaBAaOTLCS >20% dibpo3y
npwv KOMN’toTepHin Tomorpadii (KT) BuCokoi po3ainb-
HOi 3paTHOCTIi abo popcoBaHa XUTTEBA EMHICTb Ne-
reHb (PXEJ) <70% 3a gaHUMM OLiHKM DYHKLIT 30-
BHiLWHbOrO AnxaHHa (P3/) npn HEBM3HAYEHUX pe-
gynbTatax KT. Takuin peHoTnn JII xapakTepnadyeTbCca
ripwoto BuxuBaHicTio (35 npotn 56%, 3a pesynbTa-
Tamn meTaaHanidy Lefévre Ta cnisastopis [9]) nopis-
HaHO 3 JIAT (1-wa rpyna), notpebye OOpOX40oro ta
OinbL cneymdiyHOro NikyBaHHS, ike MOXe BKJtoYa-
T iMyHOCynpecusHi npenapatu [10] Ta TapreToBaHy
aHTU®iIbpoTnyHy Tepanito [11]. 3acTocyBaHHs npe-
napariB ans nikysaHHs JIAI 3anuwaeTbCcs guckyTa-
6eNbHUM NUTaHHAM, afiXe NepeBaxHo B paHo0Mi30-
BaHi JOCNIOKEHHSA 3 OUIHKM eDEKTUBHOCTI cneuudiy-
HOi Tepanii JIA[ He BKJIlOYaIM NAUIEHTIB 3i 3HAYHUM
ypaxeHHam nereHb npu C3CT. € okpemi cnocTepe-
XXEHHS, SIKi AeMOHCTPYIOTb KpaLLmi NPOrHo3 Ha GOHi
3aCcTOCyBaHHs npenapartiB Ans nikysaHHsa JIAL [12],
asie € 1 Ti, WO cBig4YaTb Npo BiacyTHiCTb edekTy [13].

MocTtkaningpHa JII (2-ra rpyna), 9k npasuno,
He noTpebye cneuundivyHoro nikyeaHHa JII, a nuwe
npuiomMy npenapaTiB 4SS CUMMITOMHOIO JliKyBaHHS
CepLeBOi HEAOCTATHOCTI, apuUTMIN, ilwemii miokap-
na towo. Mpn C3CT moxe popmyBaTucs, K Ha-
cnipok ¢ibpo3y Miokapaa, HegoCTaTHICTb AK CUC-
TONIYHOT (CepueBa HeOoCTaTHICTb i3 MOMIPHO 3HU-
XeHOo dpakuieto Bukmnay — 6113bko 2% nauieHTiB
i3 CUCTEMHNM CKNEPO30M), TaK i AiaCTONIYHOT DYHK-
uii (cepueBa HegocTaTHICTb 3i 30epexeHoto ¢ppak-
uieto Bukmnay — 61m3bko 18% nauieHTiB i3 cuctem-
HUM cknepo3om) [5, 14]. 3rigHo 3 gaHumMK Bourji Ta
cniBaBTopiB [15], HAABHICTb AiaCTONIYHOT ANCHYHK-
uii niBMx BigainiB cepusa y NauieHTiB i3 CUCTEMHUM
CK/1EPO30M XapakTepu3yeTbCs BABIYI BULLUM pU-
31MKOM CMEepPTi NOPIBHAHO i3 nauieHTamm 3 JI1AlN, aki
NPV BU3HAYEHHI rEMOAMHAMIKN HE MalTb MOCTKa-
ninapHoi JII.

BeHookno3iiHa xBopoba nereHb TakoX Moxe
chopmMyBaTUCS Yy MALLIEHTIB i3 CUCTEMHUM CKJie-
po3om. [i xapakTepHUMmM nNposiBamMu € 36iNbLUEHHS
nim@aTn4HMUX BY3NiB, LEHTPUNOOYNAPHI MOMYTHIH-
Hs 3a TMNOM MaTOBOrO ckia i cenTanbHi NiHiTi Ha KT
NlereHb, 3HWXEHHSA ANGY3iNHOT 34aTHOCTI NIEreHb
3a MoHookcuaom Byrneuo (A3JIMB) <50% Ta Taxka
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Tabnuug 1

Kpurepii ansa pudepenuiauii pisnux popm JII npu cuctemHoMy ckneposi (ananToaHo 3 focnigxeHHs Almaaitah 1a iH., 2020)

MowmwnpeHictb
npu cucTem-
HOMY cKJie-
posi

Tun IC

60%, yacri-
e npu nimito-
BaHii

JIAT (1-wa rpyna)

Ayxe piako,
Marno AiarHoc-
TYETbCA

BOXJ1 (1-wa rpy-
na)

JIr-3J1B (2-ra rpy-

21%
na)

19%, yacriwe

OCHOBHi XapaKTepucTUKu

CepTJIA > 35 mm pT. CT.

KT: Hemae 3Ha4HWX 3MiH napeHxiMu
ExoKI': Hemae 3MiH a60 MiHiManbHi 3MiHu

niBuX BiaAinis

N3MB < 50%

KT: centanbHi nixii, matoBe ckno, 36inb-

LIEHHS NiMbATUYHNX BY3NiB

AHaMHe3: cTapLuuii Bik, OXUpiHHS, AT, uy-

KpoBwit fiabet, O,
EKT: BJIHNT abo rineptpodis JILLI.

ExoKr: punatauis JIM abo HegocTaTHicTb /
CTEHO3 KNanaHiB niBuX BiaAinis cepus

Knc

Mpekaningpxa JI
CepT/NA >20 mm pT. CT.
T3JIA <15 mm pT. CT.

JICO >2 op. Byna
lMpekaningpra JI
CepTJ1A >20 mm pT. CT.
T3/1A <15 mMm prT. CT.

JICO > 2 op. Byma
MocTkaninspxa JIr
CepTJIA >20 mm pT. CT.
T311A >15 mm pT. CT.

JICO <3 op. Byna (i3onboBaHa), abo
>3 on. Byna (kombiHoBaHa)
lMpexaningpra JIr
CepTJIA >20 mm pT. CT. (3a3BMyai
<35 MM pT. CT.)

T3/1A <15 mMm prT. CT.

JlikyBaHHs

Tepania JIr
TpaHcnnaHTauis nereHb

Diypetukn
06epexHa Tepania JII
TpaHcnnaHTawis nereHb

Diypetukn
JlikyBaHHs 3aXBOPIOBAHHSI
niBuX BiaAinis cepus

IMyHOCYnpecuBHa Tepanis
HiHTepaHio
TpaHcnnaHTaw,is nereHb

JIr-311 (3-14 rpy- npu audy3Hii OXEN <70%

na) 3 YPaXEHHIM 3MiHM napeHximMu nereHb
LLKipK

XTENT (4-1a rpy- Hesizoma TIB B aHaMHesi

na) KT-o3Hakun TEJIA

JICO >2 opn. Bypa

Mpekaningpxa JIM AHTUKOArYNSHTY
CepT/NA >20 mm pT. CT. TE
T3JIA <15 mm pT. CT. BA
JICO >2 op. Bypa Piouuryat

Mpumitku: KNC — kaTeTepusavis npasux Bigginis cepus, cepTJIA — cepepHiii TUCK y nereHesiii apTepii, TEJIA — Tpom6oembonis nereHeBoi apTepii;
ExoKI" — exokappmiorpagis, ICO — nerexesuit cyauHHui onip, A3JIMB — audysiiiHa 3aaTHICTL NereHb 3a MOHOOKCUAOM Byrneuto, JIF-3J1IB — ne-
reHeBa rinepTeHais, acouiiioBaHa i3 3axBOpIOBaHHAM NiBuX BipAinis cepus, Al — apTepianbHa rineptensis, @M — ¢ibpunsuis nepencepap, EKM —
enektpokapaiorpadis, BJIHMNI — 6nokaaa nisoi Hixkn nyyka lica, JILL — niBuit wnyHouok, JIM — nise nepencepas, JIM-3J1 — nereHesa rineprexais,
acouiiioBaHa i3 3axBoploBaHHAM nereHb, TTB — TpomM603 rambokux BeH, TE — TpombeHaapTepekTomis, BA — 6anoHHa aHrionnactuka.

rinokcemis. 9k npaBmno, Taki NALiEHTN NOYMHAKTb
OTpMMYyBaTK cneundiyHy Tepanito, ane B HUX BigMi-
YyaloTb aB0 Pe3NCTEHTHICTb [0 NikyBaHHSA, abo nNpo-
rpecytoye NoripweHHs ctany. [ng unx nauieHTiB xa-
pakTepHe Hanripwe BMXMBAHHSA, BOHM NOTPebyloTb
HanpaBJ/IEHHSA Ha TPaHCMaHTaUilo NIereHb nepuo-
4YeproBo 3 MOMEHTY BCTAHOBJIEHHS AiarHo3y [16, 17].

Y koHTekcTi gudepeHuiauii dopm JIIN ocobnmsy
LIiHHICTb MalOThb BXe 3ragaHi BuLLLe gocnigxeHHa D3/,
Ta A3JIMB sk HeiHBa3WBHi IHCTPYMEHTU OJ151 OLLiHKU
XapakTepy i BUPaxXeHOCTi ypaXeHHSs nerexb. Li me-
TOoAW, 3rifHO 3 OCTaHHbLOK HACTaHOBOIO EBponei-
CbKOro ToBapuctsa kapgionoris (ESC) ta Esponeii-
CbKOro pecnipatopHoro Tosapuctea (ERS) 2022 p.
3 piarHocTukm Ta nikyBaHHa JIIN (ESC/ERS 2022) [1],
BXOASATb 00 ckylaay 060B’A3KOBUX 0OCTEXEHb NaLli-
eHTiB i3 JII. ®3[, — ue disionoriyHnii TecT i3 dik-
CyBaHHAM 06’€MIB Ta NOTOKIB MOBITPSA, AKi NaLIEHT
3paTHUIN BauxaTtn abo Buanxatun 3i 3asm4aniHum abdo
MaKCUManbHUM 3YCWMIIJISIM, L0 XapakTepuaye CTaH
HUXHIX auxanbHux wnaxie. A3JIMB — meTopn, gia-
FHOCTUKW MopylleHb ra3o0bMiHy B nereHeBii Tka-
HUHI. [pn LbOMY MOPYLIEHHS NEPEHOCY ANXaNbHUX
ragie (O, Ta CO,) i3 BOMXyBaHOro NoBiTPS [0 apTepi-
aNbHOT KPOBi MOXE OYTU CNPUYMHEHE K NOTipLUaH-
HAM CTPYKTYPHUX Ta/ab0 OYHKLIOHANbHUX BNACTU-
BOCTEl aNbBEONAPHO-KaNinapHoi MembpaHu, Tak
i IHWMMKU aHaToOMO-di3ioNorivHMMK dakTopamu.
Ap)ke npouec nepeHeceHHs MOHOOKCUAY BYreLto
(CO) 3 HaBKONNLLHBLOIO CEPEAOBULLA Y KPOB JIEreHe-
BUX KanifspiB Ma€e gekinbka etanis, 3 AKUX K04YoBe
3Ha4YeHHs MaloTb TpaHcnopTyBaHHa CO go gmxanb-

HUX WNAXiB i anbBeon; nepeHeceHHs CO yepes mexy
MiX razonofibHMM Ta piaMHHMM CepenoBULLEM allb-
BeOoJIIpHO-KaninapHoi membpaHu; andysia CO Bce-
peavHy epuTPOLUTIB i XiMiYHA peakL,isd 3 KOMMNOHEH-
Tamu reMmorno6iHy KpOBi.

Mpw JIAT Ta XTEJT y maiixxe 70 % nauieHTiB BiA-
MivaloTb 3HMXeHHS A3JIMB (<80%). Lie moxe Bia-
OyBaTMCS K BHACNIAOK MOTOBLLEHHS a/IbBEOIAPHO-
KaninsapHoi MmembpaHu Yepes nposnidgepaLliio eHao-
Tenilo, Tak i Yepes3 3MEHLLEHHS KaninsapHoro o6’emy,
ke BUHMKAE Yepe3 peMOLENIOBAHHA Manux apTepin
(rineptpodisa, nnekcndopmHe MOLIKOOXKEHHS), WO
CynpoBOAXYeTbCs 36inbweHHaM OJIC, 3MeHLeH-
HAM XBUJIMHHOTO 06’emy KpoBi (XOK) Ta BUHUKHEH-
HsIM nokanbHoro Tpom603y [18]. Okpim Toro, Ha no-
KasHuk A3JIMB MoXyTb BNANBATU KYPIHHS, HASIBHICTb
iHTpanereHeBnx abo iHTpakapAianbHUX LUYHTIB, KOH-
ueHTpauis remorno6iny [19]. A3JIMB <50 % € 3Hauy-
MM MapPKEPOM HASABHOCTI YpaXXeHHS NereHeBux Ccy-
OVWH (4acTiwe Npm BEHOOKJII03iHil XBOPOOi nereHb)
abo napeHximu nerexb [20]. Y nauieHTIB i3 cuctemM-
HUM cknepo3om AO3JIMB <60 % acouioeTbca 3 Ha-
aBHicTto JIAI y nauieHTiB i3 HE3HAYHUMU KNIHIYHUMW
cumnTomamm [21], a BigHoweHHa O3JIMB / anbBe-
onapHuii 06’em <60 % € NpeanKTOPOM BUHUKHEHHS
NI npoTarom HacTynHmx 36 mic [22, 23].

IcHytOTb AaHi, wo A3JIMB Mmoxe 6yTn TakoX npo-
FHOCTUYHMM MapkepoM Anga nauieHTis 3 IJIAl [24,
25], XTEJI [26] Ta npu CUCTEMHOMY CKNneposi [27].
Ller nokasHuk gopmaHmnin y kanbkynatop REVEAL
(Registry to Evaluate Early and Long-term PAH Disease
Management) 1.0 Ta REVEAL 2.0 ans BUSHa4eHHS BU-
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Tabnuusg 2
KniHiko-gemorpadiusi napameTpu, nokasHukn GyHKUii 30BHilHbOro AnxaHHs Ta 131 y nauieurie i3 JIF (M=CKI a6o n, %)

MokasHuk JIT 3aranom (n=60) INIAT (n=15) JIATr-C3CT (n=15) JIAT-BBC (n=15) XTENT (n=15)
Bik, poku 48,65+1,34 46,87+2,26 50,93+2,83 45,93+2,44 50,87+3,09
3picT, cm 168,92+1,06 169,40+2,23 167,27+2,03 168,47+2,17 170,53+2,20
Maca Tina, kr 72,09+2,03 T7,47+5,64 69,80+3,14 67,54+3,64 73,53+3,25
IMT, kr/m? 25,15+0,58 26,65+1,27 25,07+1,29 23,70+1,12 25,18+0,85
Xinku/4onoBiku, n (%) 39 (65) / 21 (35) 10(66,7)/5(33,3)  10(66,7) /5 (33,3) 11(73,3) /4 (26,7) 8(53,3)/7(46,7)
Xen, % 79,85+1,84 87,53+3,88*" 75,73+4,14 71,73+3,97 83,00+4,52
DXEN, % 76,64+2,01 85,93+4,15" 73,09+5,47 70,13+4,04 79,00+4,48
0dB,, % 77,61+1,99 86,67+4,54*" 73,134,221 67,80+4,06° 83,20+4,89"
0B,/ DXEN, % 107,13+1,01 106,20+2,45 106,00+2,31 102,67+1,94° 110,47+2,88"
0B, / XEN, % 102,09+0,86 102,73+2,01 101,67+2,08 99,00+2,03 103,27+2,22
MLB, % 67,56+2,29 74,87+4,19" 61,53+5,17 56,80+3,65 70,00+6,06
MOLL-75, % 65,75+2,59 72,87+5,69" 60,40+5,65 57,07+4,07 69,87+6,43
MOLL-50, % 72,00£2,99 84,73+8,24" 70,00+6,83 55,73+5,55° 78,53+6,52"
MOLL-25, % 76,25+4,25 71,75%7,26 72,87£7,15 58,33+6,56 75,36+7,21
O3JIMB, % 55,92+2,34 60,40+3,59** 30,47+3,37%" 63,07£6,14** 57,20+4,18**
3€1, % 80,88+2,32 90,93+3,67* 83,13+4,24 70,07+4,87 79,40+4,38

TMpumitkn: M — cepeHe 3Ha4eHHs nokasHuka y BkaaaHiii rpyni; CKIM — cepeaHbokBagpatiyHa noxudka; *p<0,05 nopisHAHO 3 MM noka3Hukom JII-
C3CT; **p<0,001 nopiBHsiHO 3 uum nokasHukom JIMT-C3CT; “p<0,05 nopiBHsHO 3 igeHTMYHUM nokasHukom rpynu JIF-BBC; ““p<0,001 nopiBHsiHO
3 igeHTnyHnM nokasHukom rpynu JINr-BBC; ®p<0,05 nopisHAHO 3 ineHTUYHMM nokasHukom rpynu XTEJIT; $¥p<0,001 nopiBHAHO 3 ifeHTUYHNM NOKA3HN-
kom rpynu XTENT. JIM — nerewxesa rineptensis; IIAF — igionaTnyHa nereHesa aptepianbHa rineptensis; IMT — ingekc macu Tina; OPB, — 06’em dop-
coBaHoro Buamnxy 3a 1 cekynay; MLLIB — nikosa wauakicTb Buanxy; MOLL — makcumanbHa 06’emMHa WBKMAKICTb BUamMXy; 75, 25, 50 — yactka OXEN,
Ika 3aNNLIAETLCS B JIEreHsIX Ha MOMEHT BUMiptoBaHHS; 1I3J/IMB — andyasiiiHa 3aaTHICTb 3@ MOHOOKCMAOM BYEL0.

Ta6nuusa 3
PesynbTatn KopensuiiiHo-perpeciiiHoro aHanidy* ocHoBHux nokasuukie ®3[ y nauientis i3 JIF
Xen, % DXEN, % 0dB,, %
MokasHuk

r P P2 r P P2 r P: P2
Bik, poku 0,050 0,702 H3 0,086 0,530 H3 0,051 0,698 H3
Maca Tina, kr 0,130 0,321 H3 0,171 0,212 H3 0,266 0,040* 0,172
Sp0,, % 0,143 0,308 H3 0,109 0,456 H3 0,174 0,212 H3
[ucraHuis 6XT, M 0,080 0,553 H3 0,090 0,527 H3 0,127 0,345 H3
F'emorno6iu, r/n -0,010 0,942 H3 -0,024 0,865 H3 0,031 0,813 H3
N-KMHYM, nr/mn 0,004 0,974 H3 -0,006 0,966 H3 -0,003 0,983 H3
Iupekc NN, mn/m? -0,260 0,053 H3 -0,320 0,022* 0,009* -0,215 0,111 H3
TAPSE, Mm -0,098 0,458 H3 -0,076 0,582 H3 -0,088 0,506 H3
CepTJ/IA, MM pT. CT. 0,139 0,327 H3 0,129 0,388 H3 0,122 0,389 H3
CTMLW, mm pT. cT. 0,030 0,839 H3 0,008 0,959 H3 0,039 0,792 H3
3J10, op. Byna 0,245 0,105 H3 0,231 0,147 H3 0,246 0,103 H3
Sa0,, % 0,005 0,974 H3 —-0,014 0,926 H3 0,092 0,529 H3
HasiBHicTs BBC -0,287 0,026*  0,037* | -0,268 0,048 0,150 -0,370 0,004* 0,027*
HasiBHicTb cuctemtoro ckneposy | —0,114 0,384 H3 -0,067 0,629 H3 -0,100 0,449 H3
Tect ANOVA p=0,037 p=0,012 p=0,021

*Y Tabnuui npeacTaBneHo NnLLe NOKa3HWKM, iKi Manu CTAaTUCTUYHO 3HAYYLLY KOPENsLiio; p; — CTAaTUCTUYHA 3HAYYLLICTb KOPENSLIAHOTO 3B’3KY; P, —
CTaTUCTMYHA 3HAYYLLICTb MYNbTUPAKTOPHOTO PErPECIAHONO aHaniay.

TMpumitkn: H3 — He 3HauyLwwo; 6XT — TecT 6-xBUNMHHOI X0AbOM; N-KMHYT — N-kiHLeBuit Mo3koBMiA HaTpiltypeTuyHuii nponenTug; NN — npase nepea-
cepas; TAPSE — cuctoniyHa ekckypeis niowmHm KinbLs TpukycnigansHoro knanana; CTIL — cuctoniynnii Tuck y npasomy wayHouky; CepTrL —
CepeHiii Tuck y npaBomy wayHouky; 3J10 — 3aranbHuii nereqesuii onip; Sa0, — Hacu4eHHs kucHeM apTepianbHoi kposi; ANOVA — gucnepciitHuii aHanis.

XWBaHHSA naujieHTiB i3 JIAI abo XTEJI [27-29]. OgHak
He3BaXxalouu Ha NOLIMPEHICTb BUKopucTaHHa 43JIMB
L7151 OLLIHKM MPOrHO3Y Y NALEHTIB i3 CUCTEMHUM CKJle-
PO30M i Oro 060B’A3KOBICTb 3aCTOCYBAHHS Y NALLIEHTIB
i3J1I, HapasiicHye KPUTUYHO Manui 06Car A0CNIAXEHb,

pameTpamu, SKi XxapakTepuayioTb QYHKLIOHANbHU
CTaH nauieHTa Ta NOpPYyLUEHHS BHYTPILLHbLOCEPLEBOT
reMoauHaMikun.

MATEPIAJIU TA METOOMU

AKi nopiBHOBaNM 6 MOro BiAMIHHOCTI, NPOBOAAYN MO-
LYK iX IMOBIPHUX NPUYMH B acoujiauii 3 GyHKLiOHaNb-
HMM CTaTyCOM Ta reMoaMHaMikoo, 0cobnnBO Y natli-
eHTiB 3 JIIN, nor’a3aHoto i3 C3CT.

MeTa pocnig)XeHHSs: OUiHUTK nokasHukn P30
Ta A3JIMB y nauieHTiB i3 JIAT-C3CT Ta nopiBHATM iX
i3 nokasHmkamm npu iHwmx popmax JIr. Okpim TOro,
NMPOBECTN BU3HAYEHHS KOPENAUIMHNX 3B’A3KIiB MiX
OCHOBHUMM noka3Hukamn 30 ta A3JIMB Ta na-

Y pocnipgxeHHsa 3any4eHo 60 nauieHTiB, ki 6ynu
rocnitTanizoBaHi y BifaiNleHHA BTOPUHHUX Ta nere-
HeBux rineptensin 1Y «HHL, «lncTuTyT kapaionorii,
KNiHIYHOT Ta pereHepaTUBHOI MegULVHN iMeHi aka-
nemika M.[. Ctpaxecka HAMH YkpaiHun», i aknum
nicng nNnpoBeaeHHs BCiX HEeOOXiaHUX AoChniaXeHb
3rigHo 3 YHidiKOBaHMM MPOTOKOAOM 3 AiarHOCTUKU
Ta nikysaHHa JII [30] Ta pekomeHpauiamn ESC/ERS
2022 [1], miarHocToBaHo JIAI a6o XTEJII: 15 naui-
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Tabnuus 4
Pe3ynbTaTtu KopensuiliHo-perpeciiiHoro aHaniay* 0oCHOBHUX
NoKa3HMKiB ra3000MiHy y nauieHTis i3 JIF

N3NIMB, % 3€1,%

Moka3Huk

r P1 ) r P1 )
Bik, poku -0,269 0,037 0,745 -0,197 0,132 H3
Maca Tina, kr 0,200 0,125 H3 0,138 0,294 H3
Sp0,, % 0,534 <0,001* 0,072 0,337 -0,014* 0,832
[Oucranuis 6XT,m 0,315 0,017* 0,009* 0,220 0,100 H3
F'emorno6iH, r/n 0,084 0,527 H3 | -0,041 0,759 H3
N-KMHYM, nr/mn ~ —0,257 0,051 H3  -0,078 0,558 H3
Inpekc MM, mn/m2  —0,085 0,535 H3 | -0,294 0,028* 0,003*

TAPSE, Mm 0,146 0,264 H3 0,163 0,214 H3
CepT/IA, mmpt. cT. | 0,305 0,028* 0,040* 0,063 0,658 H3
CTNLW, mm pt.cT. 0,400 0,004* 0,002* 0,105 0,473 H3
3110, op. Byna 0,119 0,435 H3 0,023 0,879 H3
Sa02, % 0,222 0,125 H3 0,183 0,208 H3
HasBHictb BBC 0,238 0,067 H3 | -0,057 0,667 H3
HasshicT CC -0,597 <0,001* <0,001* -0,302 0,019* 0,006*
Tect ANOVA p=0,037 p=0,002

*Y Tabnuui npencTaBneHo NuLe NoKa3HUKM, AKi Manmu CTaTUCTUYHO 3Ha-
4yLLy KOPensLiio; p; — CTaTUCTMYHA 3HAYYLLICTb KOPENSLIAHOro 3B’A3KY;
P, — CTATUCTMYHA 3HAYYLLCTb MYNbTU(HAKTOPHOTO PErPECIiHOr0o aHani3y.
Mpumitkn: H3 — He 3Hauwywo; 6XT — TecT 6-XBMANHHOI X0LbOM;
N-KMHYI — N-kiHLeBMiA MO3KOBUIN HATPilypeTuyHuin nponentug; MM —
npaee nepencepns; TAPSE — cucroniyHa eKcKypcis NoWmMHU Kinbls
TpukycnipansHoro knanaxa; CTLL — cucToniyHuii TUCK y NpaBoMmy Luy-
Houky; CepTILW — cepepHiii Tuck y npasomy wayHouky; 3/10 — 3aranb-
HWit nereHesunid onip; Sa0, — HAaCWYeHHs KMCHEM apTepianbHOi KPOBi;
BBC — BpomxeHa Bapa cepusi; CC — cuctemuuii cknepos; ANOVA —
AMCMEPCINHUIA aHania.

eHTiB 3 IJIAl, 15 — 3 JIAI-BBC, 15 — i3 XTEJII, 15 —
3 JIAT-C3CT.

BkasaHi rpynu naujieHTiB 6ynm cTaTUCTUYHO 3i-
CTaBHMMM MiX coO0I0 3a BiKOM, 3pOCTOM, CTaTTIO,
Macolo Ta iHgekcoM Macu Tina (tabn. 2). Yci naui-
€HTU nepep BU3HavyeHHam O3 ta A3JIMB 6ynu
KOMMEHCOBaHi, nepebyBanu B €yBOIIOMIYHOMY CTa-
Hi Ta He npuiManu cneundivyHoi Tepanii JIr. Y rpy-
ny JIA-BBC yBinwnuv nauieHTu, y Sk1ux Baga cepus
He Oyna kopuroeaHa (Bnepuue BusiBneHa abo BU3Ha-
Ha HeornepabebHO Yepes BUCOKNIA TUCK Y nereHe-
Bilh apTepii). Kputepisamm HezanyyeHHsa Byam KiHiYHO
3HauYyLLi CynyTHi 3aXBOPIOBaHHSA (XpOHiYHa XBOpob6a
HUPOK 3—-4-i cTaaii, 3Havywa ANCHYHKLIA NedviHku,
[EeKOMIMEHCOBaHUM LLYKPOBMiA AiabeT, NCUxivHi po3-
nagu, ckeneTHo-M’930Bi MOPYLUEHHS PO3BUTKY rpy.a-
HOT KJTiTKW).

Ycim nauieHTamMm NnpoBOANINCS TECT 6-XBUIMHHOI
xoabbu (6-XT), cnipomeTpis, Bu3HaveHHs 3JIMB Ta
rasiBy KpoBi, aHani3 KpoBi Ha N-KiHLEBWNIN MO3KOBUI
HaTpinypetnyHnin nentug (N-KMHYIM), exokapgio-
rpadis (ExoKrl) Ta KIMC.

6-XT NpoBOAMBCS 3a CTaHOAAPTHOI MeToAu-
KOlo, 6as3ylyncb Ha NPOTOKONi AMEepMKaHCbKO-
ro TopakanbHoro toeapucrtea (American Thoracic
Society) [31]. BuaHavyanu gucraHuito, aky naui-
€HT NPOXOAMUTb NPOTAromM 6 xB, Ta CTyNiHb 3aAuLLU-
Kun 3a Borg.

3pasku ans Bu3HavyeHHs pisHa HKMHYTI 6pann
BPaHL HaTLLe 3 N1a3My BEHO3HOT KPOBi, TpaHCNop-
TyBanu y BakyTamHepax i3 niTin-renapuHoM i refiem,

nicns ueHTpudyryBaHHs, y XOnogubHUKY y TeMne-
paTypHoMy pexumi 2-25 °C, Ta Hagani o6pobnanu
METOA0M XEMINOMIHECLEHTHOIO aHanisy.

ExoKI" o6cTexeHHs nauieHTiB NpoBOAUIOCS
Ha anapari Aplio Artida SSH-880 CV (Toshiba, Ano-
Hifl) 3 BUKOPUCTaHHAM CEKTOpPasibHOro gatymka PST-
30BT (2-4 MT'u). NMpoTokon BKAOYAB BU3HAYEHHS
Ta 064YNCIIEHHN NapamMeTpiB, PEKOMEHO0BaHMX AJS
OUiHKK 3a ocTaHHiMM pekomeHpauismu ESC/ERS
2022: nnowa npasoro nepeacepas (M), cnieeigHo-
LLEeHHS 6a3aNbHMX PO3MIpiB MPaBOro Ta NiBOro Lwy-
Houka (MLW/J1LL), ekckypcis KinbUg TPUKyCniganbHO-
ro knanaHa (TAPSE — tricuspid annular plane systolic
excursion), nikoBa CUCTONIYHA LWWBUAKICTb PYXy TpU-
KycniganbHOro kinbus (S’), BM3Ha4YeHa 3a ONOMO-
rol TKaHMHHOI gonnaeporpadii, LWBNAKICTb peryp-
ritayii Ha TpuKycnigaabHOMY KianaHi, po3mip Ta
KonabyBaHHS HMXHBLOT MOPOXHUCTOI BeHU (HIB),
CUCTONIYHUIA TUCK Ha nereHeBin apTepii (CTJIA), iH-
[EKC EKCUEHTPMYHOCTI NiIBOrO LWyHOYKa nifg Yac cuc-
TONM Ta AiaCTONN, @ TAKOX HASIBHICTb Y/ BiACYTHICTb
nepukapgaiansHoro smnoTy [1].

KMNC nposogmnacs 3a CTaH4apPTHUM NMPOTOKOIOM
i3 BMUMIipIOBaHHAM TUCKY Yy NpaBoMy nepencepai ta
wnyHouky, J1IA Ta T3J1A. 1ns OouiHKM ra3oBOro ckna-
ny kpoBi 6panu 3pasku i3 JIA, cterHoBoi apTepii Ta,
3a HeOobXiAHOCTI, i3 BEpXHbOi Ta HUXHbLOT MOPOXHUC-
Toi BeHU. OuiHka reMogmMHaMikuy BkJtoYana BUMIipto-
BaHHS METO40M TEPMOAUNIOLIT XBUIMHHOIO 06’ eMy
kpoBi (XOK) 3 BUKOPUCTAHHAM TEPMOANIOLIAHOIO
kateTepa CeaHa — lNaHua (Edwards LifeSciences,
Argon, CLLUA, a6o B. Braun, HimeydynHa) po3amipom
7F Ta peaHimauinHo-XipyprivHOro moHitopa tOM
300 I15 BupobHuutea «kOtac» (YkpaiHa) i3 BOymo-
BaHUMW €NeKTPOHHUMKN B610KaMu iHBA3UBHOIO BU-
MiplOBaHHS apTepianbHoro Tucky (AT) Ta Tepmoau-
JIoUIT, 3 HACTYMHOO KanbKynAaLUIE CEPLEBOro iHOEK-
cy (Cl), ynapHoro o6’emy (YO), yaapHoro iHoekcy
(YIl), OJI1C, 3aranbHoro nereHesoro onopy (3J10) Ta
CUCTEMHOr0 cyamHHoro onopy (CCO) [1]. Y nauieH-
TiB i3 JIAI-BBC XOK Bn3Ha4anu 3a JONOMOro Me-
Tony ®dika nicng NnpsMoro BU3HaA4Ye€HHS MiHiMabHO-
ro NOrJINHAHHS KUCHIO 32 A0MNOMOIOl0 CUCTEMU OIS
KOMMJIEKCHOI OLiHKN nereHeBoi @yHKLii ErgostikTM
(Geratherm Respiratory, HimeuunHa) Ta nporpamHo-
ro 3abesnedveHHsa Blue Cherry V1.3.2.0 (Geratherm
Respiratory, HimeuunHa).

BumiptoBaHHs BenmM4nH napametpis @3/ Ta
A3JIMB npoBogunu 3a AOMNOMOrol cnipomeTtpa
3 andyasieto Diffustik™ (Geratherm Respiratory,
HimeuyumHa) Ta nporpamMmHoro 3abesnedyeHHs Blue
Cherry V1.3.2.0 (Geratherm Respiratory, Himeu-
yuHa). OuiHloBanu Taki nokasHukn: XEJ, PXXEJ,
O®dB,, MNLWB, makcnmanbHi 06’€MHI LWBUAKOCTI BU-
onxy (MOLL-75, MOLW-50, MOLL-25), A3JIMB, 3a-
rasbHy EMHICTb nereHb (3€J1). Y pasi 3HMXeHHS piB-
HiB MOKA3HMUKIB, LLO XapakTepnadyioTb OOCTPYKTUBHI
3MiHn (ODB,, MOLLU-75, MOLL-50, MOLL-25) nopat-
KOBO NpoBOAVAM BpoHxoannaTauiinHy npooy i3 canb-
6yTaMonoM AN N0AasbLLIOr0 BU3HAYEHHS iX 3BOPOT-
HOCTIi 4/ HE3BOPOTHOCTI.
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Byno cTBopeHo eanHy 6a3y gaHux nawieHTiB, 3a-
NIY4EeHUX y AocnigxeHHs. CTaTUCTUYHMIA aHani3 BUKO-
HyBaBCSs 3a AOMOMOr0Ol0 CTaTUCTMYHOIO NakeTa ajs
couianbHux Hayk (IBM SPSS Statistics, Bepcia 27.0,
SPSSInc., CLLA). Yci gocnigxyBaHi noka3Huku 6ynm
BinobGpaxeHi sk yacTka y BincoTkax abo sk cepeHe
3HaYeHHs i cepeaHbokBaapaTuyHa noxmobka (CKI).
MpoBeneHo OLiHKY BIAMIHHOCTEN MiX rpynamm 3a 40-
MOMOrol0 t-KpuTepilo HesanexHoi BUBIPKK Ta OLLiH-
Ky acouiauii Mix nokasHmkamu, LWo BUMIpIOBanu-
cs, 3a A0MNOMOroto KopensiuiiHoro aHaniady Cnipme-
Ha. CTaTUCTMYHO 3HAYYLUMMMN BBAXKaaN NOKA3HUKN
p<0,05 — ix y noganbLLiOMy OLUiHIOBaNK 3a 4ONOMO-
roto 6aratodakTopHOro perpecinHoro aHanisy. o-
LinbHiCTb 06paHoi Moaeni Ansa perpecinHoro aHani-
3y ouiHoBanu 3a gonomoroto Tecty ANOVA.

PE3YJIbTATU OOCNIAXKEHHSA

CepepfHin BiK MauieHTiB 3arajom y KOropTi cTa-
HoBMB 48,65%1,34 poky. 3a cTaTTio NnepeBaxanu
XiHKM (cepepn ycix nauieHTiB — 65%, IJIAIT — 66,7%,
JIAT-C3CT — 66,7%, JIAr-BBC — 73,3%, XTEJTT —
58,3%).

Hawripwi nokasHukn M3/, BUSBNeHi y nauieHTiB
i3 JIAC-BBC (tabn. 3). MNpote XEJ1 i ®XE B ce-
peaHbOMY NepeBuLLyBanmM NOPOroBe 3HAYEHHS
70%. Y naujeHTiB i3 JIAT-BBC XXEJ1 6yna mMeHLloto
Ha 15,8%, Hix y rpyni JTA[; ®XEJT — Ha 15,8%, Hix
y rpyni UIAl; OPB,; — Ha 18,87 i 15,4%, Hix y rpy-
nax IJIAI Ta XTEJII BignoBiaHo; BiaHoWeHHA ODB, /
®XEJT — Ha 7,8%, Hix y rpyni XTEJT; MWB —
Ha 18,07%, Hix y rpyni JTAl; MOLU-75 — Ha 15,8%,
HixXXy rpyni IJTAT; MOLU50 — Ha 29122,8%, Hix y rpy-
nax IJTAI Ta XTEJT.

O3JIMB 6yna HaliHUX4010 y XxBopux i3 JIAT-C3CT
(30,47+3,37%), wo 6yno CTaTUCTUYHO 3HAYYLLNM
MOPIBHAHO 3 yCiMa iHWWUMW OOCHIAXYBAHUMU FPY-
namu JIr. 3aranowm, y Bcix rpynax JII A3JIMB 6yna
B CEPEAHBOMY MEHLLOK, HXXK MOKa3HUK HOPMU (BULLE
Hix 70-80% 3a pisHuMM pekomeHpauiamn [32]).
HarHuxya 3€J1(70,07+4,87%) BigmiveHa y naLjieH-
TiB i3 JIMC-BBC, ooHak Take 3HUXEHHs He Oyro cTa-
TUCTUYHO AOCTOBIPHUM BiAHOCHO iHLUVX JOCHIAXYBa-
Hux rpyn JII. CTtaTucTnyHa LOCTOBIPHICTb 3HUXKEHHS
BusiBNeHa npu nopieHaHHI JINC-C3CT i3 rpynoto JTIAT
(83,13% 4,24% npotn 90,93+3,67%).

KopensuinHnii aHania 3a CnipmeHoM npoBefe-
HUI MiX OCHOBHMMU nokasHukamu A3/, A3JIMB,
3€J1 Ta BCiMa nokasHukamMmu KniHiko-nabopaTtopHo-
ro Ta iHCTPYMEHTaNbHOro 0OCTEXEHHS MaLieHTIB
i3 JIl (tabn. 3, 4). BctaHoBneHo, wo XEJ1 mana cta-
TUCTUYHO 3HAYYLLWIA KOPENSLiMHNI 3B’A30K 3 HasAB-
HicTio BBC. ®>KEJ1 cTaTUCTUYHO 3HAYYLL0 acollito-
Basiacya 3 ANCTaHLiEl0, NponaeHoto nig yac 6XT, iH-
nexkcom M1, BumipsHum npmn ExoKIl', Ta HaaBHICTIO
BBC. O®B, cTaTUCTMYHO 3HaYYLLLO KOPEJItOBaRB i3 Ma-
coto Tina Ta HaaBHicTio BBC. baratodakTopHuii pe-
rpecinHnin aHanis NpPoOAEMOHCTPYBAaB, WO He3anex-
Hi CTATUCTUYHO 3HauwyLi Kopensuii 6ynm mix XEJ
(p=0,037) i ODB, (p=0,027) Ta HasBHicTI0O BBC, Mix
®XKEN Ta ingekcom MMM (p=0,009), mix A3JIMB Ta
ancTaHuieto, npoaeHoto nig yac 6XT (p=0,009),
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CpTJ1A (p=0,040) i cepeaHim Tnckom y ML (p=0,002)
Ta HAsIBHICTIO CUCTEMHOrO cknepo3sy (p<0,001), mix
3€J1 ta ingekcom IMIM (p=0,003) Ta HaaBHICTIO cUC-
TeMHoro cknepoasy (p=0,006). MNpu NnpoBeaeHHi KO-
pensuinHo-perpecinHoro aHaniay okpemo B rpy-
ni JIT-C3CT BnSABNEHO He3aNexHi CTaTUCTUYHO
3HauyLi kopensauii mix piBHem pCO, B apTepianb-
Hin kpoBi Ta XEJ (beta=0,629, p=0,021, ANOVA
p=0,021), ®XEJ (beta=0,964, p=0,008, ANOVA
p=0,015), O®PB1 (beta=0,562, p=0,046, ANOVA
p=0,046). Okpim Toro, A3J/IMB oocTOBipHO KOpe-
noBana i3 cepegHiM TUCKOM y NpaBoOMy nepeacep-
ai (beta=-0,590, p=0,026, ANOVA p=0,026), a 3€J1
i3 ctyneHem konabysaHHs HIMB, Bn3HayeHnM nig yac
ExoKT (beta=0,542, p=0,037, ANOVA p=0,037).

Takum YMHOM, y nauieHTiB 3 JIAI Halbinbl BU-
paxeHi nopylweHHa D3/, 3adikcoBaHi 3a HAABHOCTI
BBC, a HalibinbLu BupaxeHi amiHn A3JIMB ta 3€J1 —
3a HaaBHOCTI C3CT (0c06/MBO CUCTEMHOIO CK1epO-
3y). Mpu ubomy y nauieHTis 3 C3CT nokasHukn @3/,
Oynn Maixe B Mexax HOPMU, O CBiAYUTb MPO He-
0b6XigHiCTb NpoBeaeHHs ouiHkM came A3JIMB Bcim
nauieHTam 3 Lieto naTonorieto, agxe B HaWOMY A0-
cnipgxeHHi came A3JIMB acouitoBanacse i3 GyHKLiO-
Ha/bHMM CTAaHOM NauieHTIB (aucTaHuieto 6XT) Ta no-
PYLIEHHAM reMOANHaMIKN (BULLMM TUCKOM B JlereHe-
Bit apTepii Ta I1IT).

OBrOBOPEHHSA

Hawe pocnigxeHHa nigTBepamno pesynbTaTi iH-
LLINX CNOCTEPEXEHDb, B IKMX NOKA3aHO, L0 Y NaLieH-
TiB i3 JIAT Ta XTEJII MOXe BigMi4aTUCHA NOPYLLUEHHS
®3/ [33, 34, 35]. Y nonepefHbOMY HalLOMy AOCHi-
I>KeHHI [36], B skoMy, OfiHaK, B aHani3 He Oyo BKJIO-
yeHo nauieHTiB i3 JIAI-CC3T, Big3Havanm cxoxi 3mi-
HM. 3a gaHUMK niTepaTypu, Le NOSCHIOETLCS:

1) HasBHICTIO CUCTEMHOro 3ananeHHsa [37],
npu KoMy BiAOYyBaeTbCHA NepmBackynsapHa iHpinb-
TpaLis AuxanbHUX WAAXIB Npo3anaibHUMK KNiTUHa-
Mu (T-, B-knitTnHamu Ta makpodaramu), iHTepnen-
KiHamu, pakTopoM Hekpo3y nyxnuH-a [38, 39, 40],
fKa y NoaasnbLOMY MOXE BUKNMKATN 0OCTPYKLLIIO AN-
XanbHUX Wnaxis [41];

2) OPOHXOKOHCTPUKLUIED Nia AOielo eHOoTeni-
Hy-1[42];

3) 3HMXEHHAM NPOAYKLIT Ta BMICTY OKCMAay a30-
Ty, SIKMIA 3yMOBIIOE BpoHXxoaMnaTauiio;

4) pednekcom Ennepa — JlinectpaHaa 3i cnasmy-
BaHHSAM OPOHXIB NPW NIOKaNbHOMY MOripLIaHHI KPOBO-
NAVHY B aNbBEOax ANs KpaLwLoi BEHTUAALT TUX 4ins-
HOK, ki MaloTb Kpaly nepdysito;

5) nopyweHHaMn AnXaHHSA, WO BUHUKAKTb
B GpoHxax manoro kaniépy [41], He NPOABNAOTb-
CS'y CTaHi CNOKOI0 Npu 3BMHYaNHIN cnipomeTpii, ane
BM3HA4Yal0Tb 3HUXKEHHSA TONEPAHTHOCTI A0 Pi3NYHUX
HaBaHTaXeHb.

Y nauieHTiB i3 JIAI-BBC BigmivatoTb HanripLi no-
KasHukn @3/, wo 36iraeTbcs 3 pesynbTatamMu iHLWNX
pocnigxeHb [41, 43]. Okpim BULLE3ragaHNX MEXaHI3-
MiB, MPMYMHAMK LLbOFO MOXYTb CNyryBaTu Taki o-
[aTkoBi pakTopwu, Ak gedopmaltis rpyaHOT KNiTkM Ta
yacTi pecnipaTopHi 3aXxBOPOBaHHA B aHaMHe3i. Came
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TOMY, BipOrigHoO, i BigMidann cTaTUCTUYHO 3HAYYLLi
1 He3anexHi kopensuii XXKEJ1 Ta OB, i3 HaaBHiCTIO
BBC. IHWNMK BaXINBUMN MPUYMHAMMU TaKUX 3MiH
MOXYTb 6yTn cynyTHa aedopmalis rpyaHoi KniTku,
3aTpMMKa PO3BUTKY NIEreHb Yy AMTAYOMY Biui (0co-
6n1BO Npu niBo-npaBux LWyHTax [44], a TakoX Cy-
MyTHA aHaToMivyHa PyHKLiOHANbHA FiNOBEHTMUNALIA,
3yMOBJIEHA TPUBAIMM NOPYLUEHHAM BEHTUNALIAHO-
nepgdy3inHOro cniBBiAHOLWEHHS Y 4OPOCANX NALLiEH-
TiB i3 BBC [45] Ta 0c06nMBO BUpaxkeHa npu Qi3nyHmX
HaBaHTAXEHHAX. 3a JaHMMK fliTepaTypu, PecTpuk-
TUBHI MOPYLUEHHA AMXanbHOI GYHKLIi y Takmx naui-
€HTIB TaKOX MOXYTb OYyTV 3yMOBJIEHI MEPEHECEHNMU
KapaioxipypriyHumMmu BTpydaHHamm [33], ane xoneH
3 06CTEXEHUX HAMM NALEHTIB HE MaB Y aHaMHe3i Xi-
pPyprivyHoi Kopekuii Bagu.

BBaxaeTbcd, wo nauieHtn 3 JIAI, ocobnuBo
3 111AT, matoTb nokazHukn O3, B Mexxax Hopmu [46—
50]. MpoTe GaraTo AaHMx CBigyaTh, Wo xsopi 3 JIAT
Ta XTEJI maioTb 3HA4YHO ripwi nokasHukm M3, Hix
ocobu 6e3 umx xBopob. Tak, 3a aaHnmm G.E. Dalonzo
i cnieaBTopiB (1984) ta C.V. Burke i cniBaBTopiB
(1987) [50, 51], 20-40% nauieHTiB 3 IJIA[ MOXYyTb
MaTn OOCTPYKLLIO ANXaNbHUX LUAAXIB, AKY OLiHIOBA-
nn 3a BigHoweHHaM OdB,; no XEJ1 <70%. docni-
nxeHHs Meyer (2002) nokasano, Wo cepeaHin no-
KasHnk OPB, / XXEJ1 6yB CTaTUCTMHHO 3HAYYLLLO HNX-
YMM, HIXX Y KOHTPOJBHIM rpyni — 76 npoTtn 84% [52].
HasaBHICTb NpOTUNEXHUX Pe3ynbTaTiB OO0CNIOXEHb,
MMOBIPHO, NOB’A3aHa 3 TUM, WO CNipOMETPIa € He-
iHOOPMATUBHNUM METOLOM OLIHKM nepudepuyHoi
0BCTPYKLUiT ANXanbHUX LWAXIB, SKa MOXE BUHUKATU
B nauieHTiB i3 JIAIN, agxe ii NOpyLLIEHHS BHOCATb fivle
10% B TOTaNbHUI ONip guxanbHUX wWnaxis [41]. Bu-
saBneHi 3amiHn y rpyni JIAF-C3CT y noka3Hukax, Lo
XapakTepuayTb APiGHMI Kanibp GPOHXIB (3HUXE-
Huih MOLL-75), xou i Bignosiganu gaHum nitepary-
pw WOo[0 3BUYHOIO iIMOBIPHOIO NPOSABY IHTEPCTULL-
aNbHOM0 ypaxXeHHs, ogHak He 6ynn cTaTUCTUYHO [0~
CTOBIPHMMM BiZHOCHO iHWnX ¢popm JII [53].

Y pocnigxeHHi V. Arunthari i cnisasTopis (2010)
He BUABNIEHO Kopensauii Mix nokasHukamun M3 ta
reMmoauHamikm [54], Wwo Bignoeigae pesynbtatam Ha-
LWoro gocnigxeHHsa. BctaHoBneHa HaMmum He3anexHa
kopensauia Mmixx @XXEJ1 Ta 3€EJ1 3 ogHoro 60Ky Ta po3-
Mipowm MM 3 iHWoro — noTpebye noganbLUNX JOCHi-
I>KEeHb Ofig iHTepnpeTauii OoTpMMaHuX gaHux, OCKiflb-
K1 30inbLueHHs nnodwi MM Moxe 3anexartu Big, cTyne-
HS MiABULLEHHS TUCKY B JIEFEHEBIN apTepii, po3mipy
Ta BapiaHTy BHYTPILWHLOCEPLEBOrO LWYHTA Y NaLLiEH-
TiB 3JIAI-BBC, cTyneHs Ta xapakTepy HegocTaTHOC-
Ti TPMCTYNIKOBOIO KfianaHa ToLLO.

3HmxeHHa O3JIMB paHO 4m MNi3HO Big3Ha4vanm
y BCix nauieHTiB i3 JII. Lle NOSCHIOETLCSA CYKYMHICTIO
Pi3HMX MexaHi3MiB: peMoaentoBaHHAM apTepin ma-
JIoro kaniépy Ta ix MikpoTpOMOYBaHHS 3i 3BYXXEHHSAM
abo obcTpyKuieto, AMcdyHKLUie eHaoTenito Kkani-
NapiB 3i 3MiHOO NPOHMKHOCTI | PO3BUTKOM HabPSKYy,
dOopMyBaHHAM MyNbMOBOPOHXiaNbHUX LUYHTIB, HAsAB-
HICTIO BHYTPILLHbOCEPLEBUX LLUYHTIB. Pe3ynbtaTtu Ko-
penauinHo-perpecinHoro aHanisy 43JIMB yacTtkoBo
36irannck i3 TakKMMu y paHilwe npoBeneHnx Aochi-

DkeHHsx. Tak, y pocnigxeHHi M. Szturmowicz i cnis-
aBTopiB (2016) npun O3JIMB <55 % BusBneHa kope-
NAUiS UbOro NoKasHmMKa i3 GyHKLiOHANbHUM K/1TaCcoM
Ta KopoTwoto auctaHuieo 6XT [55]. Ha npoTtuBary
3arajbHOBIAOMOMY 3B’A3KY MatoreHe3dy 3HUXEHHS
ANdyY3iNHOT 30aTHOCTI NereHb i3 NOPYLWEHHAM re-
MOJOMHaMIKM, WO NiATBEPANIOCA BUSIBJIEHMMN HE3A-
JNIEXXHO CTATUCTUYHO 3HAYYLLMMUN KOPENSALLISIMU i3 ce-
penHiMm TUCKOM y nereHesin aptepii ta N, y gocni-
oxeHHi V. Arunthari i cniBaBTOpiB HE BUSBUANU L€l
Kopensauii [54]. ABTOpn NOSICHIOBaNN e 0OMeXeH-
HSIM O0CNIOKEHHS, KON OuiHKa PYHKUIi AWXaHHSA Ta
KMNC npoBoannacs B pi3Hi AHi, Ta TUM, LLLO BOHU 06-
CTeXyBanu TSXKY KaTeropito NawuieHTiB i3 CyrnyTHLOIO
naTtonorieo.

Mpu npoBeaeHHi 6aratopakTOPHOro perpecii-
HOro aHanidy HesaneXHuUM NPeanKTOPOM HU3bKOT
O3JIMB T1a 3€J1 6yna HassBHICTb CUCTEMHOI O CKepo-
3y. Y HawoMmy gocnigxeHHi cepe nauieHTis is C3CT
yacTka XBOPUX i3 CUCTEMHUM CKIEPO30M CTaHOBU-
na 73,3% (11 nauienTiB i3 15). JaHi paHiwe npose-
LEeHOro gocnigxeHHsa Bernstein Ta cniBaBTopiB [56]
CBigyaTh, WO 3 4yTNAUBICTIO 95% naujieHTn i3 cucTem-
HMM cknepo3oM 3 PXKEJT <80% ta 3MB <80% ma-
I0Tb IHTEPCTULiaIbHE 3aXBOPIOBAHHSA NIereHb, sike €
HaBaXKJIMBILLOIO MPUYNHOIO pecnipaTopHUX Nopy-
LWeHb. 3a HaAsABHOCTI iIHTEpPCTULianbHOro ypaxeH-
HSl BMEHLLYETbLCH aNbBeoNnsapHuin 06’em Ta/abo no-
TOBLUYETbLCS anbBeonokaningapHa memopaHa. Okpim
TOro, Bin0yBaeTbCH CyANHHE PEMOAENIOBAHHS 3 NO-
TOBLWEHHSAM CYAVUHHOI CTIHKKX Ta NigBULLLEHHSAM XOP-
ctkocTi apTepin [57]. Mpwn JIT nopyLwyeTbCca nerexHe-
Ba reMoamHamika, Lo aCoLIOETbCA i3 MOTipLUEHHAM
O3JIMB. Y HawoMy gocnigXeHHi napameTpu remo-
ONHaAMIKM Manu He3aneXHi CTaTUCTUYHO 3HaYyLLL KO-
pensuinHi 38’a3km 3 A3JIMB ak y Bcix nauieHTiB 3 1T,
Tak i npu aHanidi koHkpeTHo rpynu JIAM-C3CT. Pa-
Hilwe npoBeneHe pocnigxeHHs Guillén-Del-Castillo
Ta cnisaBTopiB [58] NigTBEPAMNO 3HAYEHHS SK NO-
PYLUEHHSA reMogmnHaMikn, Tak i ypakeHHs napeHxi-
MU B 3HUXeHHI I3MB.

He3anexHa CTaTUCTMYHO 3Ha4yLLa KOPesL,is no-
kasHukiB @31, (OKEJT, DXKEJT, ODPB,) i3 HacnueHHaM
Byrnekucnoro rasy (pCO,) B apTepianbHiit KpOBI, BU-
3Ha4YeHMM NPSMUM METOLO0M ra3oBOro aHanidy nig,
yac KIC, y rpyni JIAT-C3CT, moxe nosicHtoBaTucs
3atpumkoto CO,, NOB’A3aHOI0 i3 riNOBEHTUNSALLEID,
BUKJ/INKAQHOIO YPaXEHHAM JIereHeBOro iHTepCcTuLLito
ab0 X auxanbHUX M’A3iB YHACNIAO0K CYNyTHLOIO J10-
KanbHOro 3anasbHOro npouecy y H1x. HabaraTto Bax-
NNBILLNM BUOAETLCS BUSHAYEHHS KonabysaHHsA HIMB
y IKOCTi npeankTopa 3HmxeHHs 3EJ1. Taknii 3B°a30K
MOXHa MOSICHUTU 3aNIEeXHICTIO CTyNneHs KonabyBaH-
Ha HIMB Big LeHTpanbHOro BEHO3HOI0O TUCKY Ta SAKiC-
TIO ANXaNIbHOT MEXAHIKW Yy 3rafaHoi rpynum NauieHTIB.
3rigHo 3 pesynbTataMm HEW,OAaBHLOIO AOCHIAXEH-
Ha Chaigne Ta cniBaBTopiB (2025), 3E€EJ1 BBaXXaeTbCs
KpaLLmMm MPOrHOCTUYHNM hakTOPOM ANH NALLEHTIB i3
CUCTEMHUM CKJ1EPO30M, Hixx PXEJT [59].
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BUCHOBKMA

1. Cepep ob6cTexeHux rpyn nauieHTn is JIAI-BBC
Manu Hanripwi nokasdHukun 3/, a xBopi i3 JIAT -
C3CT — HanHwmxyy A3JIMB.

2. 3HayHe 3HMxeHHsa O3JIMB Ta 3€J1 y naujieH-
TiB i3 C3CT Ha dOoHi Manxe HOpMaNbHUX NOKA3HN-
kiB P33/, ninTBepanno HeobXxiaHICTb iX BUBHAYEHHS
y BCix xBopux i3 C3CT, aki matoTtb JII.

3. Y nauieHnTiB i3 C3CT nokasHukmn came 43J1IMB
Ta 3€J1 pocToBiIpHO acouitoBanncs 3 GyHKUioHasNb-
HMM CTaHOM NauieHTiB (aMcTaHuieo 6XT) Ta nopy-
LWEHHAM reMoanHamikn (BULWMM TUCKOM B JlereHe-
Bii apTepii Ta IIT).

ABTOPW NOBIAOMASAIOTL NPO BiACYTHICTb KOHPIK-
Ty iHTEpECIB.
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BJTACHI CNOCTEPEXEHHA

PULMONARY FUNCTION AND LUNG lung capacity (TLC), performed right heart cath-
DIFFUSION CAPACITY IN PATIENTS eterization (RHC). Results. The biggest statis-
WITH PULMONARY HYPERTENSION tically significant decrease in PF indicators was
ASSOCIATED WITH SYSTEMIC observed in the group of patients with PAH-CHD,
CONNECTIVE TISSUE DISEASES DLCO — in PAH-SCTD. Independent statistical
COMPARED WITH OTHER FORMS OF correlations were between VC (p = 0.037) and
PULMONARY HYPERTENSION FEV1 (p = 0027) and the presence of CHD, be-

tween FVC and the volumetric index of right atria
(RA) (p =0.009); between DLCO and the 6-min-
ute walking distance (p=0.009), mean pulmonary

S.0. Progonov, G.D. Radchenko,
O.P. Bortkevych

National Scientific Center «M.D. Strazhesko artery pressure (p=0.040), mean right ventricular
Institute of Cardiology, Clinical and Regenerative pressure (p=0.002), presence of systemic scle-
Medicine» of NAMS of Ukraine, Kyiv rosis(SS) (p <0.001); between TLC and the volu-

metric index of RA (p=0.003) and presence of SS
(p=0.006). Conclusions. A significant decrease
in DLCO and TLC in patients with SCTD against
the background of almost normal PF indicators
confirmed the need for their determination in all
patients with PAH-SCTD, in addition to standard
spirometry indicators. DLCO and TLC were sig-
nificantly associated with the functional state of
patients and hemodynamic impairment.

Abstract. The aim. To compare the indicators
of pulmonary function ( PF) and diffusion capac-
ity of the lungs for carbon monoxide (DLCO) in
patients with pulmonary arterial hypertension
(PAH) associated with systemic connective tis-
sue diseases (SCTD) and other forms of pulmo-
nary hypertension (PH). Materials and meth-
ods. 60 patients from 4 statistically comparable
groups were included: 15 patients with idiopath-

ic PAH (IPAH), 15 with PAH associated with con- Key words: connective tissue diseases,
genital heart disease (PAH-CHD), 15 with chron- autoimmune diseases, pulmonary

ic thromboembolic PAH (CTEPH), 15 with PAH- hypertension, pulmonary arterial hypertension,
SCTD. There were assessed vital lung capacity chronic thromboembolic pulmonary

(VC), forced vital capacity (FVC), forced expira- hypertension, pulmonary function, spirometry,
tory volume in 1 second (FEV1), DLCO and total lung diffusion capacity.
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