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3 IHLULUMWN GOPMAMM JIT

MeTta gocnig)xXeHHs1: MopPiBHATY MOKa3HUKN QYHKLii 30BHILLIHBOIro An-
xaHHs (P3/]) Ta Angy3iriHOi 3A4aTHOCTI 1IereHb 3a MOHOOKCUAOM BYr -
neuto (A3JIMB) y nauieHTiB i3 1ereHeBor apTepiaabHOK rinepTeH3ien
(J1AT), acouirioBaHO0 i3 CUCTEMHUMM 3aXBOPIOBAHHSIMM C10J/1y4HOI TKa -
HuHWM (C3CT), 3 iHWwWnmm popmamm nereHeBoi rinepteHsii (J1IN). MaTepi-
anu i metogun. 3asydeHo 60 nauieHTiB 4 cTaTUCTUYHO 3ICTaBHUX rpyr:
15 nauieHTiB 3 igionatnyHoro JIAI, 15 — 3 JIAl, acouirioBaHoO0 i3 BpogxXe-
Hoto Bagoro cepusi (JIAM-BBC), 15 — i3 XxpOHi4HOO TPOMO0OEeMO01iHHOO
JIC(XTEJII), 15 — 3 JIA-C3CT. OuiHtoBann @3/ (xutreBa EMHICTb se-
reHb (XKEJ1), popcoBaHa XnUTTeBa EMHICTb siereHb (PXKEJ1), 06’em ¢pop-
coBaHoro Buanxy 3a 1c¢ (O®B,)), A3JIMB i 3aranbHy EMHICTb 1€reHb
(3€J1), npoBoanv o6CTexXeHHSs 3rifjHo 3i cTaHaapTamu giarHocTuku JII.
PesynbraTtn. Haiibinbluie ctatTuCTUYHO 3HAYYLLE 3HUXEHHS MMOKa3HU-
kiB @3/ 3a¢ikcoBaHo B rpyni nauieHTiB i3 JIA-BBC, A3J/IMB — i3 JIAl -
C3CT. BusiBneHo He3anexHi 4OCTOBIpHiI kopensuii — mix XKEJ1(p=0,037),
O®B, (p=0,027) ta HasBHicTio BBC; mix ®XXEJI Ta iHaekcom npaBoro
nepeacepas (p=0,009); mix J3J/IMB Ta anctaHuUieto, nponaeHoro rig 4ac
6-xBunnHHoro tecty (p=0,009), cepenHiMm TUCKOM y fiereHeBivi apTepii
(p=0,040), cepeaHim Tuckom y npaBomy LuayHouKy (p=0,002), HasiBHic-
THO cucTemMHoro cknepody (p<0,001); mixx 3€J1 Ta iHAeKkcoM rnpasBoro rne-
peacepas (p=0,003), HasBHicTIO cucTemMHoro ckneposy (p=0,006). Bu-
CHOBKM. 3Ha4He 3HxeHHSI 3JIMB ta 3€J1y nauieHTiB i3 C3CT Ha oHi
mavixe HopmasnbHux nokasHukis ®3/] ninTBepanio HeobXiaHICTb iX Bu-
3Ha4eHHs1 y Bcix xBopux 3 JIAF-C3CT, okpiMm cTaHaapTHUX NOKa3HUKIB
cnipometpii. A3J/IMB ta 3€J1 gOCTOBIPHO acouiBanncs i3 QyHKLio-
Has/lbHUM CT@HOM MaLi€HTIB Ta NOPYLLUEHHSIM reMoanHaMIKu.

JNlereHesarinepteHaia (J1IN) — ue cTaH, K1 xapak-
TEPM3YETLCH NiABULLEHHSAM CEPEOHLOr0O TUCKY B Nie-
reHesin apTepii 6inbwe 20 mm pT.CcT. JII MOXe BUHU-
KaTu 9K Nig BIAMBOM iHLWIMX XBOPOO (Hanpuknag, 3a-
XBOPIOBAHHS NiBUX Big4iNiB cepus, NereHb Tou0), Tak
i popmyBaTMCA K OKpEMa NaTONOris, WO XapakTepu-
3YETbCHA NEPBUHHMM PO3BUTKOM PEMOAENIOBAHHS (Ti-
nepTpodia iHTUMMU Ta Megji, nnekcudopmMHe MoLIKO-
IDKEHHS, MiKpOoTPOMBOO03) nereHeBmx apTepin Manoro
kaniopy. Tpurepamu LbOro PEMOAENOBAHHS MOXYTb
OyTu iHWIi XBOPOOU (Hanpuknag, BPOOXKEHI Baan cep-
ua (BBC), 3axBOptoBaHHS MeYiHKM TOLLO), ane narto-
reHes3 ogHaKoOBUW He3anexHo Big, eTionorii, wo ao-
3Bonse 06’egHyBaty L JIM y rpyny nereHeBoi apTepi-
anbHOI rinepTteHsii (JIAlN), Wwo HanexumTb 40 PiaKiCHUX

3aXBOPIOBaHb, MPOrpPecyBaHHs AKNX CYNpPOBOOXKYETLCS
BMCOKOIO CMEPTHICTIO, 3HA4YHVMM MOPYLUEHHAMN DYHK-
LLIOHaNbHOrO CTaHy MaLieHTIB Ta iHBanigM3aui€to B npa-
uesgarHoMmy Biui. bes BignoBigHOro nikyBaHHsS cepe-
HS1 TPMBANICTb XNTTS NauieHTiB i3 JIAI MoXxe CTaHOBU-
T nuwe 2,8 poky [1].

CuncTeMHi 3axBOPIOBAHHSA CMOJYYHOI TKAHUHU
(C3CT) xapakTepnaytoTbCs YPaKeHHAM baraTbox op-
raHie i cuctem, a 0cobsMBO NiereHb Ta cyauH. OgHUM
i3 HalbinbLW cepino3Hnx ycknaaHeHb C3CT € po3Bu-
ToK JII. Cepep ycix C3CT HanbinbLua yacTtka (8—12%)
JII BUSABNSAETHCS NPY CUCTEMHOMY CK1EPO3i, WO CTa-
HOBUTbL Malixe 75% Big, ycix Bunaakis JIIT, 3ymoBneHoi
C3CT. Kpim Toro, JII moxe 6yTn BusBneHay 1-5% na-
LLIEHTIB i3 CUCTEMHMM YEPBOHUM BOBYAKOM, Y ON13b-
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KO 3-4% — 3i 3MillaHNM 3aXBOPIOBAHHSAM CMOJIy4HOI
TKaHUHW, BKpaK pigko — npu nepBUHHOMY CUHOPOMI
LLerpeHa, igionatnyHmMx 3anasbHMX MionaTiax, peema-
ToigHOMY apTpwuTi [2].

Yci JIl, B Tomy uucni npn C3CT, noginatoTbcs
Ha 5 BEIMKNX FPyn 3aKIEXHO Bif, iXHbOro TMnNy (npe-
abo nocTkaninapHa) Ta etionatoreHesy [1]. 3a gaHn-
MU kaTeTepusauii npasux Bigainis cepus (KMC), JIAT
(1-warpyna) Ta XpoHiyHa TpoMOBoeMOONiYHa lereHe-
Ba rinepteHsia (XTEJIIN) (4-Ta rpyna) xapakrtepusy-
I0TbCHA HAABHICTIO NpekaninapHoi JII (TMCK 3akNunHio-
BaHHA B nereHesin aptepii (T3JIA) — <15 mm pT. CT.)
Ta onopom nereHesux cyanH (OJ1IC) — >2 oanHuub
Byna (oa. Bypa) [1]. ]I, acouinoBaHa i3 niBMMU Bif -
ninamun cepus (nocTkaninsgpHa), xapakTepusyeTbCcs
ninguweHum T3J1A (>15 MM pT cT.). MNpu ypaxeH-
Hi nereHb, 9K NpPaBwuIo, PO3BMBAETLCA Npekaningp-
Ha JIIN Ta BUABNAOTLCH 3HAYHI CTPYKTYPHI | PYHKLL-
OHasbHi 3MiHM NapeHxiMn Ta/abo GPOHXIB, L0 BioO-
OpaxkaeTbCs NMpu Bidyaniayoumnx 06CcTexeHHax Ta/abo
OLiHLUi NoKa3HuKiB anxaHHsa. HauacTiwe npn C3CT
posBuBaeTbca JIAl, ane MoXyTb GOpPMYyBaTUCS 1 iHLUI
dopmu (pucyHok) [3].

NAT
nr-3/,18

XTENM -

nr-3n

Pucynok. MNepexpect piaHux dpeHoTunis JII npu cuCTEMHOMY CKNeposi.
ApnantoBaHo 3 pocnimxeHHs Almaaitah Ta iH. (2020).

lMpumitkn: BOXJ1 — BeHookno3iiiHa xBopo6a neretb, JIM-3J1B — nerexe-
Ba rinepTeH3is, acouiiioBaHa i3 3axXBOPIOBAHHAM JiBUX BiffiNiB cepus,
JIF-3J1 — nereHesa rinepTeH3is, acoLiioBaHa i3 3aXBOPIOBAHHSIM JIErEHb.

Yepes eHpoTenianbHy AUCPYHKLIO, 3ananeHHs,
BUKJIMKA@HE ayTOIMyHHUMU NPOLECaMM, MOPYLLUEHHS
koarynauii npy C3CT MOXyTb PO3BUBATUCH YPAKEH-
HS1 nereHeBuUx apTepint Manoro kanidpy abo kaninapis
Ta BEHYJ 332 BEHO-OKJ/IIO3VBHUM TUMNOM (1-wa rpyna
J1I). Mpwu nporpecytodyomy nereHesomy ¢ibposi pop-
MyeTbea JII, acouinoBaHa i3 3axXxBOPOBAHHAM fe-
reHb (3-1a rpyna J1IN). AKwLo AOMiHY€E ypaXeHHS Mio-
Kapa ta KOopoHapHUX apTepin, Moxe dopmMyBaTUCSH
JII, acouiioBaHa i3 3axBOPOBAHHAM NiBUX Bio4inis
cepug (2-ra rpyna JIIM) [4]. Okpim TOro, y nauieHTis
i3 C3CT yacTo BUSBAFeTbCA aHTUdOCHONINIAHMIA
cuHapom [5-8], wo niaBULLYE PU3NK BUHUKHEHHS
Tpomboembonii nereHeBoi apTepii Ta GopMyBaHHSA
XTENT (4-tarpynaJil). Cnig 3ayBaxuTu, L0 BKa3aHi

dopmu JII moxyTb 6yt npn C3CT okpemmumn. Ane
HEePIAKO y NauieHTIB MOXYTb BiAMi4aTN O3HaAKKM YCiX
4 rpyn. Hanpuvknag, nauieHT 3 NepeBa>KHNM ypaxeH-
HSIM NNIEFrE€Hb NPV CUCTEMHOMY CKJ1IEPO3i MOXe nepe-
HECTM rOCTPUIN KOPOHAPHUIA CUHAPOM abo TpoMbO-
emborniio nereHeBux apTtepin. Yci nauieHtn 3 JII Ta
C3CT, aocobnmBo Taki, 060B’A3KOBO MalOTb 06CTE-
XXyBaTUCH y CneLjianisosaHoMy BifineHHi ons sBcra-
HOBJIEHHA OOMIiHYIOHOT npuyuHu JIIT, wo oo3Bonse
npaBuIbHO MPU3HAYNTN NiKyBaHHS. AgXe pPisHi pop-
Mun JIM-C3CT matoTb pidHi pekoMeHaauii wono niky-
BaHHs [3-8]. KpuTepii ona npaBunbHOro BM3Ha4YeH-
Ha deHoTuny JII Nnpu cMCTEMHOMY CK1Iepo3i npena-
cTtaBneHo B Tabn. 1 [3].

Tak, po 3-i rpynu JII HanexunTb Taka, Wo po3-
BMBAETbLCH MPU NMOWMPEHiIN GOpMI iHTepCcTULianb-
HOI0O ypaXxeHHs NIereHb npm CUCTEMHOMY CKJ1epo-
3i (Tabn. 1). Mpu ubomy BusiBnatoTbes >20% dibposy
npuv KoMnN’toTepHin Tomorpadii (KT) Bucokoi po3ainb-
HOT 3g0aTHOCTI 200 popcoBaHa XUTTEBA EMHICTb Ne-
reHb (PXKEJ) <70% 3a gaHUMM OLiHKN DYHKLT 30-
BHiLWHbOIO AnxaHHs (P3/) npn HEBM3HAYEHUX pe-
synbTtatax KT. Takunit peHoTun JII xapakTtepusdyeTbCs
ripwoto BuxuBaHicTio (35 npotn 56%, 3a pesynbra-
Tamu meTaaHanisy Lefévre Ta cnisastopis [9]) nopis-
HaHO 3 JIAT (1-wa rpyna), noTpebye OOpPOX40ro ta
BinbL cneumdivyHOro NikyBaHHS, ke MOXe BKJto4a-
T imyHOcynpecuBHi npenapatu [10] Ta TapreTtoBaHy
aHTUGIbpoTnyHy Tepanito [11]. 3acTocyBaHHA npe-
napariB gns nikysaHHsa JIAI 3anuwaeTtsca gmckyTa-
6eNbHUM NUTAHHAM, afike NepeBaXHO B paHa0Mi30-
BaHi LOCNIOKEHHS 3 OUIHKN eDEKTUBHOCTI cneuundiy-
Hoi Tepanii JIA[ He BKItOYaIM NALUIEHTIB 3i 3HAYHUM
ypaxeHHsaM nereHb npm C3CT. € okpemi cnocTepe-
XXEHHS, SIKi LEMOHCTPYIOTb KpaLmi NPOrHo3 Ha GOHiI
3acTocyBaHHs npenapartiB onsa nikysaHHsa JIAT [12],
asne € Ti, WO cBiaYaTb NPO BiACYTHICTb edekTy [13].

MocTtkaninapHa JII (2-ra rpyna), sk npasuio,
He noTpebye crneuundivyHoro nikysaHHs JII, a nuwe
npuiomy npenapaTis 419 CUMATOMHOIO JliKyBaHHS
CepueBOi HEAOCTATHOCTI, apuUTMIN, ilwemii miokap-
na towo. MNMpn C3CT moxe dpopmyBaTuCs, K Ha-
cnipok ¢ibpo3y Miokapaa, HeooCTaTHICTb 9K CUC-
TOJIYHOIT (CcepLueBa HefoCTaTHICTb i3 MOMIPHO 3HU-
XeHot dpakuieto Bukmnay — 6113bko 2% nauieHTiB
i3 CUCTEMHUM CKNEPO30OM), TaK i 4iaCTONIYHOT QYHK-
uii (cepueBa HegocTaTHICTb 3i 30epexeHoto ppak-
uieto Buknay — 61m3bko 18% nauieHTiB i3 cucTtem-
HUM cknepo3oMm) [5, 14]. 3rigHo 3 paHumMmK Bourji Ta
cnisaBTopiB [15], HAABHICTb AiaCTONIYHOT ANCHYHK-
uii niBMx BigAainiB cepus y nauieHTiB i3 CUCTEMHUM
CKJ1IEPO30M XapaKTEPU3YETLCH BABIYI BULLUM pU-
3MKOM CMEpPTI NOPIBHAHO i3 nauieHTamu 3 JIAl, aKi
npu BU3HA4YEHHI reMOAMHaMIKN HEe MaloTb NOCTKa-
ningapHoi JII.

BeHookntozinHa xBopoba fiereHb TakoX Moxe
chopmMyBaTUCS Y MALEHTIB i3 CUCTEMHUM CKe-
po3om. [i xapakTepHuMuM nNposiBaMu € 36iNbLUEHHS
niMmpaTUYHUX BY3NiB, LEHTPUNOOYNAPHI MOMYTHIiH-
HS 3a TUNOM MaTOBOrO ckia i cenTanbHi NiHiT Ha KT
NnereHb, 3HWXEHHS andy3iiHOI 34aTHOCTI NIereHb
3a MOHOOKcKAaoMm Byrneuto (A3JIMB) <50% Ta Taxka
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Tabnuus 1

Kputepii ana pudepenuiauii pisunx popm JIM npu cuctemHomy cknepo3si (anantoBao 3 aocnifpxenns Almaaitah ta in., 2020)

Mowmupexictb
npu cuctem-
HOMY cKne-
posi

60%, yacri-
e npu NiMito-
BaHiii

Tun I

JIAT (1-wa rpyna)

Llyxe pigko,
Mano fiarHoc-
TYETbCA

BOXJ1 (1-wa rpy-
na)

JIr-3NB (2-ra rpy-

21%
na)

19%, yacTiwe
JIr-311 (3-14 rpy- npu gudysHii
na) 3 YPAXEHHAM

OCHOBHi XapaKTepUCTUKM

CepT/A > 35 MM pT. CT.

KT: Hemae 3Ha4yHuX 3MiH napeHximmn
ExoKT': Hemage 3MiH ab60 MiHiManbHi 3MiHu

niBuX Bipainis

N3/IMB < 50%

KT: centanbHi niHii, matose ckno, 36inb-

LIEHHS NiMPATUYHNX BY3NiB

AHamHe3: cTapLunii Bik, 0XupiHHs, AT, uy-

KpoBuit giabet, @I,
EKT: BJIHNT a6o rineptpodis JILLL.

ExoKr: punatauis JIM abo HegocTaTHicTb /
CTEHO3 KNanaHis niBux BiaAinis cepus

OXEN <70%
3MiHN napeHxiMu nereHb

Knc

Mpekaningpxa JII
CepT/1IA >20 mm pT. CT.
T3JIA <15 mm pT. CT.

JICO >2 op. Byna
lMpekaninapra JIf
CepTJI1A >20 MM pT. CT.
T3J1A <15 mMm pT. CT.

JICO > 2 on. Byna
MocTkaninapxa JIr
CepTJIA >20 mm pT. CT.
T3J1A >15 mMm pT. CT.

JICO <8 oa. Bypa (i3onboBana), abo
>3 opn. Byna (kombiHoBaHa)
lMpekaninapra JIf
CepTJIA >20 MM pT. CT. (3a3Bnyait
<35 MM pT. CT.)

T3J1A <15 mMm pT. CT.

JlikyBaHHs

Tepanis JI'
TpaHcnnaHTayis nereHb

[iypetukn
06epexHa Tepania JII
TpaHcnnaHTauig nerexHb

Diypetnkn
JlikyBaHHsi 3aXBOPIOBAHHS!
niBux BigAiNiB cepus

IMyHOCYnpecuBHa Tepanis
HiHTenaHio
TpaHcnnaHTawig nerexHb

LKipK

TIB B aHamHe3i
KT-o3Haku TEJIA

XTENT (4-7a rpy-

na) Hesigoma

JICO >2 on. Byna

Mpekaningpxa JIM AHTUKOATYASHTM
CepT/1IA >20 mm pT. CT. TE
T3JIA <15 MM pT. CT. BA
JICO >2 op. Byna Pioumryat

Mpumirkn: KNC — kateTepu3alis npasux Binginis cepus, cepTJIA — cepepnili Tuck y nerewesiii aptepii, TEJJA — Tpom6oembonis nereHeBoi apTepii;
ExoKI' — exokappmiorpagis, JICO — nerexesuit cyauHHuin onip, A3JIMB — nudysiiiHa 3natHicTb NereHb 3a MOHOOKcUaoM Byrneuto, JIM-3J1B — ne-
reHeBa rinepTeHsis, acouiiioBaHa i3 3axBOpOBaHHSM NiBuX Bidinis cepus, Al — apTepianbHa rineptensia, ®MN — ¢ibpunauis nepencepasb, EKI —
enektpokapgiorpadisi, BJIHMNI — 6nokapa nisoi Hixkn nyyka lica, JILL — niBuit wnyHouok, JIM — nise nepeacepas, JIM-3J1 — nereHesa rinepTeHais,
acouiiioaHa i3 3axBoploBaHHsM neredb, TFB — Tpom603 rnubokux BeH, TE — TpombenaapTepekTomis, BA — 6anoHHa aHrionnacTuka.

rinokcemis. 9k npaBmno, Taki NaLiEHTN NOYMHAKTb
OoTpuMyBaTK cneundiyHy Tepaniio, ane B HUX BigMi-
yaloTb ab0 PE3NCTEHTHICTb A0 NikyBaHHS, abo nNpo-
rpecytoye NoripLeHHs ctany. ng umx nauieHTiB xa-
pakTepHe HaWripuwe BUXMBAHHS, BOHM NOTPeObyloTb
HanpaB/IEHHA Ha TPaHCMNAHTAaLil0 IereHb NepLio-
4eproBoO 3 MOMEHTY BCTAHOBJIEHHS AjarHo3y [16, 17].

Y koHTekcTi gudepeHuiauii dopm JIIN ocobnmsy
LIiIHHICTb MatOTb BXe 3ragaHi BuLLe gocnigxeHHa D3/,
Ta A3JIMB gk HeiHBa3MBHi iIHCTPYMEHTU OJ151 OLiHKU
XapakTepy M BUPaXEeHOCTI ypaxeHHS nerexb. Li me-
TOAW, 3riJHO 3 OCTAHHLOK HACTaHOBOW E€Bponei-
CbKOro ToBapuctsa kapgionoris (ESC) Ta €Esponeii-
CbKOro pecnipatopHoro toeapuctea (ERS) 2022 p.
3 piarHocTukm Ta nikyBaHHsa JII (ESC/ERS 2022) [1],
BXOOSATb 00 ckylaay 060B’AI3KOBUX 0OCTEXEeHb NaLli-
eHTiB i3 JIF. 3, — ue disionoriyHnii TecT i3 dik-
CyBaHHAM 06’€EMIB Ta MOTOKIB MOBITPS, AKi NALIEHT
3paTHUIN BOauxaTtn abo BuauxaTtu 3i 3Bu4annHum abo
MaKCUManbHUM 3yCUJIIAM, L0 XapakTepun3ye CTaH
HUXHIX anxanbHux wnaxis. A3JIMB — meTon, gia-
FHOCTUKWN NOpYyLleHb ra3000MiHy B NlereHeBii Tka-
HUWHI. [pn LbOMY MOPYLUEHHS NEePEHOCY ANXaNbHUX
ragzie (0, Ta CO,) i3 BOVXyBaHOro NOBITPS [0 apTepi-
aNbHOT KPOBi MOXe OYTU CNPUYMHEHE K NOripLUaH-
HAM CTPYKTYPHUX Ta/ab0 OYHKLiOHaNbHUX BRACTU-
BOCTEl aNnbBeOoNIAPHO-KaNinapHOi MembpaHu, Tak
i iIHWKMMK aHaToMo-@didionorivHMMmn paktTopamm.
AD>Ke NpoLec NnepeHeceHHss MOHOOKCUAY BYraeuto
(CO) 3 HaBKONMNLLHBLOTO CEPENOBMLLA Y KPOB JIEFEHE-
BMX KaninapiB Mae Aekinbka etanis, 3 SKMX KNt04oBe
3HaYeHHs MaloTb TpaHcnopTyBaHHa CO oo guxanb-

HUX WNSAXiB i anbBeon; nepeHeceHHs CO yepes mexy
MiX razonofibHMM Ta pigMHHMM cepeoBULLEM allb-
BeOoJIIPHO-KaninapHoi membpanun; audysia CO Bce-
peanHy epuTpoLNTIB i XiMiYHA peakL,id 3 KOMMNOHEH-
Tamu reMornobiHy KpoBi.

Mpwu NAT Ta XTEJNT y manxe 70 % nauieHTiB Big-
MivatoTb 3HUXeHHS O3JIMB (<80%). Lle moxe Bia-
OyBaTMCS 9K BHACNIAOK MOTOBLLEHHS a/IbBEOIPHO-
KaninapHoi membpaHu Yepes nponidepadito eHao-
Tenito, Tak i Hepe3 3MEHLLEHHS KaniNgpHoro o6’emy,
sIKe BUHMKAE Yepes3 PEMOLESIIOBAHHS Mannx apTepin
(rinepTpodia, nnekcndopMHe MOLIKOAXEHHS), WO
cynpoBoaXyeTbcs 306inbweHHaM OJIC, 3MeHLeH-
HAM XBUIMHHOIO 06’emy KpoBi (XOK) Ta BUHUKHEH-
HSM nokanbHoro Tpom60o3y [18]. Okpim Toro, Ha no-
kasHunk A3JIMB MoxyTb BMANBATU KYPIHHS, HASIBHICTb
iHTpanereHeBunx abo iHTpakapAianbHUX LUYHTIB, KOH-
ueHTpauis remorno6iny [19]. A3JIMB <50 % € 3Hauy-
MM MapKEPOM HASIBHOCTI YPaXXeHHS IereHeBux cy-
OVH (YacTiwe Npu BEHOOKJII03iHi XBOPOOi nereHb)
abo napeHximu nerexb [20]. Y naujieHTiB i3 cuctem-
HUM cknepo3om O3JIMB <60 % acouiloeTbcs 3 Ha-
aBHICTIO JIAI y nauieHTiB i3 HE3HAYHUMU KNIHIYHUMK
cumnTomamu [21], a BigHoweHHa A3JIMB / anbBe-
onapHuii 06’em <60 % € NpPeanKTOPOM BUHUKHEHHS
NI npoTtarom HacTynHux 36 mic [22, 23].

IcHytoTb aaHi, wo A3JIMB moxe 6yTn TakoX npo-
FHOCTUYHMM MapkepoMm anga nauieHTtis 3 IJIAl [24,
25], XTEJII [26] Ta npy CUCTEMHOMY CKNeposi [27].
Llen nokasHuk popaHunin y kanbkynatop REVEAL
(Registry to Evaluate Early and Long-term PAH Disease
Management) 1.0 Ta REVEAL 2.0 onsi BU3HAY€HHS BU-
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Tabnuug 2

KniHiko-pemorpadiyHi napameTpu, noka3Huku GyHKUii 30BHilHbOro AnxaHHs Ta 31 y nauiewTis i3 JIF (M+CKM a6o n, %)

Moka3Huk JIT 3aranom (n=60) INAT (n=15)
Bik, poku 48,65+1,34 46,87+2,26
3pict, cm 168,92+1,06 169,40+2,23
Maca Tina, kr 72,09£2,03 77,47+5,64
IMT, kr/m? 25,15£0,58 26,65+1,27
Xinku/4onogiku, n (%) 39 (65) /21 (35) 10 (66,7) /5 (33,3)
XEn, % 79,85+1,84 87,53+3,88*"
DXEN, % 76,64+2,01 85,93+4,15"
0dB,, % 77,61+1,99 86,67+4,54*"
0dB, / ®XEN, % 107,13+1,01 106,20+2,45
0®B, / XEN, % 102,09+0,86 102,73+2,01
MnuwB, % 67,56+2,29 74,87+4,19"
MOLL-75, % 65,75%2,59 72,87+5,69"
MOLL-50, % 72,00+2,99 84,73+8,24"
MOLW-25, % 76,25+4,25 71,75%7,26
O3JIMB, % 55,92+2,34 60,40+3,59**
3€EN, % 80,88+2,32 90,93+3,67*

JIAT-C3CT (n=15) JIAT-BBC (n=15) XTEJNT (n=15)

50,93+2,83 45,93+2,44 50,873,09
167,27+2,03 168,472,17 170,53+2,20
69,80+3,14 67,54+3,64 73,53+3,25
25,07+1,29 23,70+1,12 25,18+0,85
10 (66,7) /5 (33,3) 11(73,3) / 4 (26,7) 8 (53,3) /7 (46,7)
75,73+4,14 71,73+3,97 83,00+4,52
73,095,47 70,13+4,04 79,00+4,48
73,134,21 67,80+4,06° 83,20+4,89"
106,00+2,31 102,671,948 110,47+2,88"
101,67+2,08 99,002,03 103,27+2,22
61,53+5,17 56,803,65 70,006,06
60,40+5,65 57,07+4,07 69,87+6,43
70,00+6,83 55,73+5,55° 78,53+6,52"
72,87+7,15 58,33:6,56 75,36+7,21
30,47+3,375 63,076,14** 57,20+4,18**
83,13+4,24 70,07+4,87 79,40+4,38

lMpumitkn: M — cepeaHe 3HaYeHHsi noka3Huka y Bkaaaniii rpyni; CKIM — cepeaHbokBagpatnyHa noxmnoka; *p<0,05 nopiBHAHO 3 LM nokasHukom JI-
C3CT; **p<0,001 nopiHsHO 3 unm nokasHukom JIM-C3CT; “p<0,05 nopiBHsHO 3 igneHTUYHMM nokadHukom rpynu JIF-BBC; “*p<0,001 nopiBHsHO
3 ineHTMYHUM nokasHukom rpynu JIN-BBC; *p<0,05 nopiBHAHO 3 iAeHTMYHUM nokasHukoM rpynu XTEJIT; $p<0,001 nopiBHAHO 3 ileHTUYHNM NOKa3HM-
kom rpynu XTENT. JIM — nerexesa rinepten3is; JTAI — igionatyHa nereHesa aptepianbHa rineptensis; IMT — ingekc macw Tina; 0B, — 06’em dpop-
coBaHoro suaunxy 3a 1 cekynay; MLB — nikosa wamnakicTb Buanxy; MOLL — makcumanbHa 06’emMHa WBKMAKICTb BUAmMXy; 75, 25, 50 — yactka GXEN,
fka 3aNNLWAETLCS B IEreHsX Ha MOMEHT BuMiptoBaHHs; 13J/IMB — audya3iiiHa 30aTHICTb 32 MOHOOKCWAOM BYT/ELLO.

Ta6nuus 3
PesynbTatn KopensuiitHo-perpeciiiHoro aHanizy* ocHoBHux nokasuukie ®3/[] y nauientis i3 JIl
Xen, % DXEN, % 0dB,, %
Moka3sHuk

r P: P2 r P: P2 r P1 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
[OucraHuis 6XT, M 0,080 0,553 H3 0,090 0,527 H3 0,127 0,345 H3
T'emorno6iu, r/n -0,010 0,942 H3 -0,024 0,865 H3 0,031 0,813 H3
N-KMHY, nr/mn 0,004 0,974 H3 -0,006 0,966 H3 -0,003 0,983 H3
Iupekc MM, 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
CepTJIA, MM pT. CT. 0,139 0,327 H3 0,129 0,388 H3 0,122 0,389 H3
CTIILL, mm pT. cT. 0,030 0,839 H3 0,008 0,959 H3 0,039 0,792 H3
310, on. 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
HasBHicTb 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 NOKa3HNKK, ki Manu CTaTUCTUYHO 3HAYYLLY KOPENnsiLiio; p; — CTAaTUCTUYHA 3HAYYLLICTb KOPENSLINHOIO 3B’A3KY; P, —

CTaTUCTMYHA 3HAYYLLICTb MyNbTUHAKTOPHOTO PErpeciinHoro aHaniay.

lMpumitkn: H3 — He 3Hauywo; 6XT — TecT 6-xBUnMHHOT x0ab6M; N-KMHYI — N-kiHLeBuit Mo3koBuiA HaTpiypeTuyHnii nponentug; MM — npase nepea-
cepast; TAPSE — cuctoniyHa ekckypeis MiowwmHm Kinbus TpukycnigansHoro knanaxa; CTILW — cuctoniynmii Tuck y npasomy wayHouky; CepTrL —
CepeaHiii TucK y npaBomy LnyHouky; 3J10 — 3aranbHuii nereqesuii onip; Sa0, — HaCKYeHHs KucHeM apTepianbHoi kpoi; ANOVA — aucnepciitHuii aHanis.

XUBaHHSA nauieHTiB i3 JIAI abo XTENT [27-29]. OaHak
He3BaXkalouu Ha NOLMPEHICTb BUKopucTaHHsa 43JIMB
D151 OLLIHKM NPOrHO3Y Y MAaLEHTIB i3 CUCTEMHUM CKJle-
PO30M i MOro 060B’A3KOBICTb 3aCTOCYBAHHS Y MALLIEHTIB
i3J1I, Hapasi iCHye KPUTUYHO Mannin 0BCAr AOCNIOKEHb,
sKi nopiBHOBaNM 6 NMoro BiAMIHHOCTI, NPOBOASAYN MO-
LYK iX iIMOBIPHUX NPUYMH B acoujiauii 3 GyHKLUiOHaNb-
HMUM CTaTyCOM Ta remMoamMHamikolo, 0cobnBO Yy nawi-
eHTiB 3 JII", nos’a3aHoio0 i3 C3CT.

MeTa pocnig)XeHHs: ouiHUTK noka3Hukn O3/
Ta A3JIMB y nauienTiB i3 JIAI-C3CT Ta nopiBHATHU ix
i3 nokazHmkamum npu iHwmx popmax JIr. Okpim TOro,
MPOBECTN BU3HAYEHHS KOPENAUINMHNX 3B’A3KIiB MiX
OCHOBHUMMK noka3Hukamu O3 ta A3JIMB Ta na-

pameTpamu, AKi xapakTepuadyrTb PYHKLiIOHANIbHUN
CTaH nauieHTa Ta NopyLUEHHS BHYTPILWHbOCEPLEBOI
reMogmHamikun.

MATEPIAJZIU TA METOAMU

Y nocnigxeHHs 3any4eHo 60 nauieHTiB, ski 6ynu
rocnitanizoBaHi y BifgiIeHHA BTOPUHHUX Ta Jere-
HeBux rineptensin 1Y «HHL, «lHcTuTyT Kapaionorii,
KNiHIYHOT Ta pereHepaTUBHOI MEOULVHN iIMEHi aka-
nemika M. . Ctpaxecka HAMH Ykpainu», i akum
nicnsa NpoBemeHHs BCiX HEeOOXioHUX A0ChiaXeHb
3rigHoO 3 YHipiKOBaAHMM NPOTOKOJSIOM 3 OiarHOCTUKN
Ta nikyBaHHa JII [30] Ta pekomerHpauigamn ESC/ERS
2022 [1], mniarHocToBaHo JIAI a6o XTEJII: 15 naui-
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TaGnuus 4
Pe3ynbTaTtu KopensuiiiHo-perpeciiHoro aHaniay* 0CHOBHUX
NoKa3HMKiB ra3000MmiHy y nauieHTis i3 JIF

O3JIMB, % 3€1,%

Moka3Huk

r P4 ) r P4 P2
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 0,832
[Oucranuis 6XT,m 0,315 0,017* 0,009* 0,220 0,100 H3
T'emornoGiu, r/n 0,084 0,527 H3  -0,041 0,759 H3
N-KMHYM, nr/mvn~ —0,257 0,051 H3  -0,078 0,558 H3
Inpekc NN, ma/m2  —0,085 0,535 H3 | -0,294 0,028* 0,003*
TAPSE, mm 0,146 0,264 H3 0,163 0,214 H3
CepTJIA, mm pT. cT. | 0,305 0,028* 0,040* | 0,063 0,658 H3
CTMLW, mmpt.cT. 0,400 0,004* 0,002* 0,105 0,473 H3
3110, on. Byma 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
HasigHicTb CC -0,597 <0,001* <0,001* -0,302 0,019* 0,006*
Tect ANOVA p=0,037 p=0,002

*Y Tabnuui npeacTaBNeHo NuLLIE NOKA3HUKM, Ki Mann CTaTUCTUYHO 3Ha-
4yLLy KOPenswito; p; — CTaTUCTUYHA 3HAYYLLICTb KOPENSLIAHOrO 3B’A3KY;
p, — CTaTUCTUYHA 3HAYYLLICTb MyNbTUHAKTOPHOIO PErPeCinHOro aHanisy.
lMpumitku: H3 — He 3Hauywo; 6XT — TecT 6-xBUNNHHOT X0ALON;
N-KMHYI — N-KiHL€eBMiA MO3KOBUIA HATPiypeTnyHuiA nponentug; MM —
npaee nepepcepas; TAPSE — cuctoniyHa eKckypeist MAOWMHM KinbLs
TpukycniganbHoro knanawa; CTIML — cuctoniuHmii TUCK y npaBoMy Lwy-
Houyky; CepTlL — cepepHiit TCK y npaBoMy LnyHouky; 3J10 — 3aranb-
HWit nereHeBwii onip; Sa0, — HaCWYEHHS KUCHEM apTepianbHOI KPOBI;
BBC — BpomxeHa Bapa cepus; CC — cuctemnnii cknepo3; ANOVA —
LMCnepciiiH1in aHanis.

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

BkasaHi rpynu nauieHTiB 6ynm cTaTUCTUYHO 3i-
CTaBHMMU MiXx cob60t0 3a BikOM, 3pOCTOM, CTaTTIO,
Macolo Ta iHgekcoM Macu Tina (tabn. 2). Yci naui-
€HTU nepepn Bu3HavyeHHam O34 ta A3JIMB 6ynu
KOMMEHCOBaHi, nepebyBanu B eyBOJIIOMIYHOMY CTa-
Hi Ta He npuimanu cneunodivHoi Tepanii JIr. Y rpy-
ny JIAI-BBC yBinwnu nauieHTn, y sknux Baga cepus
He Byna KopuroeaHa (BrepLue BusiBneHa abo BM3Ha-
Ha HeonepabeNnbHO Yepes BUCOKNIA TUCK Y nereHe-
Bilh apTepii). Kputepisamu He3anyyeHHs 6yam KNiHiYHO
3HaYyLLi CynyTHi 3aXBOPIOBaHHS (XpPOHiYHa XxBOpoba
HUPOK 3-4-i cTanii, 3Havywa ANCHYHKLIA NedviHku,
[EKOMMEHCOBaHWI LLyKpPOBUiA aiabeT, NCUXivyHi po3s-
nagu, ckeneTHo-M’A30Bi MOPYLUEHHS PO3BUTKY rpya-
HOT KJTiTKW).

YciMm nauieHTam NpoBOANINCS TECT 6-XBUTUHHOI
xoabbu (6-XT), cnipomeTpis, Bu3HaveHHs 43JIMB Ta
rasiBy KpoBi, aHani3 Kposi Ha N-KiHLLEeBMNIN MO3KOBUI
HaTpinypetnyHnii nentmng (N-KMHYT), exokapgaio-
rpadia (ExoKI) Ta KIMC.

6-XT npoBOAMBCS 3a cTaHAApPTHOI MeToaAu-
Koto, 6a3ylyncb Ha NPOTOKONi AMEpPUKaHCbKO-
ro TopakanbHoro toeapucrtea (American Thoracic
Society) [31]. BuaHavyanu gucrtaHuio, aky nawi-
€HT NPOXOAUTb MPOTArom 6 xB, Ta CTyMiHb 3aAuLL-
Kun 3a Borg.

3pasku ans BudHaveHHs pisHa HKMHYTI 6pann
BpaHLi HaTLLe 3 N1a3mMuy BEHO3HOT KPOBIi, TpaHCNop-
TyBann y BaKyTamHepax i3 niTin-renapuHoMm i renem,
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nicns LeHTpndyryBaHHs, y X0N04UNbHUKY Y TEMMe-
paTypHoMy pexumi 2-25 °C, Ta Hagani o6pobnanu
METOL0M XEMINOMIHECLEHTHOIrO aHaniay.

ExoKI o6cTexeHHs nauieHTiB npoBoannocs
Ha anapari Aplio Artida SSH-880 CV (Toshiba, 9Ano-
Hifl) 3 BUKOPUCTAHHAM CEKTOpPasibHOro gatymka PST-
30BT (2-4 MTl'u). NMpoTokon BKOYAB BU3HAYEHHS
Ta 064YMCNEHHA NapaMeTpiB, PEKOMEHAOBAHUX AN15
OUiHKK 3a OCTaHHiMM pekomeHpauismu ESC/ERS
2022: nnowa npasoro nepeacepas (M), cnieBigHoO-
LLEHHS 6a3aNbHMX PO3MIpIB MPABOro Ta JIiBOro Ly-
Houka (MLW/J1LL), ekckypcis Kinbus TPMKycniganbHO-
ro knanaHa (TAPSE — tricuspid annular plane systolic
excursion), nikoBa CUCTOMIYHA WBUAKICTb PYXy TPU-
KycniganbHOro kinbusa (S’), BU3Ha4YeHa 3a 4ONOMO-
rol TKaHWHHOI gonnneporpadii, WBNAKICTb peryp-
ritauii Ha TpuKycniganbHOMY KianaHi, po3mip Ta
konabyBaHHS HMXKHBLOT NOPOXHUCTOI BeHn (HIMB),
CUCTONIYHWUIA TUCK HA nereHeBin apTepii (CTJIA), iH-
[EKC eKCLUEHTPUYHOCTI IIBOrO LWyHOYKa nig yYac cuc-
TONM Ta Aiactonu, a TakoX HAABHICTb UM BIACYTHICTb
nepukapgianbHoro sunoTy [1].

KIMC npoBogunacs 3a ctaHOaPTHUM MPOTOKOJSIOM
i3 BUMIipIOBaHHAM TUCKY Y NpaBoMy nepencepai ta
wnyHouky, JIA Ta T3J1A. 1ns OuiHKM ra30BOro ckna-
ny KpoBi 6panu 3pasku i3 JIA, cTerHoBoi apTepii Ta,
3a HeOoOXiAHOCTI, i3 BEPXHbOI Ta HMXHbOI MOPOXHNC-
TOi BeHU. OuiHka remoamnHamiku BkJoHana BUMIpto-
BaHHA METOLOM TEPMOAMUIOLiI XBUSIMHHOTO 06’€My
kpoBi (XOK) 3 BUKOPUCTAHHAM TEPMOANIOLIAHOIO
katetepa CeaHa — laHua (Edwards LifeSciences,
Argon, CLUA, a6o B. Braun, Hime4y4nHa) po3mipom
7F Ta peaHimauinHo-XipyprivyHOro moHitopa tOM
300 [15 BupobHunutea «lOtac» (YkpaiHa) i3 BOyao-
BaHUMW €NeKTPOHHUMU B61oKamMu iHBa3UBHOIO BU-
MiplOBaHHS apTepianbHOro Tnucky (AT) Ta Tepmoan-
oL, 3 HACTYMHOIO KanbKyNALIE CEPLEBOro iHOEK-
cy (Cl), ynapHoro o6’emy (YO), yaapHoro iHoekcy
(YIl), ON1C, 3aranbHoro nereHesoro onopy (3J10) Ta
CUCTEMHOrO cygmHHoro onopy (CCO) [1]. Y nawieH-
TiB i3 JIAI-BBC XOK Bn3Havanu 3a JONOMOrow me-
Tony ®dika nicng NnpPaAMoro BU3HA4YE€HHSA MiHiManbHO-
ro NOrJIMHaHHS KUCHIO 3a AOMNOMOIOK CUCTEMU OIS
KOMMJIEKCHOIT OLiHKM nereHeBoi GyHKUii ErgostikTM
(Geratherm Respiratory, HimeyunHa) Ta nporpamHo-
ro 3abesneyvyeHHa Blue Cherry V1.3.2.0 (Geratherm
Respiratory, Himeuunna).

BumiptoBaHHS BennyuH napameTtpis ®3/[ Ta
O3JIMB npoBoaunu 3a AONOMOrol cnipomeTtpa
3 oudysieto Diffustik™ (Geratherm Respiratory,
HimeuyuynHa) Ta nporpamHoro 3abes3nedyeHHs Blue
Cherry V1.3.2.0 (Geratherm Respiratory, Himeu-
yuHa). OuiHloBanu Taki nokasHukn: XXEJ1, MXEJT,
O®dB,, MNLB, makcnmanbHi 06’€MHI LWBUAKOCTI BU-
anxy (MOLI-75, MOLWW-50, MOLL-25), 43J1IMB, 3a-
rasbHy EMHICTb NereHb (3€J1). Y pasi 3HMXeHHS piB-
HiB MOKa3HWKIB, LLO XapakTepunadyioTb OOCTPYKTUBHI
3MiHn (OPB,, MOLLU-75, MOLLU-50, MOLL-25) nopat-
KOBO NpoBOANAM BpoHxoamnnaTauinHy npoby i3 canb-
OyTamMonoM sl NoJanbLIOro BU3HAYEHHS iX 3BOPOT-
HOCTi Y/ HE3BOPOTHOCTI.
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Byno cTBOpeHO eavHy 6a3y AaHUX NauieHTiB, 3a-
JNIy4eHUX y aocnigkeHHs. CTaTUCTUYHMIA aHani3 BUKO-
HYBaBCS 3a AOMOMOrol0 CTaTUCTUYHOIO NakeTa ajs
couianbHux Hayk (IBM SPSS Statistics, Bepcia 27.0,
SPSSInc., CLLA). Yci pocnigxyBaHi nokasHukmn 6ynm
BinoOGpaxeHi sk YacTka y BiacoTkax abo sk cepeHe
3HaYeHHs i cepeaHbokBaapaTnyHa noxmbka (CKIM).
MpoBeneHoO OLiHKY BiAMIHHOCTEN MiX rpynamm 3a 40-
MOMOTOI0 t-KpuTepito HesanexHoi BUBIPKK Ta OLLiH-
Ky acoujiauin Mk nokaszHukamMmu, Wo BUMIpOBanm-
cs, 3a ,0NOMOroto KopensuiiHoro aHanisy Cnipme-
Ha. CTaTUCTUYHO 3HAYYLIMMU BBaXXanu NoKasHUKN
p<0,05 — ix y noganbLwomy OLiHIOBann 3a LONOMO-
roto 6aratodakTopHOro perpeciinHoro aHanisy. [Jo-
LiNbHiCTb 06paHoi Moaeni ansa perpecinHoro aHani-
3y ouiHoBanu 3a gonomoroto Tecty ANOVA.

PE3YJIbTATU OOCNIAXKEHHSA

CepepfHin Bik MauieHTiB 3aranom y KOropTi cTa-
HoBMB 48,65%+1,34 poky. 3a cTaTTio NepeBaxanu
XiHKWM (cepepn ycix nauieHTiB — 65%, IJIAI — 66,7%,
NAT-C3CT — 66,7%, NAr-BBC — 73,3%, XTEJI —
53,3%).

Hawripwi nokasHukn M3, BUaBneHi y naujieHTiB
i3 JIAC-BBC (tabn. 3). Npote XEJ1 i ®XEJ B ce-
peoHbOMY MepeBuLLyBasv NMOPOroBe 3HAYEHHS
70%. Y naujeHTiB i3 JIAT-BBC XEJ1 6yna MeHLoto
Ha 15,8%, Hix y rpyni JTA; ®XEJT — Ha 15,8%, Hix
y rpyni JIAl; OPB,; — Ha 18,87 i 15,4%, Hix y rpy-
nax IJTAI Ta XTEJII BignoBigHo; BigHoweHHa ODB, /
dXEN — Ha 7,8%, Hix y rpyni XTENM; MWB —
Ha 18,07%, nix y rpyni JIAl; MOLU-75 — Ha 15,8%,
HixXX 'y rpyni IJTAT; MOLU50 — Ha 29i22,8%, Hix y rpy-
nax JTAl Ta XTEJIT.

03JIMB 6yna HaliHux4oto y xBopux i3 JIAF-C3CT
(30,47+3,37%), wo 6yno CTaTUCTUYHO 3HAYYLLNM
MOPIBHAHO 3 yCiMa iHWUMW OOCIAXKYBAHUMUN TPY-
namu JII. 3aranom, y Bcix rpynax JIIF 43JIMB 6yna
B CEPEAHBbOMY MEHLLOI, HXXK MOKA3HUK HOPMU (BULLE
Hix 70-80% 3a pisHuMuM pekomeHpauiamn [32]).
HarHwuxya 3€J1(70,07+4,87%) BigmiyeHa y navjieH-
TiB i3 JIC-BBC, ogHak Take 3HUXeHHs He Byno cTa-
TUCTUYHO AOCTOBIPHUM BiAHOCHO iHLUVX OOCAIAXYBa-
Hux rpyn JIl. CTaTucTuyHa 4OCTOBIPHICTb 3HUXEHHS
BusaiBNeHa npu nopiBHAHHI JIMT-C3CT i3 rpynoto IJIAl
(83,13% 4,24% npotn 90,93+3,67%).

KopensuiriHnii aHania 3a CnipmeHoM npoBefe-
HUI M)XK OCHOBHUMMW nokasHukamu 31, O3JIMB,
3€J1 Ta BciMa nokasHuKamMu KniHiko-nabopaTtopHO-
ro Ta iHCTPYMEHTanbHOro 06CTEXEHHS MaLiEHTIB
i3 JIl (tabn. 3, 4). BctaHoBneHo, wo X€EJ1 mana cta-
TUCTUYHO 3HAYYLLUM KOPENSALiHNI 3B’930K 3 HasAB-
HicTio BBC. ®XEJ1 cTaTUCTUYHO 3HAYYLLLO acoLlito-
Basiacs 3 ANCTaHLiEl0, NPOMAeHOo nig yac 6XT, iH-
nexkcom [, sumipaHum npun ExoKIl, Ta HagaBHICTIO
BBC. O®B, cTaTUCTMYHO 3HaYYLLLO KOPESoBaB i3 Ma-
coto Tina Ta HaseHicTio BBC. baratodakTopHuii pe-
rPEecinHU aHani3 NPOAEMOHCTPYBaB, L0 He3anex-
Hi CTAaTUCTUYHO 3HauvyLi Kopensauii 6ynmn mix XEJ
(p=0,037) i OPB, (p=0,027) Ta HasiBHicTI0O BBC, Mix
dXKEN Ta iHpekcom MM (p=0,009), mix A3JIMB Ta
auncTaHuielo, npoaeHoto nig 4ac 6XT (p=0,009),

CpTJ1A (p=0,040) i cepeaHim Tuckom y MLl (p=0,002)
Ta HasIBHICTIO CUCTEMHOIO cknepo3sy (p<0,001), mix
3€J1 ta ingekcom MMM (p=0,003) Ta HaaBHICTIO cCUC-
TemHoro cknepo3sy (p=0,006). Npn npoBeaeHHi ko-
pensuinHo-perpecinHoro aHaniay okpemo B rpy-
ni JIT-C3CT BnABNEHO HE3aNexHi CTaTUCTUYHO
3HauyLli kopensauii mix piBHem pCO, B apTepianb-
Hin kpoBi Ta XEJ1 (beta=0,629, p=0,021, ANOVA
p=0,021), ®XEN (beta=0,964, p=0,008, ANOVA
p=0,015), OPB1 (beta=0,562, p=0,046, ANOVA
p=0,046). Okpim Toro, A3JIMB pocTtoBipHO kope-
noBana i3 cepefHiM TUCKOM y NMpaBoMy Nepeacep-
ni (beta=-0,590, p=0,026, ANOVA p=0,026), a 3€J1
i3 cTyneHeM konabysaHHs HIMB, BM3HayeHnM nifg vac
ExoKTI (beta=0,542, p=0,037, ANOVA p=0,037).

Takum YMHOM, y nauieHTiB 3 JIAI HalbinbL BU-
paxeHi nopylieHHa D3/, 3adikcoBaHi 3a HAABHOCTI
BBC, a HalbinbLu BupaxeHi amiHn A3JIMB 1a 3€J1 —
3a HasaBHOCTI C3CT (0cob6MBO CUCTEMHOIO CKNEepo-
3y). Mpu uboMy y nauieHTis 3 C3CT nokasHukm O3/,
Oynun manxe B Mexax HOpPMU, L0 CBiAYUTb MPO He-
006XigHiCTb NpoBeaeHHs ouiHkn came A3JIMB BCim
nawuieHTam 3 Lieto NnaTonorieto, agxe B HAWOMYy A0-
cnipxeHHi came A3JIMB acouitoBanacsh i3 GyHKLiO-
Ha/bHMM CTaHOM NauieHTiB (aMcTaHuieto 6XT) Ta no-
PYLIEHHAM reMOANHAMIKW (BULLMM TUCKOM B NlereHe-
Bii apTepii Ta IIT).

OBroBOPEHH4

Hawe gocnigXeHHa nigTeepamno pesynbTaTh iH-
LUIMX CMOCTEPEXEHDb, B IKMX MOKA3aHO, WO Y NaLli€H-
TiB i3 JIAT Ta XTEJI moxe BigMi4aTuca nopyLieHHs
®34 [33, 34, 35]. Y nonepeaHbOMY HallOMY A0CHi-
IXeHHi [36], B AKOMY, OfiHaK, B aHani3 He Oyso BKJIO-
yeHo nauieHTiB i3 JIAI-CC3T, Big3Ha4anm cxoxi 3mi-
HW. 3a gaHuMK niTepaTypu, Le NOSICHIOETbLCS:

1) HasBHICTIO CUCTEMHOro 3ananeHHsa [37],
npu sIkoMy BiaOYyBaETbCA NepuBackynsapHa iHpinb-
TpaLia guxanbHUX WAAXiB Npo3ananbHUMN KNiTUHA-
Mu (T-, B-knitTnHamu Ta makpodaramu), iHTEpnen-
KiHaMmu, pakTopoM Hekpo3y NyxnmH-a [38, 39, 40],
sKa 'y NoaasibllOMy MOXE BUKNMKATN OOCTPYKLLIIO AN-
xanbHUX wnsaxis [41];

2) OPOHXOKOHCTPUKLIED Nig Aielo eHooTeni-
Hy-1[42];

3) 3HMXEHHSIM NPOAYKLi Ta BMICTY OKCUAY a30-
Ty, KN4 3yMOBIIOE BpoHXoaAunaTau,iio;

4) pednekcom Ennepa — Jlinectpanga 3i cnasmy-
BaHHAM OPOHXIB Npu NIOKasIbHOMY MOFipLIaHHI KPOBO-
MAVHY B aNbBeOax Ans KpaLoi BEHTUASALIT TUX Aing-
HOK, 9Ki MalOTb KpaLy nepdysito;

5) nopyweHHAMN ANXAHHSA, WO BUHUKAKOTb
B OpoHxax manoro kaniopy [41], He NPOABNAOTb-
CAy CTaHi CNOKOI Npu 3BUYaNHIN CNipoMeTpii, ane
BM3HA4YalOTb SHMXEHHA TONEPAHTHOCTI 4,0 Pi3N4HUX
HaBaHTAXEHb.

Y nauieHTiB i3 JIAI-BBC BigmivaloTb HanripLi no-
Kas3Hukn @3/, wo 36iraetbcs 3 pesynbTaTaMu iHLLINX
nocnigxeHb [41,43]. Okpim BMLLE3ragaHnx MexaHia-
MiB, MPUYMHAMU LLbOFO MOXYTb CAyryBaTu Taki Jo-
naTtkosi pakTopu, gk aedopmalia rpyaHoi KNiTkm Ta
yacTi pecnipaTopHi 3axXxBOpOBaHHA B aHaMHe3i. Came

YKPATHCbKUN PEBMATOJIOTIYHWUW XYPHA o Ne 1 (99) » 2025



TOMY, BipOrigHo, i BigMiYann cTaTUCTUYHO 3HAYYLL
" He3anexHi kopensuii )XKEJ1 Ta OB, i3 HaaBHICTIO
BBC. IHWMMX BaXINBUMN MPUYMHAMU TaKMX 3MiH
MOXYTb B6yTr cynyTHa aedopmalis rpyaHoi KniTku,
3aTpMMKa PO3BUTKY JIereHb y AUTAYOMY Biui (OCo-
6n1BO Npu NiBO-nNpaBux LyHTax [44], a TakoX Cy-
NyTHA aHaToMivyHa PyHKLiOHaNbHA FINOBEHTUAALISA,
3YMOBJIEHA TPUBAIMM NOPYLLUEHHAM BEHTUNSALINHO-
nepdy3inHOro cniBBiAHOWEHHA Y AOPOCANX NaALLiEH-
TiB i3 BBC [45] Ta 0c0O6n1BO BUpaXxeHa npu disnyHuX
HaBaHTaXEHHAX. 3a AaHMMW fliTepaTypu, PpecTpuk-
TUBHI MOPYLUEHHS AVXanbHOIT PYHKLIi y Takmx naui-
€HTIB TAKOX MOXYTb OYTN 3yMOBJIEHI MEPEHECEHNMU
KapaioxipypriyHumu BTpydaHHamu [33], ane xoneH
3 06CTEXEHUX HAMM NALIEHTIB HE MaB Yy aHaAMHE3i Xi-
pyprivyHoi Kopekuii Bagu.

BeaxaeTbcs, wo nauieHTn 3 JIAI, ocobnmneo
3 IJ1AT, matoTb nokaszHukn @3/, B mexax Hopmu [46—
50]. NMpoTe 6araTo gaHux ceigyaThb, Wo xBopi 3 JIAI
Ta XTEJII MmaioTb 3HA4YHO ripii nokasdHukmn G310, Hix
ocobu 6e3 umx xBopob. Tak, 3a naHnmm G.E. Dalonzo
i cnieaBTopiB (1984) ta C.V. Burke i cniBaBTOpiB
(1987) [50, 51], 20-40% nauieHTiB 3 IJIA[ MOXYTb
MaTy OOCTPYKLIIO ANXaNbHUX LUAAXIB, AKY OLiHIOBA-
nn 3a BigHoweHHaM ODPB, no XEJ1 <70%. docni-
oxeHHs Meyer (2002) nokasano, Wwo cepegHil no-
kasHMk ODB, / XXEJ1 6yB CTaTUCTUUYHO 3HAYYLLLO HUNX-
YUM, HIXX Y KOHTPOJIBHIN rpyni — 76 npoTtn 84% [52].
HasaBHICTb NpOTUAEXHUX pPe3ynbTaTiB OOCNIOXEHb,
MMOBIPHO, NOB’A3aHa 3 TUM, WO CNiIPOMETPIs € He-
iIHOOPMATUBHNUM METOL0M OLLHKK nepudepuyHoi
0B6CTPYKLUIii AMXanbHUX LWINAXIB, SKa MOXEe BUHUKATU
B nauieHTiB i3 JIAI, ag>xe ii NOpyLLIEHHS BHOCSATb N1Lle
10% B TOTanbHWN oNip AnxanbHux wnaxis [41]. Bu-
aBneHi 3miHn y rpyni JIAF-C3CT y nokasHukax, Lo
XapakTepuayTb APiGHMI Kanibp OGPOHXIB (3HMXE-
Huin MOLL-75), xou i Bignosiganu naHum nitepary-
pv WoA0 3BUYHOIO iIMOBIPHOIO NPOSABY iHTEPCTULL-
aNbHOI0 YpaXeHHs!, oaHak He Bynn cTaTUCTUYHO J0-
CTOBIPHUMM BIAHOCHO iHWnX popm JII [53].

Y nocnigxeHHi V. Arunthari i cnisasTopis (2010)
He BUABNEHO Kopenauii Mix nokazHukamm M3 ta
remoauHamikm [54], wo Bignosigae pesynbratamM Ha-
LOro gocnigxeHHsa. BctaHoBneHa HaMmm He3anexHa
kopensauia Mixxk @XXEJ1 Ta 3€EJ1 3 ogHoro 60Ky Ta po3-
Mipom [MM 3 iHwWoro — noTpebye noganbLUMX JOCHi-
I>XeHb Ong iHTepnpeTalii OTpMMaHux gaHux, OCKifnb-
K1 30inbLueHHs niouwi MM moxe 3anexartn Big, cTyne-
HS MiABULLEEHHS TUCKY B JIEFEHEBIN apTepii, po3mipy
Ta BapiaHTy BHYTPILWHbOCEPLEBOro WWYyHTA Y NaLUi€H-
TiB 3JIA-BBC, cTyneHs Ta xapakTepy HegocTaTHOC-
Ti TPUCTYJIKOBOIO KfianaHa ToLO.

3HmxeHHa O3JIMB paHO 4y Mi3HO Big3Havanu
y BCix nauieHTiB i3 JI. LLe NOsSCHIOETLCSA CYKYMHICTIO
Pi3HUX MexaHi3MiB: peMoaentoBaHHAM apTepin ma-
JIOro Kanioépy Ta ix MikpoTPOMOYBaAHHS 3i 3BY>XXKEHHSIM
abo obcTpyKuieto, aucdyHKLUie eHooTenito kani-
NSpiB 3i 3MiHOK NPOHMKHOCTI | PO3BUTKOM HabpsKy,
dOopMyBaHHAM NMyNbMOOPOHXiaNbHUX LLIYHTIB, HAsIB-
HICTIO BHYTPILLHbOCEPLEBUX LLUYHTIB. Pe3ynbtaTtu Ko-
pensauinHo-perpecinHoro aHanisy 3JIMB yacTtkoBo
36irannck i3 TakuMu y paHille npoBeneHnx Aochi-
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DKeHHsax. Tak, y gocnigxeHHi M. Szturmowicz i cnis-
aBTopiB (2016) npu A3JIMB <55 % BusaBneHa kope-
NS ULbOro nokasHuka i3 QyHKUiOHaIbHUM KJ1aCOM
Ta KOpOTWO guctaHuieto 6XT [55]. Ha npoTtmBary
3arajbHOBIAOMOMY 3B’13Ky MaTOreHe3y 3HMXKEHHS
ANdyY3iNHOT 30aTHOCTI NEereHb i3 MOPYyLUEHHAM re-
MOJMHaMIKU, L0 MiATBEPANNOCH BUSIBIEHVMUN HE3a-
NIeXHO CTaTUCTUYHO 3HaYYLMMW KOPEensauigaMu i3 ce-
penHiMm TUCKOM y nereHesin aptepii ta LU, y gocni-
o>xeHHi V. Arunthari i cniBaBToOpiB HE BUSBUAN LET
kopensuji [54]. ABTOpu NOSACHIOBaNN e 0OMeEXeH-
HAM OOCNIOKEHHS, KON OuiHKa QYHKUIT ANXaHHA Ta
KMNC npoBoaunacs B pi3Hi AHi, Ta TUM, L0 BOHW 00-
CTexXyBanu TSXKY KaTeropito nawuieHTiB i3 CynyTHbOO
naTosorielo.

Mpn npoBeneHHi GaraTtopakTOPHOro Perpeciin-
HOro aHanidy HesaneXHuM NPegnuKTopoM HU3bKOI
O37TMB T1a 3€J1 6yna HassBHICTb CUCTEMHOIO CKNepo-
3y. Y HawoMmy gocnigxeHHi cepep nauieHTiB is C3CT
yacTka XBOPUX i3 CUCTEMHUM CKJI1IEPO30M CTAHOBU-
na 73,3% (11 nauienTiB i3 15). daHni paHiwe npose-
OeHoro gocnigxeHHsa Bernstein Ta cnisaBTOpiB [56]
cBigyaTh, WO 3 4yTNuMBICTIO 95% naujieHTn i3 cucTem-
HUM cknepo3oM 3 PXKEJT <80% ta L3MB <80% ma-
I0Tb IHTEPCTULiaIbHE 3aXBOPIOBAHHSA JIereHb, sike €
HaMnBa>JIMBILLOIO NMPUYNHOIO PecnipaTopHUX Nnopy-
WeHb. 3a HaAssBHOCTI iHTEpPCTULiaNbHOIo ypaxeH-
HSl 3MEHLLYETbCA aNbBeoNsApHUin 06’em Ta/abo no-
TOBLLYETbLCS anbBeosiokaningapHa membpaHa. Okpim
TOro, BinOyBa€eTbCH CYyAMHHE PEMOENIOBAHHS 3 NO-
TOBLLEHHSAM CYAVMHHOI CTIHKW Ta NigBULLLEHHSAM XOP-
cTkocTi aptepin [57]. Mpn JIT nopyLwyeTbcsa nerexHe-
Ba reMoAnHaMmika, Lo aCoLl0ETbCA i3 MOTiPLUEHHAM
O3JIMB. Y HawomMy focnigXeHHi napameTpu remo-
OMHaMIKM Mann He3anexHi CTaTUCTUYHO 3HaYYLLi KO-
pensuinni 38’a3km 3 A3JIMB sk y Bcix nauieHTiB 3 J1IT,
Tak i Npu aHanisi koHkpeTHo rpynu JIAI-C3CT. Pa-
Hilwe npoBeneHe pocnipxeHHsa Guillén-Del-Castillo
Ta cniBaBTopiB [58] niaTBEPANNO 3HAYEHHS SK NO-
PYLUEHHS reMOogMHaMIKN, Tak i ypaxeHHs napeHxi-
MU B 3HMXeHHI 3MB.

HesanexHa CTaTUCTMYHO 3Ha4yLLa KOPEensL,is no-
kasHukiB @31, (OKEJ, DXEJT, OPB,) i3 HacnyeHHaMm
Byrnekucnoro ragy (pCO,) B apTepianbHii KpOBI, BU-
3Ha4YEeHMM NPSIMUM METOA0M ra3oBOro aHanidy nig
yac KIC, y rpyni JIAT-C3CT, moxe nosicHioBaTucs
3atpumkoio CO,, NOB’A3aHOI0 i3 FiNOBEHTUNSALIEIO,
BUKJ/INKAHOIO YPaXEHHSAM JIereHeBOro iHTepCTULLtO
ab0 X gmxanbHUX M’3iB YHACiA0K CYNYTHbLOIO N0~
KanbHOro 3anasnbHOro npouecy y H1x. HabaraTto Bax-
JINBILLNM BUOAETLCS BU3HAYEHHS konabysaHHsa HIMB
y IKOCTi npeankTopa 3HmKeHHA 3EJ1. Taknii 38’930K
MO>XHa MOSICHUTW 3aNIEXHICTIO CTyNneHs KonabyBaH-
Ha HIMB Big LeHTpanbHOro BEHO3HOI O TUCKY Ta SAKiC-
TIO ANXaNbHOI MEXaHiK1 y 3ragaHoi rpynu NaLieHTiB.
3rigHo 3 pe3dynbTataMm HELWO0aBHLOIO AOCIAXEH-
Ha Chaigne Ta cniBaBTopiB (2025), 3E€EJ1 BBaxaeTbcs
Kpawmm NporHoCTUYHNMM pakTOPOM ANH NALLEHTIB i3
CUCTEMHUM CKJ1EPO30M, HixX PXKEJT [59].
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BJJACHI CNOCTEPEXEHHA
BUCHOBKMHU

1. Cepep obcTexeHux rpyn nauieHTun id JIAM-BBC
Manu Halripwi nokasHuku @3/, a xBopi i3 JIAT -
C3CT — HanHmxyy A3JIMB.

2. 3HayHe 3HMxeHHa O3JIMB Ta 3€J1 y naujieH-
TiB i3 C3CT Ha dOoHi manxe HOPManbHUX NOKA3HN-
kiB P33/, nigTBEpANNO HEOOXIAHICTb X BU3HAYEHHS
y BCix xBopux i3 C3CT, aki matotb JIT.

3. Y nauienTiB i3 C3CT nokasHukmn came 4 3J1IMB
Ta 3€J1 pocToBipHO acouitoBanucs 3 GyHKUioHaNb-
HMM CTaHOM NaLieHTIB (ancTaHuieto 6XT) Ta nopy-
LIEHHAM reMoauHamikun (BULWMM TUCKOM B lereHe-
Bi apTepii Ta IMMM).

ABTOPW NOBIAOMASAIOTbL MPO BIACYTHICTb KOHP K-
Ty iHTepeciB.

YyacTb aBTOPIB: KOHLENML,iS Ta NPOEKT JOCIAXEH-
Ha — . PapyeHko, O. BopTkeBuny; 36ip maTtepiany,
CTaTUCTUYHE ONpaLoBaHHSA AaHUX, Ornan nitepa-
Typu — C. [pOroHoB; HanMcaHHsa cTaTTi Ta pejary-
BaHHA — C. MNporoHos, I'. PagueHko, O. bopTkesuny.
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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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