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A0 PAHHbLOI AIATHOCTUKU

B ornsafoBiit cTaTTi HaBeAeHO pe3ynbTaTu AO0CNIAKEHHA PaHHbOI AiarHOCTUKK 1 NiKyBaHHA fiereHeBoi rineptersii (/1I),
acouilioBaHOI i3 CUCTEMHUMW 3aXBOPIOBAHHAMM CNosy4HOT TKaHUHKU (C3CT). C3CT MOXKyTb CMPUUYUHUTU pO3BUTOK JIT
yepes Kisibka MexaHi3MiB: nereHeBa apTepiasibHa rinepteHsia (/1Al), acouilioBaHa 3 iHTepCTULiaNbHUM 3aXBOpPOBaH-
HAM NereHb, HepPBOBO-M’A30BMMM 3aXBOPIOBAHHAMM Ta/abo po3nagamu CHy, WO NPU3BOAATL A0 MMNOKCIi; acouiioBaHa
TpomboemboniyHa JII Ta nereHeBa BEHO3Ha rinepTeH3is BHaCNiA0K AUCOYHKL,T NiBOro WAyHOYKa. 3rifHO 3 HelLoAaBHIMK
pocnigxkeHHamu /I, wo nos’s3aHa i3 3aXBOPOBAHHAMM CNoAYYHOI TKaHMHK (C3CT-/1), mae geaki BigMiTHI 0co6AMBOCTI
iHWKMX BMAis /I BUCOKa NOLWMPEHICTb, BTATHEHHA B NATONOrYHMIA NPOLLEC BEHO3HOrO pyc/a Ta cepud, MeHL CNPUATAK-
BMIA NPOTHO3, HAaABHICTb anroputMy BusaeaeHHAs — DETECT, no3uTMBHA BiANOBiAb Ha iMyHOCYNpecuBHY Tepanito, 3Ha4HO
nowmrpeHi KombiHoBaHi popmu. TUCK y nereHesilt apTepii MoxKe ByTU BUMIpAHMIA 32 AONOMOrol exoKapaiorpadii, ane
30/10TUM CTaHZAPTOM AS 4iarHOCTMKM 3a/IMWAETLCA KaTeTepmusalis npasBux Bigainis cepusa. JIAT-cneundiyHa Tepanis,
OKpiM iMyHOCYNpecMBHOI, € HalnowunpeHiwnm metogom nikyBaHHA C3CT-JIAT. Ha cborogHi icHye 6araTto cynepeynnsumx
OYMOK LLLOAO NOYaTKY Ta TEPMiHY NPU3HAYEHHSA LMX Npenapartis. Y LboMy ornsai Mm o6roBoptoemo enigemionorito, naTto-
reHes, KniHivyHy KaptuHy C3CT-JIT, aKueHTYEMO yBary NiKapis Ha paHHIX MeTo4ax AiarHOCTYBaHHA LLbOro 3aXBOPHOBAHHS,
Ha HeobXiAHOCTi BUKOPUCTAHHA aNTOPUTMY PaHHBOTO BUAB/IEHHS LLbOrO YCKAAAHEHHSA Ta NiAXOAM A0 NiKYBaHHSA.

Kniouosi cnosa

CuctemHe 3axBOPIOBAHHA CNOAYYHOI TKAHWHW, IeTeHeBa rinepTeHsifa, TUCK y ereHeBil apTepii, Knacudikauia nereHeBoi
rinepTeHsii, cUCTeMHa CKepoaepmisn, CUCTEMHUIA YePBOHWUIA BOBYAK, AiarHOCTUKA.

NereHeBsa rinepteHsia (/IN) — ue cTaH i3 nia-
BULLEHUM CepeaHiM TUCKOM y nereHesin aprtepii
(25 mm pT. cT. | BMLLE), AKMIA BUMIPAHO NpU KaTe-
Tepusau,ii npasux Biaainis cepusn (KMNC) [4]. 3riaHo
i3 cyyacHoto KnacuodiKkaliero BUAINAIOTL TaKi rpynu
nr[3, 15]:

e JII, AKa BUHWKAE BHACAIAOK pEMOAENOBAHHA 1A
3BY)XEHHSA JlereHeBuUX apTepiit Ta apTepion, —
ue nereHeea apTepianbHa rinepteHsia (J1AT),
BOHa Knacudikyetbca AK 1-a rpyna Jrl;

e JI[, AKa BMHMKAE Yepe3 nopyweHHA OyHKLUii
NiBoi MONOBMHWU cepuA Ta MNoAa/bUMK 3acCTil
Yy Manomy Koni Kposoobiry, — 2-a rpyna JI;

e JII, acouitoBaHa i3 3aXBOPHOBAHHAMM JiereHb
Ta/abo rinokcieto,— 3-a rpyna /T;

e /I, noB’s3aHa 3 OK/tO3i€l0 1IereHeBoro CyanHHOro
pycna yepes Tpomboembonito,— 4-a rpyna J1T;
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e JI[, wo 3ymoBaeHa He3po3ymiinmmum i barato-

GaKTOPHMMKM MmexaHismu,— 5-a rpyna /I,

I3 unx n’atn popm nereHesoil rinepteHsii JIAT
Ma€e ocobnmBe KNiHiYHe 3HAYeHHA Yepe3 BUCOKY
CMEpPTHICTb, @ TAKOX OCTAaHHI AOCATHEHHA B cne-
uMoiyHin  Tepanii, BKAOYAOYM 3aCTOCYBaHHSA
aHTaroHicTiB peuenTopie eHgoTteniHy (APE), iH-
riitopis ¢pocooaiectepasn Tuny 5 (idAE5), pos-
YMHHOIO CTUMYNATOPA TyaHinaTuukaasu, aHa-
NoriB MPOCTaUMKNIHY Ta aroHicTiB peuenTtopis
NPOCTALMKAIHY.

MOpiBHAHO 3 HW3bKMM pPiBHEM MOLWMPEHOCTI
NAT y 3aranbHi nonynsauii (npubnnsHo 15 Bunaa-
KiB Ha 1 MinibloOH oci6) JIAT HepigKo cnocTepiraeTb-
CA Y XBOPUX Ha CUCTEMHIi 3aXBOPIOBaHHA CMOJYYHOT
TKaHuHM (C3CT), AKi €, BNacHe, OCHOBHOW NpPUYU-
Hot po3BUTKY JIAl i 3aimaroTb 61M3bKO 4BeEpTi
3aranbHoi nonynauii nauienTis i3 JIAT [30]. MNowwu-
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peHictb JIAT i /I y naui€eHTIB i3 CUCTEMHOLIO CKAEpPO-
aepmito (CCA) ctaHoBUTb NpnbAM3HO 20% [6].

NAT — pedpakTepHa xBopoba, fAKa xapaKTepu-
3YETHCA NPOrpecyoymMm NigBULLEHHAM TUCKY B CY-
AWHAX Manoro Kona KpoBoobiry i niasulieHHAM
nereHeBoro cyguHHoro onopy (/1CO). AiarHoc-
TUYHMMU O3HAKAMM LLbOTO CTaHy € MigBULLEHHA
cepefHbOro TUCKy B nereHesili aptepii (CpT/1A)
>25 MM pT. CT., nereHeBoro cyanMHHoro onopy (/1ICO)
>3 oaAMHUUb Byaa, TUCKY 3aKANHIOBAHHA AereHeBol
apTepii (T3/1A) <15 mm pT. CT. 33 AaHMMK KaTeTe-
pu3auii npasux Bigainis cepusa (KMNC) Ta nereHeBsoi
apTepii. O60OB’A3KOBUM KpUTepiem AiarHosy € Bia-
CYTHICTb YparKeHHA NniBMX BigAinis cepus, iHTep-
CcTMUianbHUX abo O6CTPYKTUBHUX 3axXBOPHOBaHb
NiereHb Ta Tpomboembonii nereHeBux cyguH [43].

NIAT, nos’szaHa i3 C3CT (C3CT-/1AT), nopiBHAHO
3 igionatnuHoto JIAT (I1AT), mae aeski yHiKanbHi
K/IHIYHI XapaKTePUCTUKU, TaKi AK MEHLU CNPUATAU-
BMM NPOrHO3, 3a/ly4eHHA BEHO3HOTO pycaa i cepua
Ta NO3MTUBHA BiANOBIAb HA iIMYHOCYNPECUBHY Te-
panito. Llelt ornag nitepaTypu 30cepeaKyeTbca Ha
cneundiyHmx acnektax C3CT-/II, npuBepTae ysary
NiKapiB A0 paHHiIX MeToAiB AiarHOCTUKM LLbOTO CTa-
HY, cTpaTudikauii pu3nKy nauieHTis i3 /Il Ta niaxo-
AiB [0 NiKyBaHHA TaKMX MaLi€HTIB.

NaTtoreHes JII BkAOYae YoTupu natodisionoriv-
HUX MmexaHi3zmu [1]:

1) Ba30OKOHCTPUKLiIO;

2) peayKLuito nereHeBoro CyAMHHOro pycna;

3) 3HMMKEHHSA e1aCTUUYHOCTI NereHeBuX CyauH;

4) obnitepauito nereHeBux cyguH (Tpomb60o3 in
situ, nponidepauis rnagkom’aA30BUX KNITUH).

[0 po3BUTKY UMX MoAin y byab-AsKOMy reHesi

NI npn3BoguTh AnchYHKLiIA eHAOTeNito, AKa nepe-
6irae 3 nopyweHHAM 6anaHCy Ba30AKTUBHUX Me-
Aiatopis [48]. 3a paxyHOK MOLWKOAMEHHA KAITUH
€HOOTENI0 CEeKPETYTbCA XEeMOTAKCUYHI areHTu,
BMKMKAOUM TUM CAMMUM MirpaLLito ragkom’a3oBux
KNiTWUH B iIHTUMY nereHeBux apTepion [48]. Mpos.ia-
Ha ponb y GdopmyBaHHI JII TAaKOXK HaNEXUTb TPOM-
603y in situ, AKMIA dopmMyeTbCA Yepe3 HagMipHY
CeKpeL,ito NPoCTaunKAiHIB i iHri6iTopiB TKAHMHHOrO
AKTUBATOPA NNA3MiHOTeHy 3 BMpPa*KeHUM iX Ba30-
KOHCTPUKTOPHUM edeKToMm, Wo TpaHchopmye ne-
reHeBe CyAMHHE PYC/io 3i 3BUYAMHOIo aHTUKoary-
NIAHTHOrO CTaHy Ha npokoarynaHTHuit [31]. BigTak
YTBOPHOETLCA «XUOHE» KONO, KON NOLKOAMKEHHA
eHaoTenito Npu3BoAMTb A0 MNPOrpecyyoro pe-
MOAENtoBaHHA NereHeBux CyAuH, HapOCTaHHA Cy-
OVHHOI 0b6CTpyKLii 1 obnitepauii [1]. Matonoriy-
Hi Nnpouecn 3a4inatoTb YCi WapU CYAUHHOI CTIHKMK
i pi3Hi TUNK KNiTUH — dibpobnacTn, eHgoTeNiaNbHI
i rnagkom’a3oBi KNiTUHK [48].

Knacudikauia. BignosigHo A0 cy4yacHOi Knacu-
¢dikauii JIf BkAoyae B cebe N’'ATb OCHOBHUX rpyn
i3 3arabHUMM KNiHIYHUMMK | naTodisionoriyHnmm
ocobaumsoctamu: rpyna 1 — JIAT; rpyna 2 — T,
NnoB’A3aHa 3 ypaXKeHHAM NiBMX Bigainis cepus; rpy-
na 3 — JI[, 3ymoB/ieHa 3aXxBOPOBAHHAMMW NereHb;
rpyna 4 — xpoHidyHa TpomboemboniyHa nereHesa
rineptensisa (XTENT); rpyna 5 — /Il i3 HeBigoMmumum
mexaHisamamu [2, 15] (puc. 1).

Okpim TOro, 3anexHo Big pisHa T3JIA, JIl' no-
Ainferbea Ha npekaninapHy (T3/1A <15 mm pT. CT.)
abo noctkaninapHy (T3/1A >15 mm prt. c1.) [15].
MpekaninapHa JII po3BUBAETLCA NPU YpaXKEHHAX
CYOMHHOTO pycna nereHb, Koau naTtodisionorivHi

JIEFEHEBA MNMNEPTEH3IA

! 1-a rpyna ' ' 2-a rpyna ) ! 3-a rpyna o 4-a rpyna ) ! 5-a rpyna !
! NereHesa ' ' Nr, acouinoeaHxa 3 ! ! Nr, acouioBaHa i3 o NI, nog’A3aHa 3 | ! Il iz HeBigoMumKn !
! apTepianbHa ' ' YPaKeHHAM nigux | 3aXBOPIOBaHHAMM | | OKMID3IEI NEereHeBoro ! Talabo baratocpak- |
! rinepTeHsia ' ' Bigginie cepusa ! ! nerexs ilfabo o CYAWHHOrO pycna " ! TOPHUMMH [
g K ) rinokciero o ’J MexaHizmammn K
Idionamuy+a « CucmoniyHa « XpoHiyHa * XpoHiuHa = [emamonoaiyHi
Cnadkosa ducghyHkuia obcmpykmusHa mpomboembBoniyHa 3axeopisaHHA
« AcouyiliosaHa 3 « [iacmoniyHa xsopoba nezeHb nezeHesa «  Cucmemni
NpUOMaHHAM Nikie ducghyHryia » IHmepcmuuiansHi zinepmeH3ia 3axe0pHBaHHA
* AcouifiosanHa: + Badu knanawie Xe0pobu nezeHb * Mema6onivHi
¥ i3 cucmemHuMU «  [inosermunauiiHi nopyweHHs
3axeopHIsaHHAMU namonoail anceeon * JHwi
cnony4yHor + Badu pO3sUMKY
mKaHuHu nezexb

v’ i3 nopmansHo
ainepmen3iero

¥ i3 epodkeHuMU
gadamu cepys

v i3 BlT-inghexuicio

Bexooknmwo3usHa

xeopoba

Puc. 1. Knacudgpikayis nezeHeegoi 2zinepmeH3ii
Mpumimku. /I — nezeHesa 2inepmeHsis.
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npouecn Npu3BoaaTb 40 niasuweHHA J1ICO. Ha Big-
MiHY Big UbOro noctkaninApHa JII po3BMBAETLCA
yepes nNacuBHy nepegavy nigsuweHoro T3/1A 6es
oboBs’sizkoBoro 36inbweHHs JICC. Y Tabn. 1 npea-
CTaBNEHO pPi3Hi remoanHaMmiuHI rpynu JIT.

Aka X i3 umxrpyn b6inbw snactuea gnsa C3CT-NAM?
lNcTtonaTtonorivyHi  gocnigXeHHA nNpPoAeMOHCTPY-
Banu ocobnusy aHrionatito, Bnactuey C3CT-JIAT,
ocobnnso ana NATl, acouilioBaHOi i3 CUCTEMHOIO
cknepoaepmieto (CCA-NAT), aka BKawouvae ¢pibpos
iHTUMM, NponidepaLito KNITUH eHaOoTeNito Ta rasa-
Koi myckynatypu [3]. P. Dorfmuller Ta cnisasT. [11]
nokasanu, Wwo B 6 (75%) i3 8 nauieHTiB i3 C3CT-/T,
BKAOYatoum 4 nauieHTis i3 CCL, 1 i3 cMcTeEMHUM
yepBOHMM BoBYaKom (CYB), 1 3i 3miluaHNM 3axBo-
ptoBaHHAM crnonyyHoi TkaHuHKu (33CT), npwu ricto-
NnaToNoriYyHOMY [AOCANIAMKeHHi Byno BUABNEHO He
TiNbKM OBCTPYKTMBHY apTepionarTito, asne 1 TakoX
BEHO3HE i BEHyNApHe 0B6CTPYKTUBHE ypaXKeHHs cy-
AWH neredb. M.J. Overbeek Ta cniBaBT. [39] BUABK-
n, wo Bci xBopi i3 CCA-/1AT, aki 6panm yyacTb y go-
CNigXEeHHi, Mann PEKOHCTPYKLIiO NereHeBMx BeH
Ta BEHYA, TOAi AK Wi 3MiHM Byan NpUCYTHIMKN nnwe
B 3 3 11 nauieHTiB npu igionatnyHin dopmi SAT.
Lle € npoABOM nereHeBOi BEHOOK/IKO3UBHOI XBOPO-
6u (BOX/1), ska HewoaasHO KnacudikosaHa ak NIl
rpyna 1’ [15]. 3rigHo i3 uMm, npu Komn'toTepHii
Tomorpadii nereHb MOXKHa BUABUTU AOBOJII YacTy
peHTreHorpadiyHy Tpiagy BOX/1: 36inbweHHs nim-
baTnYHMX BY3NiB, LEHTPONODYNSPHE 3aTEMHEHHSA
Ta cenTanbHi AiHii [17].

Tabnuua 1. femoauHamiyHi rpynu nereHesoi
rinepteHsii

BusHauyeHHA XapaKTepucTuku KniHiuHa rpyna

CpTNA .
ar 225 mm pT. CT. yei
CpTNIA N yHacni ogggxso I0BaHHA
225 mm pT. CT. ¥ A P

T3MA nereHb

XTENT
T i3 HeBigOMUMM
abo baratodakTopHUMHU
MexaHi3mamMmn BUHUKHEHHA

MpekaninapHa <15 mm pT. cT.

CB y Hopmi abo
3HUKEHUI

>25CNF\)';‘UL/'T\ or T yHacnifoK ypaskeHHA niBmx
T3A BiaAinis cepua

MocTkaninapHa JT i3 HeBigOMUMM
abo 6aratodpakTopHUMM

MexaHi3Mammn BUHUKHEHHA

>15 mm pT. cT.
CBy Hopmi abo
3HUKEHUI

/T, 3ymoBnieHa xsopobamu

I130nboBaHa
nocTtkaninapHa Jir

AT <7 mm prT. cT.
J1CO <3 oamHMLb
Byaa

nisux Bigainis cepua
JIT HeBiZOMOrO reHesy
abo 3 baraTopakTopHUMU
mexaHismamum

NoegHaHa
nocTKaninApHa
i npekaninapHa

nr

AT 27 mm pr. cT.
J1CC >3 oanHuUb
Byaa

JIT, 3ymoBnieHa xsopobamu
nisux BigAainis cepusA
JII" HeBiZOMOTrO reHesy
abo 3 baratodpakTOopHUMM
MexaHismamu

Mpumimku. /I — nezeHesa einepmen3isa; JIAl — nezeHesa
apmepiansHa einepmen3sis; CpT/IA — cepedHili muck y nezeHesili
apmepii; T3/IJA — muck 30KAUHIOBAHHA snezeHesoi apmepii; AT —
diacmoniyHul epadieHm mucky; /ICO — nezeHesuli cyOuHHul onip;
XTEJ1 — xpoHi4YHa mpomboemboniyHa nezeHesa 2inepmeHsis.

MoBepHyTUCA 40 3MiCTY

OKpim ypa)keHHA nereHb, gna C3CT-JII Tuno-
BMM € YParKeHHA cepua. Y gocnigxKeHHi, nposese-
Homy S.C. Mathai i cnisaBT. [29], y cupoBaTu,i KpoBi
nauienTis i3 CCA-NAT BUABAEHO NiABULLEHWIN BMICT
NT-proBNP nopisHAHO 3 nayieHTamu 3 IJ1Al, He3Ba-
awuu Npu ubomy Ha 6inbw HU3bKKI CpT/IA. Kinb-
Ka O0CANigXKeHb i3 3aCTOCYBaHHAM MarHiTHoO-pe3o-
HaHCHOi Tomorpadii cepus BUABUAM XapaKTepHi
ana CCO-NT 3miHnM — ue nopyweHHa QyHKLIi i pe-
MOAEeNt0BaHHA NPaBOro WAYHOUKA 3i 36inblIEHHAM
nicnsAHaBaHTAXXeHHA Ta 3MiHeHO BiBeHTpUKyAAp-
Hoto B3aemogieto [23, 37].

MpoBeaeHHA eHAOMIOKapAianbHOi bioncii npo-
OEeMOHCTPYBaN0 NaTONOTNIYHY AeN03MLLiI0 KoareHy
B MioKapai nauieHTis i3 CCA, aki He matoTb 03HaK
abo cumnTomiB 3axBOPHOBAHHA JiBOI abo npasoi
nonosuH cepua [12]. 3 ornagy Ha ue, y NauieHTIB
i3 C3CT-JIl MOXyTb pPO3BMBATUCA HE TiNIbKN «BTO-
PUHHa» cepueBa ANCPYHKLIA Yyepe3 NiaBULLEHUI
apTepiasibHUI TUCK Y IereHeBilt apTepii, ane 1 Ta-
KO «MepBMHHa» CcepueBa MNaTo/soriA BHACAIAOK
¢ibpo3y miokapaa. Lle moKHa po3uiHloBaTU fK
KombiHoBaHy JIT (1-a Ta 2-a rpynu), Wo € TUNOBUM
ana C3CT-/T.

[o Toro » 2-a rpyna JIl nepeKoHAMBO 34aTHa
BUK/IMKATU PEKOHCTPYKL,itO IereHeBOro CYANUHHOTO
pycna Ta noganblly aucnponopuiiny /I, wo cyT-
TEBO YCKNAAHIOE Ta YPI3HOMAHITHIOE nNaToreHes
C3CT-NI. Y pocnigxeHHi B.D. Fox i cniBasT. [13]
6yno noBigOMNAEHO NPO BUCOKY MOLWMPEHICTb
2-i rpynn Il y xBopux Ha CCA. 13 53 nauieHTiB i3
CCAO-NT 29 6ynu knacudikosaHi B rpyny 1 /1T (NAT)
i3 T3/TIA <15 mm pT. cT., 224 — y rpyny 2 JITi3 T3/1A
>15 mm pT. cT. o TOro X i3 umx 29 naujieHTiB i3
CCA-NT 11 manu nigBULWEHUM KiHLEeBUI aiacToniy-
HUIM TUCK NiBOrO WAYHOYKA >15 mm pT. cT. Ao abo
nicna HagaHTaxeHHA 500 mn piguHK, WO CBIAYNTL
npo cnisicHyBaHHA 2-i rpynu JII i3 JIAl. BBa*Ka€Tb-
CA, WO Ui BigMiIHHIi BEHO3HI Ta cepueBi ypaKeHHA
NnoB’A3aHi 3 MeHLW CNPUATANBUM NPOFrHO30OM Y XBO-
pux Ha CCO-/T.

Mpu C3CT-/II moxke TpanaaTtuca i 3-a rpyna /I,
NoB’A3aHa 3 IHTEPCTULIANbHUMM YPAKEHHAMM fe-
reHb. JJobpe Bigomuii GpaKT 4acToro yparkeHHa ne-
reHb npu C3CT y Burnaai nynbMoOHITIB, N1eBpUTIB
Ta a/1bBEONITIB, W0, BAAaCHE, i Npu3BoauTb 40 dop-
myBaHHA JII 3-ro Tuny.

Y nauieHTiB i3 CYB-J/IAT onucaHo nereHeBuUi
BACKYANIT, @ TaKOX iIMYHOKOMMJEKCHY Aeno3ulito
B IHTUMI Ta mefjianbHMX Wapax CTIHOK nereHeBux
CcyAuH, BKAoYatoum I1gG, IgM, C3 i Clq [5], wo nia-
TBEPAKYIOTb POAb aBTOIMYHHMX NPOLLECIB Y NATO-
reHesi JIM y xsopux Ha C3CT. [ly»Ke 4acTo y XBOpPUX
Ha C3CT, oco6aunBo B pasi CYB, BUHMKAE BTOPUHHNIA
aHTUdochoninigHNM cuHOPOM, AKUI NOB’A3aHUN
i3 4-10 rpynoto /Il (xpoHiyHa TpomboembonivHa ne-
reHeBa rinepTeHsia), yHacNiAOK BUHUKHEHHA apTe-
pianbHUX Tpombo3is [21].

www.plr.com.ua | N/, Tom 8, Ne1, 2019 |



Tob6To y dopmysaHHi JIT npu C3CT BigirpatoTb
Ba*K/IMBY POJIb YUCAEHHI NAaTOreHEeTUYHI YNHHUKMU,
AKi popmytoTtb JIAT 1-ro i 1’-ro Tuny, /Il 2-ro Tmny,
3-ro i 4-ro TMNY 3 PO3BUTKOM AK NpeKaninapHofi,
TaK i noctkaninapHoi JrI.

KniHiyuHa KapTuMHa. Ha cborogHi Hemae cne-
UMPIYHUX TUNOBUX KAIHIYHUX CMMNTOMIB, 33 A40-
MOMOrOK AKUX MOXKAMBO AiarHocTtysatun JIT;
KAiHIYHI cumnTommn JII CMMyniOOTb Pi3Hi 3axBo-
pPIOBAHHA CEpLEBO-CYAUHHOT i AMXaNbHOI CUCTEM.
Mepwum CMMNTOMOM 3a3BMYall € 3a4MLLIKA, AKa
4YacTo CYMNpPOBOAMKYETLCA BTOMOI Ta BUCHAXKeH-
HAM i BUHUKAE B NepeBaxKHin 6inbwocTi BUNagKis
NAT-C3CT — 94% [18].

3aBAAKM HecneuMdiyHOCTI KAIHIYHUX BUABIB
npu Il icHye Big4YyTHa 3aTPMMKa B AiarHOCTULI
uboro ctaHy. lpu nporpecyBaHHi 3axBoploBaH-
HA CMMNTOMM MNOCUAIOIOTLCA Ta NOFIPLWYHOTLCA,
3’ABAAIOTLCA HOBI, HAaNPWKAAA 33a4MLWKa NpU 3ru-
HaHHi (6eHAoNHIA) Ta CMHKON; OCTAaHHIN CUMMNTOM
BMHMKAE 3a3BMYai nig yac abo Bigpasy nicna oi-
3MYHOTO HaBaHTaXeHHA. YacTi CMHKONW HaBiTb Npwn
HEBE/IMKOMY HaBaHTaXKEHHi € MPOrHO3HEraTUBHUM
YMHHMKOM i YITKO BKA3ylOTb Ha HaABHiCTb Hebes-
NeyHoro ANA KUTTA cTaHy [18].

Mpn 06’eKTUBHOMY A0CAIAKEHHI XBOPUX i3 KOM-
neHcosaHoto JI[, AK npaBuMNO, NiKap He BUABANAE
KOAHUX BigxuneHb. PaHHimM o3Hakamu JII € nepu-
depuyHMt abo LEHTPaNbHUI LiaHO3, WO BUHMKAE
cnoyaTky nig 4ac ¢i3sMYHOro HaBaHTAXKEHHA, aK-
LEeHT 2-ro TOHY Ha /iereHeBil apTepii Npu aycKkynb-
Tauil OCHOBM cepus, CUCTONIMHUI WYM perypriTauii
Ha TPUKycniganbHOMY KnanaHi. KnaiHivyHi npoasu
PO3ropHyTOi CTagii 3aXBOPOBAHHA — Le, BlacHe,
03HaKM XPOHiYHOI cepleBoi HegocTaTHOCTI (XCH):
HabpAKK, Binb y rpyaHiN KniTui, cepuedbuTTa, cnab-
KiCTb | BTOMA, renatomerania, npekapaianbHa
nynbcalifa, Nynbcauia APEeMHUX BEH, aCLUT TOLO.
3HMKeHHA Nepdysii opraHiB 3@ paxyHOK PO3BUTKY
XCH nexutb B OCHOBI PO3BUTKY MEYiHKOBOI AMC-
$yHKUiT B nauieHTiB i3 C3CT-JI[. Tak, cnocTepira-
€TbCA NiABULLEHHA piBHA 3aranbHoro 6inipybiHy,
acouiioBaHe 3i 36inbleHHAM pPiBHIB Ny»KHOI ¢doc-
¢daTasm i 3aranbHOi nakTaTaeriaporeHasu (N14r6).
lnepbinipybiHemis — Le [OCTYNHMI Ta AOCTOBIp-
HUI MapKep Ba*KKOi NPaBOLWYHOYKOBOI HeAOCTaT-
HOCTi i HECNPUATAMBOrO NPOrHO3y B MALEHTIB i3
NT. NigBULWEHHA PiBHA Y-rAyTaMinTpaHcnenTnaasu
B nauieHTiB i3 C3CT-JIM moxke 6yTK NoB’A3aHO i 3 cy-
NYTHIM «NePBUHHMMY BiniapHUM ypaxkeHHam [45].

AHacapKa, Tak CaMo fK i BMPaXKeHa rinoTeHsis,
TPanAAETbCA HAa TEPMIiHA/bHMUX CTALiAX 3aXBOPHO-
BaHHA Ta npu IV ®K 3a NYHA. Mpu C3CT-JIAT no-
Ka3HMKM CUCTOJIIMHOTO TUCKY B MPAaBOMY LUAYHOYKY
i nereHeBin apTepii 34e6iNbWOro € 3HA4YHO HUKYU-
MM, @ AiaCTONIYHOTO — BULLUMW, HixK npu IJ1AT, wo
TAKOXK HEraTMBHO BMJ/IMBAE HAa BUXKMBAHICTb Naui-
eHTiB [8]. Uelt deHOoMmeH A03B0OISIE 3pOOUTU BUCHO-
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BOK, Wo0 B nauieHTiB i3 C3CT-JIAl 3HMXKeHa 34aT-
HICTb A0 pemogentoBaHHA NpaBuX BigAinis cepuA
npu 36inblweHHi /1CO. Lle moxe 6yTn pesynbtaTtom
3anasieHHn i ¢ibpo3y, Wo NiaTBepaAXYyTb pesyb-
TaTU eHAOMiOKapgianbHoi bioncii B nauieHTiB i3
C3CT [12].

ONnAa KNiHIYHOT OLIHKM CTyneHA BaXKKOCTi 3aXBO-
ploBaHHA BUKOPMUCTOBYETbCA Knacuodikauia /1T 3a
¢dyHKuioHanbHMMKM Knacamu (PK), wo € agantoBa-
HO Knacudikalieto cepLeBoi Heg0CTaTHOCTI, 3ria-
HO 3 Hblo-MopKcebkoto Acouiauiieto cepuga (NYHA).

OiarHocTtuka. 3 ornagy Ha BiIAHOCHO BUCOKY
nowwupeHictb JII y nauieHTis i3 C3CT, ocobauneo i3
CCA, Ta HecneuunivyHicTb KNiHIYHOT cumnTOMaTU-
KU HeobxigHnit edeKTUBHUIN CKpUHIHT NIT i JIAT i3
MEeTOI PAaHHbOFO BUABMEHHA LLbOr0 3aXBOPHOBAH-
HA B MALIEHTIB ANA NONINWEHHA NPOrHo3y. 3rigHo
i3 cy4yacHMMM peKomeHgauismu [25] nauieHTu i3
CC/A, aKi matoTb Taki NpoABKU, AK CKNepoaaKTMAiA,
KaninApoCcKoNiyHi aHOManii HiIrTbOBOro JIOXKe i cne-
umodivHi gns CCL aBTOAHTUTING, WOPOKY NOBUHHI
NPOXOANTU CKPUHIHT Ha JIAT. BiH oxonatoe Taki Tec-
TU: NereHesi GyHKLUiOHaNbHi Npobu, gocniaKeHHn
nereHeBoi ¢yHKUIii 3 ouiHkoto AudysiitHOI 34aT-
HOCTi nereHb Ana MoHookcuay Byrneuto (DLco),
TpaHCcTOpaKaibHy exokapgiorpadito (TExoKT), Bu-
miptoBaHHA NT-proBNP, npoBegeHHA KaTeTepusa-
Lii npasux BigAinis cepus npu BUABNEHHI NOKa-
3aHb A0 UbOro AochiaxeHHa (Tabn. 2). XsBopi Ha
iHWi C3CT noBWHHI 6yTn cTpaTudikoBaHi Tak camo
NPy BUHMKHEHHI Nigo3pwn B AiKapA HA HaABHICTb
NIl 3 ornAagy Ha cKapru, ob’eKTMBHE AO0CAIAKEHHN
YM AaHi IHCTPYMEHTANIbHUX METOAIB AOCNiAXKEHHA
(puc. 2).

Tabnuua 2. MNoKasaHHA gNa KateTepu3sauii npa-
BOro Biaainy cepusa (agantosaHo Hamm 3 [25])

OAMH i3 HUKYenepepaxoBaHMX AaHUX AOCAIAKEHHA

LLIBMAKICTb TPMKyCNiganbHOI perypritauii (3a AaHnumu TEXoKT) >2,8 m/c

Po3mip npaBoro nepeacepas (Bumiptoetbca npu TExoKr) >53 mm

Po3mip cepeguHHOT NOPOXKHUHM NPABOTO LWYHOYKA (BUMIPIOETLCA
npwv ExoKr) >35 mm

®MEN: DLco cnissBigHoOWeHHA >1,6 Ta/abo DLco <60% nepepbayeHoro
i NT-proBNP y 2 pa3u binbLue Big BEpXHbOT MeXXi Hopmu

3rigHo 3 anroputmom DETECT (http://detect-pah.com)

HafABHiCTb HUKYenepepaxoBaHWUX AAHUX AOCNIAXKEHHA + KAiHIYHI
03HaKku*

LLiBnAKicTb TPMKyCNiAanbHOI perypritauii (3a AaHumu ExoKr) — 2,5-
2,8 m/c
®MEN: DLco cnissBigHoOWeHHA >1,6 Ta/abo DLco <60% nepeabayeHoro
6e3 niasuweHHa NT-proBNP

Mpumimku. TExoKI — mpaHcmopakaneHa exokapdiozpadis;
OEN — opcosaHa ummesa emHicme nezeHb; DLco — AudpysiliHa
30amHicmeb nezeHsb 0419 MOHOOKcUdy syeneyto; NT-proBNP — moskosuli
HampiliypemuyHuli npornenmud.

1Cumnmomu 8KAYAOMb MUMMAHIYHUL 38YK MpU MOpPiBHANbHI
nepkycii nezeHe, nepugepuyHi HabpsKuU, 3a0UWKy 8 crioKoi abo npu He-
3HAYHOMY PI3UYHOMY HABAHMAN(EHHI, CMOMABAHICMb, NpecuHKone/
cuHKone, 6inb 3a epyOHUHOO, cepyebumms, 3arnaMopPOYEHHH.

ONnAa CKpUHIHTY i paHHboro smuAsneHHa J1I, 30-
Kpema B nauieHTiB i3 C3CT-JI[, peKoMeHAYETbCA BU-
KOpUCTOBYBaTK A0Ka3oBuit anroputm DETECT [9].
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MauienT i3 C3CT

of IHwi C3CT'

v

—

LLopivHKiA CkpiHiHr NIOT, TExoKI', NT-proBNP

l 3a HaseHOCMI NokasaHb (Oue. mabn. 2)

KaTtetepuzauia npaswx eigainis cepus ]

| ! :

CpTIA <20 20<CpTIA <25 | CpTIA >20 CpTNA >20
| T3MNA <15 T3NA =15

l

1
l

CnocrepexeHHs Il rpyna 2 ‘
v
V/Q ckaHyBaHHsA
MopywerHa V/Q siGHoweHHS . Nrrpyna4
h
MCKT nereHb
I13/T + 3XKE <60% , Mlrpyna3
BOX/1 mpiada’ » Nl rpynat’
Y
NAT (rpyna1)

Puc. 2. Anzopumm euseneHHA (i diazHOCMUKuU nezeHeeoi 2inepmeH3ii ma nezeHesoi apmepianbHoi
2inepmeHsii 8 nayieHmie i3 cucmemMHUMU 30X80PIOBAHHAMU CrOAYYHOI MKAHUHU

Mpumimku. C3CT — cucmemHe 3aX80pPHOBAHHA Croay4Hoi mkaHuHu; CCA — cucmemHa cknepodepmis; JI®T — nezeHesi hyHKYioHAAbHI mecmu
(ue nosHa oyiHKa AuXasAbLHOI cuCMeMU, WO BK/OYAE icmopito Xx8opobu, pizudHe obcmexceHHA ma mecmu Ha nezeHesy yHKuito); TExoKI — mpaHc-
mopakanbHa exokapdiozpadisa; NT-proBNP — mo3kosuli HampiliypemuyuHuli nponenmud; KINC — kamemepu3auis npasux siddinie cepys; CpT/IA —
cepedHili muck y nezeHesili apmepii; T3/TA — MUCK 3aKAUHIOBAHHA nezeHesoi apmepii; V/Q — seHmunauiliHo-nepeysiliHe crniesioHoweHHs; MCKT —
MynbmMUCnipanbHa KOMN'romepHa momozpagis opaaHie epyoHoi MopoxHUHU; 13/1 — iHmepcmuyiansHe 3aX80pHOBAHHA ne2eHb; 3HE/T — 3azanbHa
Hummesa emHicmeo neaeHb; BOX/1 — 8eHOOKA03uBHA xeopoba nezeHv; /1 — noepaHu4Ha nezeHesa 2inepmen3is; JIAI — nezeHesa apmepianbHa
2inepmeHsia; /Il — nezeHesa 2inepmeHsis.
1 MayieHmu nosuHHi 6ymu CKpPUHOBGHI 30 HAABHOCMI MUMOBUX O3HAK MA CUMIMOMIB: CUMITMOMU BK/OYAOMb MUMMAHIYHUU 38YK npu
nopieHAnNbHIl nepKycii nezeHs, nepugepudHi HAbPAKU, 3a0UWKY 8 CrIoKoi abo npu He3Ha4HoMy i3UYHOMY HABAHMAXEHHI, CMOMIOBAHICMb, npe-
CUHKoM/cuHKo, 6inb 3a 2pydHUHOIO, cepyebumms, 3aNamopoYeHHH.
2 Cknepodakmusis, aHoManii npu Kaniaapockonii Hizmeo8020 noxce i/abo cneyugiyHi cknepodepmiyHi agmoaHmumina.

3 Po3wupeHHA AimpamuyHux 8y3nis, UeHmMponobynapHi hoKycu ywinbHeHHs 30 MUMNOM «MamMo8020 CKAA» ma/abo cenmaroHi AiHii.

BiH no3BONAE BM3HAUYUTU, AKMM came NalieHTam
NnoTPibHO NPOBOAMUTM KaTeTepusalito Npasux Bia-
Aainis cepua gna yTouHeHHs giarHosy. Llei anro-
PUTM BKAOYAE 8 MOKA3HMUKIB:

DLco,

HaABHICTb Te/ieaHrieKTasin,

HAABHICTb aHTULEHTPOMEPHUX aHTUTIN,

piseHb NT-proBNP,

piBEHb CEYOBOI KUCNOTU KPOBI,

BiAXUNEHHA eNeKTPUYHOT OCi Ha eNeKTPoKapaio-
rpami npasopyu,

po3mip npaBoro nepepcepan

WBMAKICTb TPUKYCNiAanbHOI perypritauii (Bumi-
ptoeTbea npu TExoKTr).

MosepHyTUCA A0 3Mic®

Kanbkynatop pusunky JIA[T ooCTynHUiA Ha Be6-
cauri (http://detect-pah.com).

LUikaBum, Ha Haw nornag, € BKAOYEHHA No-
Ka3HMKa CMPOBATKOBOI KOHLEHTpaLuii ce4yosoi
Kncnotn o anroputmy DETECT ak mapkepa Aia-
rHOoCcTUKKM JIT. lwemia nereHeBOi TKAHWHW AO0AA€E
KNOYOBUI BHECOK Yy MigBULLEHHS pPiBHA Ce4yoBOi
Kucnotn. OcTaHHA 36inblIyeTbCA MPOMNOPLiiHO
[0 BaXKOCTI rinoKcii B nauieHTiB i3 JIAI, XpOHiy-
HOi 06CTPYKTMBHOI XBOPOOU nereHb i 06CTPYyKTUB-
Horo anHoe [36]. TKaHUHHa iWemia BUKAMUKAE A0-
CTOBipHE 3HWXEHHA PiBHA ageHo3MHTpudocoaTty
M aKTMBYE Jerpagauito NypUHOBUX HYKNeOTUAiB
YyNPpUTYN A0 YTBOPEHHA CEeYOBOi KUCNOTU, NPU3BO-
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OAYN [0 TinepnpoAyKLii ypaTiB y TKaHMHaxX cepus,
nereHb, NeYiHKM i CkeneTHoi myckynatypu. PiseHb
ceyoBoi KMCNoTK npamo Kopente 3 JICO i obep-
HeHo i3 cepueBum BUKMAOmM (CB), 3meHLWyrUUCH
npu npu3HadeHHi npocTtaHoigis. Cepen HeiHBa-
3MBHUX MAPKepiB MPOrHO3y came CUPOBATKOBMUM
piBEHb CEYOBOT KUCNOTU € HE3A/IEKHO NOB'A3aHUM
3i cmepTHicTio nauieHTie 3 IJ1AT [36]. OKpim Toro,
y nauieHTiB i3 XCH KOHLEeHTpaLia ce4yoBoi KMcno-
TU KOPEeNE 3 KOHUEHTpaUiel iHTepaelKiHy-6,
PO34YMHHUX peuenTopiB GakTopa HEKPO3y NyXau-
HW, PO3YMHHUX MOJEKYN MIXKKNITUHHOI aaresii,
E-cenekTuHy, a piBHi LMX NpO3ananbHMUX MapKepis
icToTHO 36inbweHi Nnpu C3CT, WO TaKoX 3yMOB/IIOE
rinepypukemito [28].

KoHueHTpauia NT-proBNP — ocHoBHOro map-
Kepa XCH, wWMpoOKO BUKOPUCTOBYBAHOIO B KapAio-
norii, npu AT i JIAT npu Bpo4KeHUX Bagax cep-
UA Ma€ TeHAEeHLUito A0 Bifibll BUCOKMX 3HAUYEHD, AK
i npn C3CT-NAT [35].

He3Bakatoum Ha BiACYTHICTb A4OKa3iB WOA0 Yac-
TOTWU MPOBEAEHHA TAaKOro CKPUHIHTY, AOCNiAXeH-
HA, NnpuHaliMmHi, DLco Ta TExoKlI pekomeHAayeTbCA
NPOBOAUTMU LLOPIYHO, HABITb 32 BiACYTHOCTI O3HaK
Ta cumnTomis JIT, y nauieHTiB i3 CCA [25]. Nokasa-
HO, WO 3meHweHHs DLco i 36inbweHHs NT-proBNP
acouitototbea 3 JIAT y xBopux Ha CCA [47]. Okpim
TOro, 3HUKeHHA DLco xapaKTepHO 414 NaALEHTIB i3
BOXN [17].

KMNC — € «3010TMM CTaHAAPTOM» AiarHOCTU-
Km JII. Akwo npu KMNC CpT/IA 6yae 25 mm pT. CT.
abo 6inbwe Ta T3/IA <15 MM pT. CT., TO HeobXigHO
NpoBecTM BeHTUAALINHO-Nepdy3iliHe (V/Q) ckaHy-
BaHHA Ta Komn'toTepHy Tomorpadito (KT) rpyaHoi
KNITKWU ONA BUKAOYEHHA UM niaTBepaxeHHs JI 4,
3, 1-i rpyn Ta rpynu 1’ (BOXN) (puc. 2). MarHiTHo-

Ta6bnunua 3. OuiHKa pusuky npm JIr

pe30oHaHCHe AOCNigMKEeHHA cepuA, a TaKoX KOHT-
pacTHe NigCUNEeHHA MiOKapaa MOXe po3riaaatmca
ONA OLIHKM CYBKANiHIYHMX PYHKLiOHaNbHMX abo
MOpPPONOriYHNX aHOMANIN, AKI BKA3yloTb Ha rpyny
2 JIT, BKNtOYAKUM cMCTONIYHY abo giacToniuHy guc-
dyHKUito niBoro abo NpaBoro LW/AyHOUKIB.

Bu3Ha4YeHHA pu3uKy Hecnpuamsaueo20 npo-
2Ho3y 8 nayieHmig i3 /II. [JO YNHHUKIB, WO BNAN-
BalOTb Ha NPOTHO3 nauieHTiB i3 JII, HanexaTb: OK,
HaAABHICTb O3HAK NPaBOLWAYHOYKOBOI CepLeBoi He-
AOCTAaTHOCTi, TONEepaHTHicTb A0 i3MYHUX HaBaH-
TaXeHb, AUCTaHLUiA B 6-XBUIMHHOMY TeCTi Xoabbu
(6XTX), piseHb NikOBOro cnoxunsaHHaA kucHio (VO,),
Aeski exoKapaiorpadiyHi o3HaKn (HaaBHICTL Nepu-
KapgiasbHOro BMMOTY, MJOLWa NpaBoro nepeacep-
asa (NM)) i remognHamiuHi napameTpm (Tnck y MM,
CB, 3miwaHa BeHO3Ha caTypauia — SvO,), a Ta-
KOX piBHiI biomapKkepis (C€40BOI KMCNOTH, piBEHDb
HaTpinypeTMyHoro nentuay — BNP, TponoHiny,
HopaApeHaniHy, eHgoTeniny-1) [15, 49]. Yci BOHM
6ynu cTpaTndikoBaHi 3a1eKHO Bif piBHA PU3MKY Ta
npeactaBaeHi 8 Tabn. 3.

NikyBaHHA nauieHTa i3 C3CT-JII. PekomeHao0Ba-
HO YHMKaTM BUHUKHEHHA Ta NOCUNEHHA TaKMX Mo-
TEHLiAHO Hebe3neyHnx CUMMNTOMIB, K BUPAXKeHa
3a[MLKa, HEMNPUTOMHICTb, Binb y rpyaHini KaiTu,.
3abopoHATbLCA Pi3NYHI HaBaHTaXKeHHA nicna iKi,
npy¥ HeCNpPUATINBOMY TEMMNEPATYPHOMY PEXMMI.
PekomeHaoBaHa enigypanbHa aHecTesiA AK MeTos,
BMOOpPY Npu npoBeAeHHi XipyprivHMX BTPyYaHb.
MauieHTkam i3 JII HeobXxigHO 3acTOCOBYBaTU Me-
TOAM KOHTpauenuii, OCKiNIbKM BariTHICTb NpoTMNoO-
KasaHa y 3B’A3KYy 3 MOM/MBOI AeKOMNEeHcauie
i pO3BUTKOM neTasbHOro Hacniaky. 4ns npodinak-
TUKM pecnipaTopHux iHpeKLin HeobxigHe npose-
OEHHA BaKUMHaUl.

BuaHaueHHA NPOrHo3y (BUXKUBa- Husbuit puank (<1%)

(AL IE Bucokuit pusuk (>10%)

HiCTb yNpoAoBX 1 poKy) (5-10%)
KniHiyHi 03HaKkn XCH BiacyTHi BiacyTHi MpucyTHi 03HaKy npasom_nyHquOBm
HeA0CTaTHOCTI
MporpecyBaHHA cumnTomiB Hi MNosinbHO Lsnako
Cunkonn BincyTHi EI‘II30,D,W-IHI,. opTOCTaTUYH, MK He- YacrTi, HaBiTb Npu Mmaniit disnuHin
3BUYHOMY Gi3UHHOMY HaBaHTAXKeHHi AKTUBHOCTI
K I I \%
6XTX >440 m 165-440 m <165 m

CnipoepromeTpis (Kapgionynbmo-
HanbHi TecTu 3 GpisaNYHMM HaBaH-

Nikose VO, >15 mn/xs/kr
(>65% nepepnbavysaHoro);

Nikose VO, — 11-15 mn/xs/Kkr
(35-65% nepepbavysaHoro);

Nikose VO, <11 mn/xs/kr
(<35% nepepnbavysaHoro);

TaXKeHHAM) VE/VCO, <36 VE/VCO, — 36-44,9 VE/VCO, >44
. . BNP<50Hr/n BNP —50-300Hr/n BNP >300 Hr/n
Pisetb BNP/NT-proBNPy nnasmi NT-proBNP<300Hr/n NT-proBNP — 300-1400 Hr/n NT-proBNP>1400Hr/n

Mnowa MM <18 cm?
BiacyTHicTb nepuKapaianbHoro
BMNOTY

Bisyanizauin cepus (ExoKr, MPT)

BifCyTHICTb UM MiHIManbHWIA Nepu-

—_ _ 2
Mnowa MM — 18-26 cm Mnowa MM >26 cw?

. o . 3HauYHWUI NepuKapaianbHU BUNIT
KapaianbHuii Bunit

TNM <8 mm hg
Cl >2,5 L/min/m?
SvO, >65%

lemogmHamiuHi napameTpu

TAN — 8-14 mm Hg
Cl — 2,0-2,4 L/min/m?
SvO, 60-65%

TNN >14 mm Hg
Cl1<2,0/min/m?
SvO, <60%

Mpumimku. XCH — xpoHiyHa cepuesa HedocmamHicmoe; 6XTX — 6-xeunuHHuli mecm xo0bb6u; TN — muck y npasomy nepedcepdi; Cl — cep-
uesuli iHOeKc; Svo, — camypayifa 3MiuaHoi 8eHO3HOI Kpo8i KucHem; VO, — crnoxusaHHA KucHto; VE — xeunuHHa seHMunAyis; vco, — npodykyis

8yes1eKucs1020 2asy.
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BnainAoTb ABa KOMNOHEHTM NiKAaPCbKOI Tepanii
y xBopwux i3 /I: nigTpmumytoya Tepania (opanbHi aH-
TUKOAryNAHTM | Ae3arperaHTu, 4iypeTuku, cepuesi
rnikosmMgu, okcureHoTepanis) i cneumdiyHa Tepa-
nifa, WO BKJ/OYAE aHTAroHIiCTU Kanblito, npocTa-
HOTAW, aHTaroHicTU peuenTopis eHaoTeniHy (APE),
iHribiTopu pocdoaiectepasu tuny 5 (iI®AES5).

NigTpumytoya Tepania. PekomeHAOBaHO Npu-
3HAYeHHA Ce4yoriHHMX npenapaTiB y BCiX BUNaa-
Kax PO3BUTKY AEKOMMNEHCaUii NpaBoro LWJ/ayHO4Ka
y xsopwux i3 JI[. OKcureHoTepania peKoMeHAYETbCA
XBopuMm i3 JII' Ha TAi 3axBOpPIOBAHHA NereHb, Npu
PO3BUTKY AMXAaNbHOI HEAOCTATHOCTI i rinokcemil
NPOTArOM He MeHLe Hix 15 rog Ha goby. Baxkaueo
NOCTIMHO NiATPMMYBATK CaTypaL,ilo KUCHIO Ha piB-
Hi 90% i Buwwe. NMpr3HavYeHHA cepLeBux rikosnais
pPEeKOMEHA0BAHO NPWU MOPYLWEHHAX LWAYHOYKOBOTO
PUTMY, HAALWNYHOUYKOBMX TaXiapUTMIAX Yy XBOPUX i3
NT; B iHWMX BMNagKax ix 3aCTOCYyBaHHA He BUMPaAB-
AaHo. TakoX He BunpasaaHo npu JIAT-C3CT 3acTo-
CYBAaHHA QHTUKOATYNAHTIB, OCKiIbKU iCHYIOTb pe-
3yNbTaTH Tepanii UMUMKW NpenapaTtamm 3 Big €MHOLO
KOpenAuielo Ha KopucTb BWXMBaHHA [34, 40].
Ix npu3HaueHHA 3AJMCHIOETLCA TiNbKM 33 Ha-
ABHOCTI OCHOBHMX MOKasaHb — Tpombo3um [38].
BM3HAyeHO TaKoX HeaoWiNbHUM MpU3HaYeHHA
iHribiTOpiB aHrioTeH3nHNepeTBOpOlOYOro  dep-
MeHTYy, O/10KaToOpiB peuenTopiB aHrioTeH3UHY,

}_.

CHPMHIHr,

OTPUMYBENK TEpanio crpatudikauia puanky

|

Hu3sbkud pusuk
@K I-Il 3a NYHA

‘ MNauieHTy, Wwo He

CepedHili pusux
@K lll 3a NYHA

—» 3arankHi 3axogmn
| — [igTpumyroda Tepania

Bucokuil pusuk
@K IV 3a NYHA

B-appeHobnokaTopis, iBabpaguHy xsopum i3 JIT
3a BigcyTHOCTI cneyndiyHMX NokKasaHb WOAO0 Npwu-
MMaHHA LMX npenaparis.

CneuundiyHa Tepania. ANTOpuUTM NiKyBaHHA
C3CT-/1AT, aHanoriuHmin go I/IAT, 6yno npotecTo-
BAaHO Y BE/IMKMX PAaHAOMI30BAHUX OOCNIOMKEHHAX.
CyyacHy KoHuUenuito natoreHeTu4yHoi Tepanii JIAT
npeacTas/ieHo Ha puc. 3.

AHTaroHict eHpoTeniHoBux peuentopie (AEP)
603eHTaH MNOKa3aB KANiHiYHY epeKTUBHIcTb i Ao-
6py nepeHocumicTb AK ana IJIAl nauieHTis, Tak i
C3CT-IAT y noggiiHomy cninomy nnauebo-KoHT-
PONbOBAHOMY AOCANIAKEHHI, AKe BKAOYano 213 na-
uieHTis i3 JIA[, 63 3 akux manu C3CT-JIAT [42].
MauuTteHTaH — noABiiHMI AEP, AkMin BMBYaBCS
B TPMBasioMy 6araToLeHTPOBOMY NOABIMHOMY CAi-
nomy nnauebo-kniHivHomy gocnigxeHHi SERAPHIN
ANA OUiHKK BNAMBY Tepanii Ha nporpecyBaHHA 3a-
XBOPKOBAHHA i CMepTHicTb xBopux i3 JIAT pi3HOT
eTionorii. Lleir npenapaT 3anobirae nporpecyBaH-
HIO XBOPOOM i Noninwye BUKMBAHICTb XBOPUX Ha
C3CT-/1AT [41].

CenektnsHui iHribitop ulrM®P-cneymdivyHoi
docoogiectepasn 5 (iPAE5) cunpeHadin npopge-
MOHCTPYBaAB CNPUATANBUNA TepaneBTUYHUN edeKT
Yy BUrAAAi noninweHHs TonepaHTHOCTi Ao ¢isnu-
HMX HaBaHTaXeHb, KAiIHIYHOT cMmMTOMaTUKKM Ta/
abo remoaMHaMiKM B AOCHIAMKEHHI, fike BKAlOYa-
no 278 nauienTiB i3 JIAT, i3 Hux 84 i3
C3CT-NAT [16]. 3rigHO 3 meTaaHani-
30M 26 pochnigXeHb, NpoBeAEHUM
M. Kuwana i cnigaBT. [27], y AKomy
nopisHtoBasca edeKkt i®OES5, AEP Ta
NPOCTAUMKAIHY 332 AOMNOMOFOI0 Tecty
6XTX y nauieHTis i3 C3CT-NIAT i NAT
6e3 C3CT, i®AES5 Ta npocTaumKkaiH no-
Kasa/an ogHaKoBo Jobpuit edekT, Toqi
AK AEP noctynanuca B epeKTUBHOCTI.

v

Mouatkosa Movarkosa MouaTkosa Po3uynHHUI CTUMYAATOP TryaHinaT-
MOHOTEpanis MoHoTepanis komBiHoBaHa i [y
(I®AES cungenadin, (piouuryar, Tepanis LI,M.K}'Ia3VI pIOL'_'MFyaT y NoAgiviHOMY
AEP GosenTaH, MauMTeHTaH) (inonpocr + cninomy paHAOMI30BAaHOMY KOHTPO1b-
ambpuaeHTaH) pioyuryat, inonpoct . . 66 . .

+ cunpemHadin) HOMY AOCANIAXEHHI cepen nauleHTIB
i3 CCO-NAT i 39 i3 C3CT-JIAT nepeHo-
cuBcA ayxe gobpe, xouya edekT byB

l MEHL BUpPaXKEHWM, HiXK Yy 3aranbHii
NauieHTn, wo HepocTaTha kniHivHa PoarnaHyT nuTaHHa I'IOI'IYI'I‘r'lLI,i.I. [I,OCI'Ii,CI,)'KEH nx, ocobnmso

OTPUMYIOTE Tepanito
.

BiANOBIAL

!

MogginHa abo
noTpiiiHa
komBiHoBaHa Tepania

!

HepoctatHa kniHibHa
BignoBiaL

’

PoarnaHyTH NUTaHHA NPO BHECEHHA
B CAWCOK 4NA TpaHcnnaHTauii

nereHb
vy

Puc. 3. MeHed»meHm nayieHmis i3 JIAT

MoBepHyTUCA 40 3MiCTY

ApO BHECEHHSA B
CrMCoK ANA
TpaHcnnaHTauil
nereHs

B rpyni CCA-/1AT [19].

B iHWOMY peTpoCneKTMBHOMY J0-
CNig)eHHi 3 BEe/NMKOM KiNbKicTiO na-
uieHTis i3 C3CT-J1Al, BkAtoyatoum 170
i3 CCO-NAT, 82 i3 CKB-JIAl i 82 i3
33CT-/1AT, aroHicT NpocCTaLUKAiHOBUX
peuenTopiB cenekcunar pobpe nepe-
HOCMBCA | 3aTPUMyBaB NPOrpecyBaHHA
JIAT He3anerkHo Big niaTnny C3CT [14].
LdocnigxenHa AMBITION [10] npoge-
MOHCTPYBaJio nepeBary MO4YaTKOBOI
KombiHoBaHOT Tepanii AEP ambpucen-
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TaHy Ta iI®AES Taganadiny B nauieHTis i3 C3CT-/IAT
NOPIiBHAHO 3 MOHOTEpPani€lo UMMM NpenapaTamu.
3BaalouM Ha MeHW CAPUATAUBUIN pe3ynbraTt
NikyBaHHA B nauieHTie i3 C3CT-JIAl nopiBHAHO
3 nauieHTamu 3 I/1AT, Taki xBopi noTpebytoTb GinbL
arpecuBHOrO peXxmmy NiKyBaHHA. Ane cnig matm
Ha yBas3i, WO arpecMBHa Ba3oaunaaTauia iHoA4i aco-
LiOETbCA 3 HEraTMBHMM e(deKTOM NpPU NiKYyBaHHI
iHWKX popm JII: pO3BUTKOM BAXKKOTO HabpaKy ne-
reHb y nauieHTis i3 BOXJ/1 Ta noripweHHAM rinokcii
B nauieHTiB i3 1M rpynu 3 (/T yepe3 3axBOplOBaHHA
JIereHb), iMOBIpHO, Yepes NiaBULLEHY BEHTUNALLIN-
Ho-nepdy3inHy HeBignoBigHicTb. JIAl-cneundiyHi
Ba30AMNATAaTOPU TaKOX He MNpPOLEMOHCTPYBaAU
KNiHiYHOI KopucTi ans rpynu 2 Il [7, 10].

BiaTak HeobxigHi nopanbWwi KAiHIYHI  gochi-
OXEHHS AN BM3HA4YeHHA NepBUHHOI KOMbiHOBa-
Hoi Tepanii npu C3CT-J1AT, ocob6amso npu CCA-/AT,
AKa 4acTo noB’A3aHa 3 ypaKeHHAM BEHO3HOrO
pycna, cepua Ta iHTepcTuLUii nereHb. bnokatopu
Ka/bLi€BUX KaHANiB HE MOXYTb BYTM peKomeHAo-
BaHi AK BasogunatatopHa Tepania gna C3CT-/1AT,
OCKiZIbKM TOCTpa Ba3OpeaKTMBHICTb Mig 4ac npo-
BeAeHHA reMOAMHAMIYHOIo TeCTYBaHHA CTAaHOBUTb
<1% y naujieHTis i3 CCA-/IAT [33].

OaHum i3 HaMbinbw BiAMITHMX acnekTis
C3CT-NAT Big iHwwux JIAl € BignoBigb Ha imyHOCY-
npecito. JIiKkyBaHHA, WO MNOEAHYE [TIOKOKOPTUKOI-
OV Ta BHYTPiWHbOBEHHUIN uMKNodbochamig (LD),
MOX€e NPMBECTU A0 KMIHIYHOro NOAINWeHHA B na-
uieHTiB i3 CKB-, 33CT- ab60 nepBUHHMUM CUHAPOMOM
WerpeHa-/1Al, ane Takoi Bignosiai Ha NiKyBaHHA
iMyHOCYnpecaHTaMM He CMOCTepiraeTbCA B nau,i-
eHTiB i3 CCO-NAT [22, 50]. M0OXNMBOI NPUUYMHOLO
ONA KpalLoi BiANOBIAi HA NiKyBaHHA imyHocynpe-
caHTamu B nauieHTiB i3 CYB- abo 33CT-/IAT € Te,
O MPU LMX 3aXBOPHOBAHHAX MEpPLIOYEProBy posb
Y PEKOHCTPYKLIi CYGUHHOT CUCTEMM NereHsb Bigirpa-
IOTb IMYHHI | 3ananbHi MexaHiamu, a He ¢ibpPo3Hi,
Ak npu CCA-NAT. Y nauieHTiB i3 CYB 3miHM B cy-
AnHax nereHb npu JIAT mMatoTb TAaKOXK FiCTONOTIYHI
0cob6MBOCTI, AK i Npy BOBYaKOBOMY HedpuTi, oco-
6nmeo nponidepatnsHomy cybtuni. [opaBaHHA
imyHocynpecii go JIAl-cneundiyHoi BasoannaL,in-
HOi Tepanii CNpUYMHAE NodanbWMn TepaneBTUY-
HUI edeKT y xBopux Ha CUYB-/IAT [26, 44]. Likaso,
o pe3ncTeHTHa A0 BasoamnaaTatopis xsopoba
MOMe pearyBaTu Ha imyHocynpecito [44].

BpaxoBytoum ricTonaTo/oriyHy nogibHicTb MixK
NAT T1a nponidepatuBHuUm rnomepynoHedpuTom
y nauieHTiB i3 CYB, onTMmanbHa cxema iMyHO-
cynpecusHoi Tepanii (ICT): rnoKoKopTUKoOian —
0,5-1,0 mr/kr/ooby npeaHi3oNoHYy 3 NOAANbLIMM
NOCTYNOBUM  3HUMKEHHAM,  BHYTPILUHbOBEHHWN
U®d — nynbc-tepania womicauHo, 500-1000 mr npo-
TAarom 3-12 micauis y 6inbwocti sunaakis [26, 32,
50]. Cnpusatansnin epekt modetnny mikobeHonarty
B MOEAHAHHI 3 TAKPOAIMycOM abo LMKAOCNOPUHOM,

| NN, Tom 8, Ne1, 2019 | www.plr.com.ua

pUTYKCMMabom i Toumnnisymabom ans C3CT-/IAT 6ys
OMUCaHWUIN Yy AEKiNbKOX KANiHiYHMX Bunagkax [50].
A3aTionpuvH MOXe po3rnagatnca AK NiaTpumytova
Tepanifa nicns napeHtepanbHoro U [46].

Y nitepatypi € cynepeyku woao tepminis ICT
Ta TepaneBTUYHUX cTpaTerii. E. Tanaka Ta cniBaBT.
(2002) ctBeparkyBanu, wo ICT € meHwWw edeKkTus-
HOto y xBopux Ha CC3 i3 3agasHeHoOt0 JIAT, OCKiNb-
KN PEKOHCTPYKLiA /SlereHeBuX CyaMH BXXe CTasa
He3BopoTHow [46]. OKpim Toro, € aaHi, wo ICT
Ma€ HalKpawmnii edekT, AKWO NiKyBaHHA po3no-
YMHAETbCA Biapasy nicna aiarHoctuku JIAT [32].
3pewToo Ul Te3sy MOXKHA BigHecTn go Tepanii
6yab-SKOro 3axBoploBaHHA. Ha BigmiHy Bif uboro
iHWe AoCNiAXKeHHA CTBEPAXKYE, WO HEMAE Pi3HULL
MiXK iHTepBanom Yacy mixK giarHozom C3CT Ta no-
yaTkom JlikyBaHHA IC [20], wo cBig4YMTb NPoO Te, WO
npouec 6yB Bce e 060pOTHUM Y MOMEHT NOYATKY
NiKYyBaHHA.

MuTaHHA, 4YM cnig oaHoYyacHo noyuHatm ICT
i cneumdivuHy woao JIAT Tepanito, TaKoXK BCe LWe
OflHO3Ha4YHO He BupiweHo. J.G. Coghlan i cnisasrT.
(2017) 3a3Hayanm, wo nauieHTu, y akux C3CT i NIAT
O6ynn giarHoCToBaHi og4HOYACcHO, Kpalle Bianoeiaa-
JIN Ha NepBUHHY TiNbKkK ICT, HiXK Ha KOMbiHOBaHY
Tepanito iMyHocynpecopamu Ta Ba3ogunatatopa-
MW, | HaBNaKKW, y BMNagKax giarHoctysaHHA JIAT
yepes poku nicna C3CT KombiHOBaHa Tepania mana
cBoi nepesaru [10].

TpaHcnaaHmMayia nezeHo

Xo4a WMPOKe BUMKOPUCTAHHA Cy4YaCHUX Cneuu-
diyHMX npenapaTiB iCTOTHO 3MEHLWMAO YacToTy
TpaHcnAaHTauii ereHb y nauieHTiB i3 JIAT, ocTaHHiIM
MeTOZ NiKYyBaHHA 3a/MLIAETbCA Tepanielo BUbopy
ONA OKPeMUX MALIEHTIB, WO He MatoTb edeKTy Bijg,
npusHayeHoro nikysaHHA [49]. AK npaBuao, giarHos
CC[, € npuBoaom AnA 3aHEMNOKOEHHA cepen, Xipyp-
riB, OCKiZIbKM YacTe 3anyyvyeHHA A0 NaTONOrYHOro
npouecy LW/AYHKOBO-KUILKOBOrO TpaKTy (a came
nopyweHHA MOTOpPHOI PyHKLIi cTpaBoxoay, acoui-
MoBaHe 3 pedItOKCOM) BMK/INKAE HACTOPOXKEHICTb
yepes MOK/UBY achipalito Ta MOLWKOAMKEHHA ano-
TpaHcnnaHTata. OgHaK MiXKHapoAHI pekomeHaau,ii
HEe BWK/KOYAOTb MOMKAMBOCTI TPaHCAAAHTAUIi ne-
reHb y nauieHTis i3 CCA abo iHwunmm C3CT 3a ymoBHM
BiZICYTHOCTI TAXKUX CUCTEMHUX NposBiB [24].

BUCHOBKM

OT)Ke, B OCTaHHIX gocnigrKeHHsAx 6yno 3’Aco-
BaHO, wo C3CT-J/Il mae AeKinbKa BigMiHHUX puUC
Big iHWKWX BapiaHTie JII, BKAKOYatouyM ogHoOYac-
He ypaXXeHHA BEHO3HOro pycna, NereHb i cepua,
WO npu3BOAUTb OO0 BUHUKHEHHA KOMOGIHOBaHMX
¢dopm. MMporHo3 nauieHTiB i3 C3CT-JIA[ 3HaA4HO
NMOKPALWMBCA OCTAaHHIMW POKaMWU 3aBOAKU LINPO-
KOMY 3aCTOCYBaHHIO iMyHOCynpecuBHOi Tepanii
Ta CyyacHMX Ba3ogmnataTopiB i3 HOBMMW mexa-
Hi3amamu gii. NMpoTe BCe Le 3anNWAOTbCA BaXKAU-

BE3KOLITOBHA |
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BUMU NUTAHHA, AKi HeobXiaHO BUpiwKnTK, Taki AK  C3CT-JIAT. TakKMM YMHOM, Ha CbOroAaHi, HesBaxa-
BUABNEHHA Ta NiKyBaHHA BUMAAKiB CNiBiCHYBaHHA  OYM HA OYEBUAHMWN MpoOrpec y AiarHoCcTuui Ta Ai-
rpynu 1’, rpynu 2 ta/abo rpynu 3 /I, ontumanb-  KyBaHHi C3CT-/IAl, icHye 6arato HeBMpilLeHMX
HOro pexXumy imyHocynpecusHoi Tepanii. Po3y- i cynepeunmBux npobnem, npoTte BUKOPUCTAH-
MIHHA BigMITHMX acnekTiB Ta NMOTOYHUX HE3a[0- HA HAKOMUUYEHMUX 3HaHb i iX MPaKTUYHEe 3acTocy-
BOJIEHMX MNOTPed MOXKe AO0MOMOITU KAiHILMCTamM  BaHHA iCTOTHO MOAINWYKTb MNPOrHO3 MaLieHTIB
3abe3neunTn edekTMBHe Ta H6e3neyHe nikyBaHHA i3 C3CT-/1AT.
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PULMONARY HYPERTENSION ASSOCIATED WITH CONNECTIVE TISSUE DISEASES: MODERN APPROACHES TO EARLY
DIAGNOSTICS

L.Yu. Golovach, Ye.D. Yehudina

Abstract

Pulmonary hypertension (PH) is an important cause of morbidity and mortality in connective tissue diseases (CTD). CTD may
cause PH due to several mechanisms; pulmonary arterial hypertension (PAH), associated interstitial lung disease, neuromuscular
disease, and/or sleep disordered breathing leading to hypoxia, associated thromboembolic PH, and pulmonary venous hypertension
due to left ventricular dysfunction. Recent studies have clarified that pulmonary hypertension associated with connective tissue
diseases (CTD-PH) has some distinctive clinical aspects from other PH, such as high prevalence, venous and cardiac involvement,
less favourable outcomes, helpfulness of detection algorithm DETECT, response to immunosuppression, existence of combine form.
Pressure in pulmonary artery can be measured on echocardiography, but the gold standard for diagnosis is right heart catheterization.
PAH-specific therapy in addition to immunosuppression is the most common treatment used for CTD-PH patients, there are currently
many controversial thoughts about the beginning and duration of these drug prescribing. In this narrative review, we discuss the
epidemiologic burden, pathogenesis, clinical presentation, with physicians’” emphasis on diagnostic criteria and algorithms of early
disease detection and management of CTD- PH disease.

Keywords: systemic connective tissue disease, pulmonary hypertension, pressure in the pulmonary artery, classification of
pulmonary hypertension, systemic sclerothermia, systemic lupus erythematosus, diagnosis.
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