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A\ereHesda rinepTeHsis, ACOLINOBAHA i3 CUCTEMHUMMU

30XBOPIOBOAHHSAMMW CMOAYYHOI TKOHUHU: OTASA,
AITEPATYPU 3 OKLLEHTOM HA AIOQrHOCTUYHI ACNEeKTU

Pe3tome. Jleceneea cinepmensis (JII) € 6axcaueoro NPpUMUHOI 3AX80PIOGAHOCMI MA CMEPMHOCMI npu
cucmemnux 3axeoprogantsax cnoayunoi mxarnunu (C3CT). C3CT moxcymo cnpuuunumu JIT uepe3 kinv-
Ka mexaHizmia: necenesa apmepianvha einepmensis (JIAI), acoyiiloeane inmepcmuuianvhe 3axX60pPHO6AHHS
J1e2eHb, HepB0BO-M I308i 3aX80PHBAHHS Ma/ab0 po3nadu cHy, w0 npu3eoodsms 00 2inoKcii, acoyiilogana
mpomboemboniuna JII' i necenesa eenosna einepmen3sis yepe3 Ouc@hYHKUiI0 1i6020 WAYHOUKA. 32i0HO 3 He-
wodasnimu docaioncenusamu, JIT, noe’azana i3 3axeoprosannsmu cnoayurnoi mxanunu (C3CT-JIATI), mae
deski giOMimHI KAiniuHi acnekmu 610 iHwux éudie JII': sucoka nowupenicmo, 6MmsaeHeHHs Y NAMOAOIYHULL
npouec 8eHO3HO20 pycaa ma cepys, MeHul CRPUAMAUBUL NPOCHO3, HAAGHICMb AN0PUMMY GUABNEHHA —
DETECT, 6i0nogiov Ha iMyHOCYnpecusHy mepaniro, 3Ha4Ho nouiupeni komoinosari opmu. Tuck y seee-
Hegill apmepii modxce 6ymu eUMIPAHULL 3a AONOMO2010 exoKapdioepaii, ase 3010muii cmandapm o dia-
2HOCMUKU — Kamemepu3sauis npasux iodinie cepuys. JIAI-cneuyugiuna mepanis, Kpim iMyHOCYynpecugHoi,
€ Haiinowupeniuum memooom aikyeanns C3CT-JIAL. Y naw uac icuye 6aeamo cynepeuaugux 0ymok uj00o
nouamky ma mepmiHy npusHa4eHHs yux npenapamis. Y yvomy 0eas0i mu 062060proemo enidemionoeiio, na-
moeenes, kainiuny kapmuny C3CT-JIAL, akuenmyemo ysaey aikapie Ha panHix memodax 0iaeHOCMY8aHHS
3aX60PI0GAHHS, BUKOPUCIMAHHI AA20PUMMY DAHHbO2O BUSEAEHHS YCKAAOHEHHS ma nioxodax 0o AiKy8aHHs
nayienmia.

Knro4oBi clioBa: cucmemme 3ax60pio6ants cnoay4HOi MKAHUHU, N€2eHe6A 2iNepMeH3is; 3MIlAHe 3aX60-

DIOBAHHS CHOAYYHOI MKAHUHU, CUCINEMHA CKAePOOePMIsl; CUCIEMHULL YePEOHULL B08HAK,; 02150

Bu3HaYeHHS

Jlerenesa rineptensist (JIT') siiisie codoto migBuIe-
HUI cepelHiil TUCK y JIeTeHEBili apTepii, BUMIpSIHUN
npu Karerepusairii mpasux Bianinis cepus (KIIBC),
1[0 CTAHOBUTH 25 MM pT.cT. a6o Oinbmre [1]. JIT, 1o
BMHUKAE BHACIIZOK PEMOIETIOBAHHS Ta 3BYXKCHHS
JIETEHEBUX apTepili i apTepios, — 1ie JereHeBa apTe-
pianpHa rinepteHsis (JIAD), k1acudikoBaHa sIK rpymna
1; JIT, mo BMHMKA€E BHACIZOK IMOPYLIEHHS (PYHKILiT
JIIBOTO BiJAiy ceplls Ta MOAANBIIOTO 3aCTOI0 Y MaJio-
My KOJii KpoBooOiry, — rpyma 2; JII', oOymMoBjeHa ri-
MOKCisI-acollii0BaHO Ba30KOHCTPUKIIIE€IO JIETEHEBUX
CYAWH uepe3 3axXxBOPIOBaHHS JiereHb, — rpyna 3; JIT,
MOB’sI3aHa 3 OKJIIO3i€I0 JIETEHEBOTO CYIMHHOIO pycia
yepe3 Tpomboembogio, — rpyna 4; JII', obymoBie-

Ha He3pOo3yMiJIMMU OaraTo(akTOPHUMM MexaHizMma-
Mu, — rpymna 5 [2, 3]. Cepen uux m’satbox ¢dopm JIT
JIAT mae ocobyiuBe KJIiHiUHE 3HAUEHHST Yepe3 BUCOKY
CMEpPTHICTb, a TAKOX OCTaHHi JOCSATHEHHS crieu@iv-
HOI Teparlii, BKJI04alou aHTarOHiCTU PELIENTOPIB €H-
noreniny (APE), inrioitopu dbocdoniectepasu tumy 5
(I®AES), po3unHHUI CTUMYJISITOP TyaHIIATIIMKIIA3M,
aHaJIOTU MPOCTALUMKIIIHY ff arOHICTU PELIENTOPIB MPO-

CTAlIUKITiHY.
[TopiBHSIHO 3 HU3BKOIO MOUIMPEHICTIO Y 3arajbHil
nonyJjdauii — npubiau3Ho 15 BUMagKiB Ha MiIbAOH

yosioBik — JIAI' Hepinko cmocrtepiraeTbcs B 0ci0 i3
CUCTEMHMMHU 3aXBOPIOBAHHSIMM CIIOJYYHOI TKAaHUHU
(C3CT), sKi € OCHOBHOIO MPUYUHOI PO3BUTKY JIAT i
CTaHOBJISITH OJIM3bKO YBEPTi BUMANKIB Y 3arajbHiil MMo-
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nyasuii JIAT [4]. TTomupenicts JIAT i JIT' y nanieHTiB
i3 cucteMHolo ckiaepoaepmiero (CCJI) ctTaHOBUTH MPU-
oymsno 20 % [3].

JIAT' — pedpakTepHa XxBopoba, 110 XapaKTepusy-
€ThCS TIPOTPECYIOUUM ITiIBUIIIEHHSIM TUCKY Y CyIMHAX
MaJIOTO KOJia KpOBOOOITY Ta MiABULIEHHSIM JIET€HEBO-
ro cynuaHoro onopy (JICO). JliarHoCTHYHUMU O3HA-
KaM¥ LbOTO CTaHy € MiABUIIEHHSI CEePEeIHBOTO TUCKY
B nereHesiit aptepii (CepTJIA) > 25 mm pr.ct., JICO
> 3 ommHuub Byna, THCKY 3aKJIMHIOBAaHHS JIeTCHE-
Boi aprepii (T3JIA) < 15 MM pT.CT. 32 JTaHUMU KaTe-
Tepu3allii IpaBUX BiailiB cepls i JJereHeBoi apTepii.
OO00B’I3KOBUM KPUTEPIEM AiaTHOCTUKHU € BiICYTHICTh
ypaxkeHHs JIiBOTO BiAminy cepus, iHTEpCTULIiaJbHUX
a00 0OCTPYKTUBHUX 3aXBOPIOBAHb JIEr€Hb i TPOMOOEM-
ooutii [6].

JIAT, now’sa3aHa i3 C3CT (C3CT-JIAI'), nopiBHsI-
Ho 3 igionmatuyHoto JIAT (IJIAT) mae nesiki yHiKalbHi
KJIiHIYHI XapaKTepUCTUKU, TaKi SIK MEHII CIPUSTIU-
BUIi TIPOTHO3, 3aJIy4eHHSI BEHO3HOTO pycJjia Ta cepls,
BiAIMOBiIb HA IMYHOCYIIPECIIO.

[Mopanuit orjsn JjiTepaTypu 30CEPEIKYEThCS Ha
cnenudivnux acrnekrax C3CT-JIAT, akieHTye yBary
JIiKapiB Ha paHHIX MeTO/aX AiarHOCTYBaHHSI 1IbOTO 3a-
XBOPIOBaHHS, cTpaTudikaiii pu3uky mamieHTiB i3 JII' i
Migxoaax a0 JiKyBaHHSI.

MNatoreHes

[MTatorene3 JII' Bximoyae votupu marodiziosno-
rivHux MexaHizmu [7]: 1) Ba30OKOHCTPUKIIiIO; 2) pe-
JyKITil0 JIETEHEBOTO CYAMHHOTO pycia; 3) 3HUXEH-
HSI eJIACTUYHOCTI JIeTEeHeBUX CynuH; 4) obiTepaliito
JIeTEHeBUX CyAuH (Tpom003 in situ, mpoidepallio
IJIAAKOM SI30BUX KIIITUH). 10 pO3BUTKY LIMX MOMIl Y
oyab-sikomy renesi JII npusBoguTh 1MchYHKIIIS €H-
JIOTeJIi10, 1110 Ma€ Mepebir i3 mopylieHHIM OajaHCcy Ba-
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30aKTUBHUX MeaiaTopiB [8]. BHacmigok ylkoaKeHHs
KJIiTUH €HAO0TENi10 BUAISIOTHCS XeMOTAaKCUUHI areH-
TH, 1110 BUKJIMKAIOTh Mirpaiiio rjagkom’sI30BUX KIli-
TUH B iHTUMY JlereHeBux apTepion [8]. Takoxk nmpoBima-
HY poJib y ¢dopmyBaHHi JII' Bimirpae Tpom603 in situ,
KU (POPMYETHCH Yepe3 CeKpelilo MPOCTALUMKIIiHIB
i iHri0iITOPiB TKAHMHHOTO aKTUBATOpa MJa3MiHOTEHY
3 BUPAXXEHUM iX BA30KOHCTPUKTOPHUM ¢(PEeKTOM, 110
TpaHchOpPMYE JIeTeHEBE CYyIMHHE PYCJIO 31 3BUYAifHO-
ro0 aHTUKOATYJISHTHOTO CTaHy Yy IIPOKOATyJISIHTHUI
[9]. YHacnigok 4oro yTBOPIOETHCS TOPOYHE KOJIO,
KOJIM YIIKOMXKCHHSI €HIOTEi0 MPU3BOAUTH IO IPO-
TPECyIOUOTO peMOAeTI0OBaHHS JEI¢HEBUX CYOIUH, Ha-
pOCTaHHSI CYIMHHOI OOCTPYKIii ¥ objitepanii [7].
ITaTonoriuHi poliiecu 3avinalTh BCi apy CyIMHHOIL
CTiHKM Ta pi3Hi TUNU KIITUH — (PiOpoOIaCTU, EHI0-
TeliaJIbHi Ta rJIaJKoM’ s130Bi KJIITUHU [8].

Kaacugikauis

BinmosinHO mo cyvyacHoi Kiacudikaii, JII' BkiIo-
yae B cebe IM’SITh OCHOBHUX TPYII i3 3araJJlbHUMU KJTi-
HIYHUMU Ta MaTo}i3ioJIOTIYHUMU OCOOJUBOCTSIMMU:
rpyna | — JIAT; rpyna 2 — JIT', moB’si3aHa 3 ypaxXeH-
HSIM JIiBUX BiaaijiB cepus; rpyna 3 — JII', obymoBiaeHa
3aXBOPIOBAHHSMMU JIET€Hb; rpyna 4 — XpoHidyHa TPOM-
6oembomiuHa nereHeBa rineprensis (XTEJIT); rpyna
5 — JIT i3 HesicHuMu MexaHizMamu [2, 3] (puc. 1).

Kpim Toro, 3anexno Big piBHs T3JIA JIT' migposmi-
JgeThesl Ha nipekaniisipHy (T3JIA < 15 mMm prt.cT.) abo
noctkamiysipay (T3JIA > 15 mwm pr.cT.) [2]. [1pexkaminsip-
Ha JIT' po3BUBAETLCS TIPU YPAKECHHSAX CYIMHHOTO pycia
JIETeHb, KOJIM NaTodi3i010TiuHi Mpouecy MpU3BOASTh 10
nigprmeHHs JICO. Ha BimMiHy Bif IbOTO MOCTKAITIJISIP-
Ha JII' po3BMBA€ETHCSI Uepe3 MACcUMBHY Iepenavyy IijJBU-
meHoro T3JIA 6e3 060B’s13k0Boro 30itbmeHHs JICC. Y
Tabi. 1 momaxi pi3Hi remomuHamiuHi rpymu JIT.

JlereHeBa rinepTeH3isn

\4 \4 A 4 v
pyna 2 Mpyna 3 lpyna 5
J'IereHeBrz’:);r;I)aT;piaana Acoljiitosana AcoujitosaHa g(p_?_/gﬁl‘_‘ JIT i3 HesinoMumu Ta/abo
rinepTeHais 3 YpaxXeHHsIM NiBOT 3 3aXBOPIOBAHHSIM NEreHb Gal'aTOCba.KTopHI/IMVI
NonoBUHU cepus i/abo rinokcieto MexaHiamMamm
* lpionatniHa * cucToniyHa . XO3Nn «  XTENA + TemartonoriyHi
+ Cnagkosa ancoyHKUis o IXN 3aXBOPIOBaHHS
* AcouiioBaHa 3 npuiioMoM ¢ diacTonivyHa « TinoBeHTUNAUIAHI *  Cucremi
nikis ancdyHKuUis naronorii anLBeon 3aXBOPHOBAHHS
« AcoujoBaHa: * Baau KnanaHis « Bapgu posButky *  MertaboniyHi
» i3 C3CT nereHb NopyLIEHHs!
» i3 nopTanbHow o |Hwi
rinepTeHsieto
> i3 ypomkeHumun Bagamu
cepus
> BIY-iHdekuieto
« 1T rpyna
BOXn

PucyHok 1. Knacucpikavis nereHeBoi rinepteHsii

TMpumitkn: C3CT — cucTeMHi 3aXxBOproBaHHS Crosly4HOi TkaHuHN; BOXJ1 — BeHOOK/1l03UBHa XBOpO6a JiereHb;
XO3J1 — xpoHi4He 06CTPYKTUBHE 3aXBOPIOBaHHS JiereHb; IXJ1 — iHTepcTuLiliHe 3aXxBOpHOBaHHS J1ereHb;

XTEJIA — xpoHiuyHa Tpom60emb60is nereHeBoi apTepii.
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Ska 3 ynx rpyn 6inbw npuramaHHa C3CT-AAl?

VY ricTonaToJOriyHUX MOCHiIXKEHHSIX MPOAEMOH--
cTpoBaHo aHriomarito, nputamaHHy C3CT-JIAT,
ocobauBo mono JIAI, acouiiioBaHOI i3 CUCTEMHOIO
ckieponepmiero (CCIA-JIAT), gka Bkiaodae ¢idopo3
iHTUMU, TIpoJidepaltio KJIITUH €HIOTeil0 Ta IIaji-
koi myckynatypu [10]. P. Dorfmuller Ta cmiBaBT.
[11] mokazanu, moy 6 (75 %) 3 8 nauientis i3 C3CT-
JIAT, Bxkirouaroun 4 oci6 i3 CCJI, 1 — i3 cucTeMHUM
yepBoHUM BoBuakoMm (CUYB), 1 — 3i 3mimanum 3a-
XBopioBaHHSAM crionydHoi TkaHuHu (33CT), mpu
TiCTOTIATOJIOTIYHOMY AOCHIIXEHHI OYJIO BUSBJICHO
He TiIbKM OOCTPYKTUMBHY apTepiomnariio, ajge i Be-
HO3HE Ta BEHYJsSIpHE OOCTPYKTUBHE ypaKeHHS Cy-
nuH ngereHb. M.J. Overbeek ta cniBaBT. [12] BusiBu-
Ju, o Bci xBopi i3 CCHA-JIAT, gki 6panau yyacThb y
JOCJiAKEeHHi, MaJlu peKOHCTPYKIIilO JIeTEHEeBUX BEH
i BeHyJ, TOAI K TaKi 3MiHU OyJIM HasIBHi JuIe y 3 3
11 nauientiB i3 IJIAT. 1le € nposiBOM JiereHEBOI Be-
HOOKIII03MBHOI xBopoobu (BOXIJI), gka HelogaBHO
knacudikoBana gk JIT rpyma 1’ [2]. 3rinHo 3 MM Ha
KOMIT'IOTepHilf ToMorpadii JereHb MOXHa BUSBU-
TU OOBOJI 9acTy peHTreHorpadiuny Tpiaxy BOXII:
30ibIIeHHS JTiM(pAaTUIHUX BY3JIiB, LIEHTPOJIOOYISIP-
He 3aTEMHEHHS Ta CeNTalbHi JiHii [13].

Kpim ypaxens nerenn, aiasgs C3CT-JIAT tunosum
€ ypaxeHHs cepus. Y IOCTiIXEHHi, MPOBeICHOMY
S.C. Mathai i cmiBaBt. [14], y cupoBaTii KpoBi ma-
uienrtiB i3 CCHA-JIAI' BusiBA€HO MiIBUIIEHUN YMICT
NT-proBNP nopiBHsiHo 3 mauieHtamu 3 IJIAT', He3Ba-
Katouu Ha 0inbin Hu3bkKii CepTJIA. VY KinbKOX A0CTi-
JUKEHHSIX 13 3aCTOCYBaHHSIM MarHiTHO-PE30HaHCHOI
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ToMorpadii ceplisl CrocTepirajucs XapakTepHi s
CCI-JIAT 3minum — mopyiieHHs (GYHKIII i pemoe-
JIIOBAHHSI MPaBOro IUTYHOYKA 3i 30UIbIIEHHIM MiCJIsi-
HaBaHTaXXEHHS Ta 3MiIHEHOIO OiBEHTPUKYJISIPHOIO B3a-
emogiero [15, 16].

JocnimxeHHs eHaoMioKapaiaabHOI Oiomcii moka-
3aJI0 MaTOJIOTIYHY JETO3MIlil0 KojareHy B Miokapmi
nanieHTiB i3 CCJI, sIKi He MalOTh 03HAK a00 CUMIITO-
MiB 3aXBOpPIOBaHHSI JIiBO1 200 MpaBOi MOJOBUHU CEPLIS
[17]. 3 orngany Ha ue y mauieHTiB i3 C3CT-JIAT moxe
pPO3BMBATUCS HE TIIbKKM BTOPUMHHA ceplieBa AUCHYHK-
1Iis Jyepe3 MiABUILEHUN apTepialbHUN TUCK Y Jere-
HeBill apTepii, aje i MEepBUHHA ceplieBa IMaTOJIOTis
yepe3 pidpo3 Miokapaa, 1110 MOXHa PO3LiHIOBATH, SIK
koMbinoBany JII' (rpynu 1 ta 2), 1110 € TUITOBUM TSI
C3CT-JIAT.

Mo toro x rpyra 2 JIT' mepeKoHInBO 31aTHA BUKIIH -
KaTH PEKOHCTPYKIIIIO JIETEHEBOTO CYIMHHOIO pycia
Ta noaaipliy aucnponopuirny JII', 1o podbuts nato-
rene3s C3CT-JIAT Oinplu ckiaagHuM. Y IOCIHiIKEHH1
B.D. Fox i cniBaBT. [18] Oy/10 mMOBiZOMJIEHO PO BUCO-
Ky nomupeHicTb rpynu 2 JIT y xBopux Ha CCJI. Cepen
53 mauienTiB i3 CCIA-JIAT 29 O0yau knacudikoBaHi y
rpymy 1 JIT (JIAT) i3 T3JIA < 15 MM pr.cT., a 24 —y
rpyny 2 JIT" i3 T3JIA > 15 mm pt.cT. Kpim Toro, 3 Lux
29 nauienTiB i3 CCA-JIAT 11 Manu miaBuILeHUI KiH-
LIEBUI MiaCTOMIYHMIA TUCK JiBOTO IIUIYHOUKa > 15 MM
PT.CT. 10 4M miciag HaBaHTaxxeHHs 500 MJI piiuHU, 110
CBimuuTh TIpo criBicHyBaHHs rpynu 2 JIT i3 JIAT. BBa-
XKAETHCH, 1O i BiAMiHHI BEHO3HI Ta cepleBi ypaxKeH-
HSI TIOB’$13aHi 3 MEHII CIPUSTIMBUMU HACTIIKAMU y
xBopux Ha CCII-JIAT.

Ta6bnuys 1. FremoguHamiyHi rpynm JIIr

T3J1A < 15 mm pT.CT.
CB y Hopmi a60 3HWXEeHWI

BusHaueHHs XapakTepucTuku KniHiyHa rpyna
r CepTJIA > 25 m™m pT.CT. Bcei
MpekaninapHa J1T CepTJIA > 25 MM pT.CT. 1. NAr

3. JIIM BHacnifgok 3axsoptoBaHHA
nereHb

4. XTENC

5. JII" i3 HessicHMMM abo H6araTodak-
TOPHMMU MexaHi3Mamy BUHUKHEHHS

MocTtkaninapHa J1I

CepTJIA > 25 MM pT.CT.
T3MA > 15 mMm pT.CT.
CB y HOpMmi @60 3HUXEHWIA

2. JII" BHacNipoK ypaxKeHHs niBux
Bigainis cepus

5. JIC 3 HesscHMMK abo 6araTtodhak-
TOPHUMW MeXaHi3MamMn BUHUKHEHHS

I3onboBaHa noctkaninapHa J1I

OrT <7 mm pt.cT.
J1CO < 3 oanHunub Byna

2. ]I, o6ymoBneHa xsopo6amu niBnx
Bigainis cepus

5. JII HesicHOro reHesy abo 3 6arato-
(haKTOpHMMN MeXaHi3Mamu

[MoegHaHa nocTkaningpHa
Ta npekaninapHa J1r

AOrT>7 Mm pT.CT.
JICC > 3 ognHuup Byna

2. ]I, obymoBneHa xsopobamu fiBUX
Bigainis cepus

5. JII HesicHoOro reHedy abo 3 6arato-
PaKTOPHUMU MeXaHi3Mamu

Mpumitkn: JIF — nereHeBa rinepreH3sis; JIAIT — nereHeBa aprepianbHa rinepteHsis; CepTJIA — cepegHivi TUCK y
nereHesBivi aptepii; CB — cepuyeBuii Bukng; T3J1A — TUCK 3aKNIMHIOBaHHS nereHeBoi aprepii; AT — giacTosniy-
Huii rpagieHT Tucky; JICO — nereHeBuii cyauHHui onip; XTEJ1 — xpoHiyHa Tpom6oem60si4Ha nereHesa rinep-

TEeH3isl.
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3BicHUI (pakT ypaXeHHs JiereHb, MpUTaMaHHUI
C3CT y BUMIIISIAI iHTEPCTULIAJILHOTO 3aXBOPIOBAHHS
JIeTeHb, IMYJbMOHITIB, MJIEBPUTIB i aJIbBEOJITIB, MPU-
3BOJAUTH 10 hopmyBaHHs rpynu 3 JIT.

VYV mamienTiB i3 CUB-JIAI' ommcaHo JereHeBUi
BacCKyJIT, iMYHOKOMIUJIEKCHY J€IMO3Ulil0 B iHTU-
Mi Ta MediaJIbHUX Iapax CTiHOK JIEFEHEeBMX CYIMH,
priovatoun IgG, IgM, C3 i Clq [19], mo minTBep-
JUKYIOTh POJIb aBTOIMYHHUX MPOLIECIB y IMATOTE€HE-
3i JIT y xBopux Ha C3CT. [lyxxe yacTo y XBOpUX Ha
C3CT BuMHUKA€E BTOpUHHUI aHTUOCHOTIMiTHNIIA
cUHApOM, ToB’s3aHMii i3 rpymoro 4 JII' (xpoHiuHa
TpoMOoeMOoIiuHa JereHeBa TinepTeH3is ), BHACTII0K
BUHUKHEHHS apTepialbHuUX Tpom603iB [20]. ToOTO ¥
dopmyBanHi JIT mpu C3CT BigirpaioTh poJib 6arato
naToreHeTUYHUX (pakTopiB, siKi popmytoTh JIAT Tuny
1117, JIT Tuny 2, Tuny 3 i 4 3 po3BUTKOM SIK IpeKari-
JISIpHO1, Tak i moctkaniuisipHoi JIT .

KAiHiYHO KQpTUHO

Hemae cnenm@iyHuX TUIIOBUX KIiHIYHUX CHUMII-
TOMIB, 3a JOMOMOIOIO SIKUX MOXKJIWBO JIiarHOCTYBaTU
JIT', xiniHiYHiI 03HaKKU CUMYJIIOIOTh Pi3Hi 3aXBOPIOBaH-
HsI CEpLEBO-CYIUHHOI Ta 1uxajabHOoi cucteM. [lepimm
CUMIITOMOM 3BUYANHO € 3aMIIIKa, 1110 YaCTO CYyIPOBO-
JKYETHCSI BTOMOIO, BUCHAXXKEHHSIM 1 BUHUKAE B Tepe-
BaxkHiii GinbirocTi Bunanakis (94 %) C3CT-JIAT [21].

Yepes HecnmeUMOIYHCTD KIIIHIYHUX CUHIPOMIB ITPpU
JIT icHye 3aTpuMKa B AiarHOCTMIII IbOTO cTaHy. [1pu
MPOTrpecyBaHHi 3aXBOPIOBAHHS CUMIITOMU CTAIOTh Tip-
UMU, 3 SIBISIOTHCSI HOBi, HANPUKJIAA 3aIMIlIKa TPU
3ruHaHHiI (O€HAOIHIsI) Ta CMHKOIE, OCTAHHIA CUMII-
TOM BMHUKAE 3a3BUYAil i yac abo Bigpasy micust ¢i-
3UYHOTO HaBaHTaXXeHHs. YacTi cMHKOIe HaBiThb MpU
HEBEJIMKOMY HaBaHTAXCHHI € IPOrHO30HETaTUBHUM
(dakTOpoM i UITKO BKa3ylOThb Ha HasIBHICTb HeOe3-
MEYHOTO IJIsS XUTTS CTaHy, IOB’SI3aHOTO 3 BHCOKOIO
cMepTHicTIo [21].

IIpu 00’€KTUBHOMY NOCHIAKEHHI XBOPUX i3 KOM-
neHcoBaHot JIT', sk mpaBuJio, JiKap He BUSIBIISIE Hi-
SIKMX aHoMauiii. PaHHi o3Haku — nepudepudyHuii abo
LEHTpaJIbHUI 1iaHO3 CIoYaTKy IiJg 4yac (pi3UMYHOIro
HaBaHTaXCHHs, aKUECHT JPYroro TOHY Ha JIEreHEBIii
apTepii Mpu aycKyJbTallii OCHOBU Cepls, CHUCTOJIiU-
HUIM LIyM perypritaiii Ha TPUKYCIiTaJIbHOMY KJIamaHi.
KniHiuHi mposiBU pO3rOpHEHO1 CTalil 3aXBOPIOBaH-
Hs — 1I€ O3HAaKM XPOHIYHOI CEpLEBOI HEJIOCTATHOCTI
(XCH), nabpsixu, 6i1b y TPYAHIM KITiTII, CEPIEOUTTS,
reraTomeraiis, npeKapaiajbHa IyJibCcallisi, MyJbcallis
SIPEMHMX BEH, acIMUT TOINO. 3HMXKEHHS Iepdy3ii op-
raHiB uyepe3 po3BuTok XCH nexxuth B 0CHOBI hopmy-
BaHHS Me4YiHKoBOI AucdyHKii y namieHTis i3 C3CT-
JIAT. ¥V xBopux Ha JII" migBuiieHHs piBHS OinipyOiHy
acoliiioBaHe 3i 30inblIEHHSIM pPiBHS Jy>XKHOiI (ocda-
Ta3u i 3arajbHOI JakraTaerigporeHasu. [inepoimipy-
OiHeMisl — JOCTYITHMIA i JOCTOBIpHUIT MapKep TSIKKOL
MPaBOILLIYHOYKOBOI HEIOCTaTHOCTI Ta HECHPUSITIM-
BOro MporHoay y nauieHTiB i3 JII'. ITigBuilieHHS piBHS
y-TiyTaMiaTpaHcnentuaasu y nauieHris i3 C3CT-JIAT

ornap / REVIEW

TaKOX MOXe OyTH MOB’SI3aHO i3 CYMyTHIM NTEPBUHHUM
OimiapHUM ypaxkeHHsIM [22].

AHacapka, Tak camo, SIK i BUpaXeHa TilMoTeH3is,
3yCTPiYAEThCS Ha 3aKJIIOYHUX CTaAisiX 3aXBOPIOBAH-
Hs Ta npu IV dbyHkuioHanbHoMy kiaci (PK). Ipu
C3CT-JIAT moka3HUKU CUCTOJIYHOTO TUCKY B Ipa-
BOMY LIJIYHOUKY i JIereHeBiii apTepii B OUILIIOCTI BU-
MagKiB 3HAYHO HMXKYi, a AiaCTOJIYHOTO — BHIIi, HixX
npu IJIAT, 1110 TaKOX BIUIMBA€ Ha BUXKUBAHICTb, 3HU-
XKytouu octaHHIo [23]. Leit peHOMeH, mpu MogiOHUX
aHaTOMIUHMX 3MiHaX MpaBUX BiJailiB ceplisl, 103BOJISIE
3pO0OUTU BUCHOBOK, 110 y mauieHTiB i3 C3CT-JIAT
3HUXKEHA 3JaTHICTh A0 PEMOJIEIIOBAHHS MPaBUX Billi-
JiB cepus npu 30inbweHHi JICO. Lle Mmoxe Oytu Ha-
CJIiIKOM 3amnajeHHs Ta (pidbpo3y, Ha 1110 BKa3ylOTh pe-
3yJbTaTU €HAOMiOKapaiaabHOI OiOMncii y malieHTiB i3
C3CT [17].

JUtst KJIiHIYHOT OLIHKHY CTYMEHS TSXKOCTI 3aXBO-
pIOBaHHS BMKOPUCTOBYEThCA Kiacudikamis JII' 3a
(GyHKITIOHATBHUM KJIAaCOM, IO € aJallTOBAaHOIO KJIa-
cudikalli€eo cepleBoi HEAJOCTaTHOCTI 3TigHO 3 Kja-
cudikaliero Hbm—ﬁopKCLKoI acoluiaii cepus.

AiarHocTtuka

3 orsiay Ha MOPiBHSIHO BUCOKY momupeHicTh JIT
y nauieHTiB i3 C3CT, ocobauBo i3 CCJI, Ta Hecrie-
UM PIYHICTh KJTIHIYHOI CUMOTOMAaTUKN HEOOXiAHMIA
epexTuBHuit ckpuHinr JIT i JIAT moano paHHbOTO
BUSBJIICHHS IILOTO 3aXBOPIOBAHHS y IMAIi€HTIB IJIs
TTOJTIMIIIEHHSI TIPOTHO3Y. 3TiIHO 3 CyYaCHUMMU PeKO-
meHpamigmu [24], nmamienTtu 3 CCJI, 9Ki MarOTh TaKi
MPOSIBU, SIK CKJIEPOAAKTUIiSA, aHOMAJil Ha Kalias-
pockorii HirTpoBoro yoxa i crnenudivuni miss CCJI
aBTOAHTUTIJIA, LIOPOKY MOBUHHI MPOXOAUTU CKPU-
HiHT momxo JIAT, BKiIo4Yaloum Taki TECTH: JIETeHe-
Bi (pyHKIiOHaNbHI TPOOU, MOCHIIXKEHHS JiereHeBO1
¢yHKUIii 3 ouiHKOK© AUQY3iliHOI 3MaTHOCTI JIeTeHb
nna MoHookcuny Byriewto (DLco), TtpaHcTtopa-
KanbHy exokapaiorpagdito (TExoKTI'), BumMmiproBaH-
Hs piBHs NT-proBNP, npoBeneHHs1 KaTeTepu3salii
NpaBUX BiAAiNiB ceplsl MPU BUSBIEHHI MOKa3aHb 10
LIbOTO AOoCiAXXeHHs (Tad. 2). XBopi Ha iHIi C3CT
TMOBMHHI ITPOWTH CKPUHIHT TaK caMO IPH BUHHUK-
HEHHi y Jikaps nmigo3pu Ha HasgBHicTh JII' 3 ornany
Ha cKapru, o0’€KTUBHE OOCIiIKEHHS YW JaHi iH-
CTPYMEHTAJIbHUX METOJIB MOCTimKXeHHs (Tabi. 3,
puc. 2).

st ckpuHiHTy Ta paHHboro BUusBieHHs JIT i, 30-
kpeMa, y nauieHTiB i3 C3CT-JIAT pekoMeHIY€ETHCS
nokaszoBuii anroput™ DETECT [25]; okpim TOro
BiH [O3BOJISIE BU3HAYUTU, SIKUM caMe MalliEHTaMm
MOTPiOHO MPOBOAUTHU KaTeTepu3allilo mMpaBUX Bimami-
JIiB cepls AJisl yTOUHeHHs aiarHosy. Lleit anroputm
BkJtouae 8 mokadHukiB: DLCO, HagBHICTb TeJieaH-
riekrasiii, aHTULIEHTPOMEPHUX aHTUTLI, piBeHb NT-
proBNP, ceuoBoi KMCTOTU KPOBi, BIiIXUJIEHHS eIeK-
TPUYHOI OCi Ha eJieKTpoKapaiorpamMi BIipaBo, po3Mip
MpaBoro nepeacepasi Ta MBUAKICTh TPUKYCITiAAIbHOT
perypritauii (Bumiproetbcs npu TExoKT). Kanb-
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kyngrop pusuky JIAIT goctymHuii Ha BeO-caiTi:
http://detect-pah.com.

IlikaBuM, Ha HAII TTOTJISA, € BKIIOYEHHS ITOKa3-
HMKa CUPOBATKOBOI KOHLEHTpallil CE4OBOI KMCIOTU
no anroputMy DETECT sx mapkepa AiarTHOCTMKHU
JIT. Tmemis nereHeBOi TKAHWUHU POOUTH KJIIOUOBUMA
BHECOK y IMiJABUILEHHS PiBHS CEYOBOI KUCJIOTH, Pi-
BEHb OCTAaHHBOI 30UIBLIYETHCS MPOMOPLINHO 10
TSKKOCTI Tinmokcii y nauieHTiB i3 JIAT', XxpoHiuHOIO
OOCTPYKTUBHOIO XBOPOOOIO JIETEHb i OOCTPYKTHUB-
HuM amnHoe [26]. TkaHuMHHA ilIeMis BUKJIMKAE 10-
CTOBiIpHE 3HUXXEHHSI piBHSI ajeHO3MHTpUudochary
1 aKTUBYE Aerpanallilo MypuHOBUX HYKJICOTUIIB ax
10 CEYOBOI1 KMCJIOTHU, MPU3BOASYM A0 TillepHpoOayK-
il ypaTiB y TKaHMHaX cepls, JIereHb, MEYiHKU Ta
CKeJIETHOI MycKyJaTypu. PiBeHb ce4OBOI KMCIOTU
npsimo kopetoe 3 JICO it 00epHEHO i3 cepLieBUM BU-
kuaom (CB), 3MeHIIyIOUMCh NMTPY MPU3HAYEHHI TPO-
ctaHoiniB. Cepell HEiHBa3MBHUX MapKepiB MPOTHO3Y
CUPOBATKOBUI PiBEHb CEYOBO1 KUCIOTU HE3aJIEKHO
MmoB’s13aHuit 3i cMepTHicTIO mauieHTtiB 3 IJIAT [26].
Kpim toro, y manienTiB i3 XCH koH1eHTpalis cevo-
BOi KMCJIOTHU KOPEJIIOE 3 KOHIEHTPALIIE€ iHTepJIeii-
KiHy-6, pPO3YMHHMX PELENTOpPiB (akTopa HEKPO3y
NyXJUHU, PO3YMHHUX MOJIEKYJ MIXKJIITUHHOI ajare-
3ii, E-cenexTuny, a piBHi LIuX Mpo3anajlbHUX MapKe-
piB ictoTHO 30inbuIeHi mpu C3CT, 1110 TaKOX 3yMOB-
JII0€ TinepypukeMiio [27].

Konuentpauisst NT-proBNP — ocHoBHOrO Mapke-
pa XCH, mupoko BUKOPUCTOBYBAHOTO B KapAiojo-
rii, a Takox IJIAT i JIAT npu BpoakeHUX Bagax cepis
Ma€ TeHIEHIIit0 J0 OibIl BUCOKUX 3HAUYEHb, SIK i MpU
C3CT-JIAT [28].

HesBaxarouu Ha BiICYTHICTh 1OKa3iB 11010 Yac-
TOTU TAKOTO CKPUHIHTY, AOCHIIXXEHHSs, MPUHAUMHI
DLCO Tta TExoKI, pekoMeHIY€ETbCSI TIPOBOIUTHU

APTEPUAJIBHAA®
TUNEPTEH3MA

1IOPpiYHO, HaBiTh 3a OpakoM o3HaK i cumnTomis JIT,
y manieHTiB i3 CCJI [24]. [Toka3aHo, 1110 3MEHIIICH-
Hsa DLCO i 36inbmenns piBust NT-proBNP acorri-
wetbes 3 JIAT y xBopux Ha CC/ [29]. Kpim Toro,
suuxeHHsa DLCO xapakTepHO [Jis ITalli€HTIB i3
BOXIJI [13].

KIIBC € 3onotum crangaptom pgiarHoctuku JIT.
Axmo npu KITBC CepTJIA 6yne 25 MM pT.cT. abo
6inbiie Ta T3JIA < 15 MM pT.CT., HEOOXiZHO TMpPOBEC-
TH BeHTWIsALIHe-niepdysiitHe (V/Q) ckaHyBaHHS Ta
KoMmIT1otepHy ToMorpadiro (KT) rpynHoi KIITKM mis
BUKJIIOUEHHS UM MiaTBepAKeHHs aiarHosy JII' rpym 4,
3, 1ta1’ (BOXJI) (puc. 2). MarHitTHo-pe30HaHCHE J10-
CIIIKeHHST ceplisl, a TaKOX KOHTPACTHE IOCUJICHHS
MioKapaa MOXe po3MIsiaaTUCs ISl OLIHKM CYOKJTiHIU-
HUX GYHKIIOHATbHUX 200 MOPGhOJOTiYHUX aHOMAJTI,
sIKi BKazyloTh Ha Tpymy 2 JIT', BKJIloyaouu CUCTOJIiY-
Hy a00 miacToJivyHy IUC(YHKIIIIO JIIBOrO ab0 IPaBoTO
HIJTyHOUYKa. 3HIMKM 300pakeHb MoJiaHi Ha puc. 3.

BuU3Ha4YeHHSs PU3nNKy HeCnpmnatAmBoro
NPOrHo3y y NnAauieHTiB i3 Al

Jlo akTopiB, 1110 BIUIMBAIOTh HA TPOTHO3 MAlli€HTIB
i3 JIT, BimHOCATHCS DK, HasgBHICTH O3HAK MPaBOIILIY-
HOYKOBOI CEpLIeBOi HEIOCTaTHOCTi, TOJEPAHTHICTb 10
Gi3MYHUX HAaBaHTaXeHb, JUCTAHLIA B 6-XBUJIMHHOMY
Tecti X0a60u (6-XTX), piBeHb IIKOBOIO CIIOXMBAaHHS
kucHio (VO,), neski exoxapaiorpagiuHi o3Haku (Ha-
SIBHICTb TIEpUKapAiaIbHOTO BUIIOTY, TUIOIIA MPAaBOTO
nepencepas (ITI1)) i remoguHAMIUHI TTapaMeTpH (TUCK
y III, CB, 3mimana BeHo3Ha caTypauis — SvO,), a
TaKOX piBHi OioMapkepiB (Ce4oBOI KUCJIOTH, HATPIii-
ypetnyHoro nenTtuny — BNP, Tpononiny, Hopaape-
HajiHy, eHmoTemiHny-1) [2, 31, 32]. Bci Bonu Oymu
cTpaTU(diKOBaHi 3aJIeXKHO Bil piBHSI pU3UKY Ta MOJaHi
B Tab. 3.

Ta6bnuys 2. lNoka3aHHs 4O KaTeTepu3alii npaBoro BigAiny cepuys (agantoBaHo Hamu 3 [24])

OpuH i3 HUKYeHaBeAeHNX AaHUX JOCHigKEeHHSA

LLiBmakicTb TpuKycnigansHoi perypritauii (3a gaHummn TExoKT) > 2,8 m/c

Po3wmip npaBoro nepencepas (Bumiptoetbes npu TExoKI) > 53 mm

Po3wmip cepeanHHOT MOPOXHMHM NPaBOro LWyHoYKa (BUMiptoeTbest Npu ExoKr) > 35 mm

HbOi MeXi HopMK

®XXEJ1: DLCO cniBBigHoLeHHs > 1,6 Ta/abo DLCO < 60 % nepenbadeHoro i NT-proBNP y 2 pa3u 6inbLue Bif Bepx-

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

HasBHicTb HMXXYeHaBeaeHUX AaHUX OOCNIIKEHHS + KIiHiYHI o3HaKn'

LLBnakicTe TpuKycniganbHoi perypritauii (3a gaHnmmn ExoKr) 2,5-2,8 m/c

®XXEJ: DLCO cnisBigHoLeHHs > 1,6 Ta/a6o DLCO < 60 % nepepbadeHo 6e3 nigsuLleHHs pisHa NT-proBNP

TMpumitkn: TExoKIr — TpaHcTopakanbHa exokapgiorpagisi; ®XKEJ1 — ¢hopcoBaHa XUTTEBA EMHICTb JIereHb;
DLCO — audpysiviHa 3aaTHICTb n1ereHb As1si MoHookeugy Byrneuto; NT-proBNP — Mo3koBui HaTpirypeTuyHni
nponentug; ' — cCUMNTOMM BKJIFOYaOTh TUMIMaHIYHUIA 3BYK NPV MOPIBHSAHHIN NepKYycii nereHb, nepughepunydri Ha-
6psiKu; 3a[ULLIKY Y CITOKOi abo rnpu He3Ha4YHoMy (hi3NYHOMY HaBaHTa)XX€HHi, CTOMJIIOBaHICTb, MPeCUHKONe/CuH-
Kone, 6inb 3a rpyAnHOIO, CepUebUTTS, 3arnamopPOYEeHHSI.
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MauieHt
i3 C3CT

> |Hwi C3CT

MauieHT NOBUHHI MPONTW CKPUHIHT
npy HasiBHOCTi TUMOBUX O3HaK
i cumnTtomis’

Mo3nTKBHI AaHi NokasHukiB i3 Tabn. 1

CepTJlA > 25 CepT/lA > 25
CepTJIA < 20 20 < CepTJIA < 25 T3NA < 15 T3M1A > 15

Mopylerns V/Q-sigrowenns | I rPyna 4

I, 3

»
L
»
L

v BOXI1 tpiapa’ IT, rpyna 1’

i

)

i

JIAT, rpyna 1

PucyHok 2. Anroputm BUSIBJIeHHS Ta fiarHOCTUKM JIereHeBoi rinepTeH3sii i nereHeBoi apTepianbHOI rinepTeHsii
Yy nauieHTiB i3 3aXBOPIOBAHHSAMMU COJTYYHOI TKAHUHU

Tpumitkn: C3CT — cucteMHe 3axXBOproBaHHsl Crosiy4Hoi TKaHnHu; CCJll — cuctemHa cknepogepmisi; JI®T — nereHesi ¢pyHKLio-
HanbHi Tectn; TExoKIr — TpaHcTopakanbHa exokapgiorpadpisi; NT-proBNP — mo3skoBuii HaTpivi-ypetuyHui nponentug; KNBC — ka-
TeTepu3ayis npasux Bigginis cepysi; CepTIIA — cepeaHivi Tuck y nereHesivi aptepii; T3JTA — TUCK 3aK/IMHIOBaHHS JiereHeBoi apTepii;
V/Q — BeHTURsAYiiHO-Nepgpy3iviHe cniBBigHoweHHs1; KT Ol — Komm’roTepHa ToMorpadpisi opraHis rpyAHoOi nopoxHuHu; 1I3J1 — iH-
TepcTUlianibHe 3aXBoproBaHHs1 niereHb; 3XKEJ1 — 3aranbHa XUTTEBA EMHICTb siereHb; BOXJT — BeHOOK/03UBHA XBOpo6a fereHb;
TUIIF — norpaHnyHa nereHesa rinepteH3is; JIAI — nereHeBa apTepianbHa rinepteHsis; JIF — nereHeBa rinepTeH3sis; ' — cumnromu
BKJTHO4al0Th TUMITAHIYHWIA 3BYK IPU MOPIBHAHHIN NepKycii 1ereHb, nepughepuyHi HabpsiKu, 3aguULLIKY y CrIoOKoi abo rnpy He3Ha4YHoOMy
hi3NYHOMY HaBaHTaXKeHHi, CTOMJIIOBaHICTb, MPeCUHKOINe/CUHKonNe, 6iNb 3a rpyANHOI0, CEPLIEOUTTS, 3araMOpPOYeHHs; 2 — CKJiepo-
AaKTunis, aHomanii Ha Kaninsipockonii HirrTboBoro yn1oXxa ta/abo crieyugbiyHi cKrepoaepMidHi aBToaHTUTINA; 3 — pPo3LUMpPeHHs NiMgba-
TUYHUX BY3J1iB, LEeHTPOI06YNsAAPHI (hOKYCH YLLiNIbHEHHS 3a TUITOM MaTOBOIO CKJ1a Ta/abo cenTasibHi JiiHil.

Ta6bnuys 3. Ouinka pu3uky npm JIIr

BusHaveHHs NnporHosy - e .
b Hu3bkni pusnk CepepHi pusnk Bucokun pnsuk
(BM)KMBaH::;r:y))/nponosx (<1%) (5-10 %) (> 10 %)
KniHiyHi 03Hakn XCH BigcyTHi BigcyTHi HasBHi o3Haku npasoLuny-
HOYKOBOi HEJOCTATHOCTI
[MporpecyBaHHs cMMnTOMIB Hi MoBinbHO LLiBnoko
CuHkone BigcyTHi EnizognyHi, optocTatnyHi, YacTi, HaBiTb Npu manin
npv HE3BMYHOMY DI3UYHOMY Pi3NYHI aKTUBHOCTI
HaBaHTaXXeHHi
OK WHO 1,11 1] \Y
6-XTX > 440 m 165-440 m <165 m
CnipoepromeTpist (kapgio- Mikose VO, > 15 mn/xe/kr | Mikose VO, 11-15 mn/xe/kr | Tikoee VO, < 11 mMn/xe/Kr
nysfibMOHabHI TECTU (> 65 % nepepb6avyBaHoro); | (35-65 % nepepbadvyBaHo- | (< 35 % nepenba4vyBaHoro);
3 i3NYHNM HaBaHTaXeH- VE/VCO, < 36 ro); VE/NVCO, > 44
HAIM) VE/VCO, 36-44,9
PiseHb BNP/NT-proBNP BNP < 50 Hr/n BNP 50-300 Hr/n BNP > 300 Hr/n
y nnasmi NT-proBNP < 300 Hr/n NT-proBNP 300-1400 Hr/n NT-proBNP > 1400 Hr/n
Bisyanizauia cepug Mnowa MM < 18 cm? Mnowa MMM 18-26 cm? Mnowa MM > 26 cm? 3Hau-
(ExoKTI", MPT) BifncyTHicTb nepvkapgiane- | BigCyTHICTb YM MiHIManbHWA | HUA NepuKapgianbHUA BUNIT
HOro BUMOTY nepukapgianbHum BuniT
lemognHamiyHi napameTpum TIM < 8 MMm pT.CT. Trr 8-14 mm pr.cT. TMM > 14 mm pT.CT.
Cl > 2,5 n/xs/m? Cl 2,0-2,4 n/xs/m? Cl < 2,0 n/xe/m?
SvO, > 65 % SvO, 60-65 % SvO, <60 %
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Me>xoBa (NorpaHnYHA) AereHeBa
apTepiaAbHA rinepTeHsis

Ax Bigomo, HopManbHuil CepTJIA cTaHOBUTH
14,0—20,9mmpT.cT. OTRe, CepTJIA, ogopiBHIOE2 | —
24 MM pT.CT., Ha3uBaeThes norpaHudyHuM (IToTJIA),
110 MOXe€ SBJISITU COO0I0 paHHIO CYOKJIIHIUHY CTaJilo
JIETEHEBOI BaCKYJIOMAaTii, ajie TOKU IO HE € TTOKa3aH-
HSIM 1o Tepamnii, cnemudianoi s JIATL. ¥V HemaBHBO-
My obcepBaniitHomy gocnimkeHHi G. Kovacs Ta criB-
aBT. [33] BusgBuau, mo y 32 i3 141 mauienTa 31 C3CT
abo 0e3 takoro, gaki mimiaraaun KITBC i3 migo3poio
Ha HagBHicTb JIT', cnmoctepiraBca IToTJIA. ITamientn
OyJIM cTaplli 3a BiKOM i yacTillle Majau CYIMyTHIO cep-
1eBy Ta/ab0 OMXaJbHY HEIOCTaTHICTh IOPIBHSIHO 3
nauieHramu i3 CepTJIA < 21 mm pr.ct. e cBiguuTh
npo Te, o [MoTJIA acouitoeThecs 3 JOKIiHIYHOO CcTa-

niero rpynu 2 a6o 3 JIT', a ve JIAT. I, HaBnaku, y npo-
CIIeKTUBHOMY KoroptHomy gociaimkenHi C.J. Valerio
Ta cmiBaBT. [34] moBimoMJIsLIOCh TIPO PO3BUTOK JIAT
y 42 % (16/38) xBopux Ha CCJl i3 mouatkoBum Ilo-
TJIA npotsirom 45-MicsIUHOTO CIOCTEpEXXEHHS, IO
CBiIUUTH MPO BiTHOCHO BUCOKY IMOIIMPEHICTh TOTe-
peanboro npe-JIAI'-ctany, acouitoBaHoro 3 IToTJIA
npu CCII.

3BaXxaruu Ha MEHII CIPUSITIWBI HACHiIKW 3
orsay Ha Oinbi Hu3bkuit pisenb CpTJIA, s na-
mienTiB i3 CCI-JIAT' moxe 3HamoOUTHCS paHHS
cneuudiyna Tepamnis. [1pore y mamienris i3 CC/]
[MoTJIA moxe 6yTu He numie ipe-JIAl-ctanowm, ane
i1 cyOokIiHiuHOIO cTamietro rpynu 1’ (BOXJI), 2 a6o
3 JIT, pna sxkux npusHadeHHs JIAT-cnenudiynoi
Teparllii BIITHOCHO nmpoTuIokasane [35].

b)

Ant

MAA Ant Kr-gas

PucyHok 3. Tunosi 306paxeHHss TExoKI, V/Q-ckaHyBaHHsi, KT rpygHoi knitkm, MPT cepusi; a — LWBUAKICTb
TpUKycniganbHoi perypriradii, wo sumipsiHa npn TExoKIr — 2,97 m/c, noka3aHHs Ao KINBC; b — BeHTURsALIHO-
nepgby3iiHa HeBiAMOBIQHICTb criocTepiracTbCcs y I3MYKOBOMY CErMeHTi Ta HWXXHIW HYacTui niBoi nereHi (cTpinka);
¢ — KT OrK, JII' (CepTJ/IA — 29 Mm pT.cT.), HasiBHicTb TsxKKoro I3J1 i3 ®XKEJ1 54,8 % y nauieHTkn 3 CC/l, wjo
Bignosigae rpyni 3 JII; d — JII (CepTJ/IA — 29 mm pT.cT.), HasiBHicTb I13J1 i3 ®XKEJ1 101,0 % y nauieHTkn 3 CCA,
y uybomy Bunagky JIIT rpynu 3 nopisHsiHHa 3 JIIT rpynu 1 (JIAT); e — tpiaga BOXJ1, Bknroyarouyn 36i5bLUEHHS
nimgpaTNyHNX BY3iB (CTpinka), YeHTPosro6ynsipHi ¢hoKycu yLyinlbHEeHHs 3a TUIOM MarToBOro ckna (KoJsio) tTa
centanbHi NiHii (By3bKi cTpinku); f — nocuneHHs1 KOHTPacTyBaHHSA MioKappaa ragonidiem, susisneHe npu MPT
cepuys (cTpinku), 3 HopmasnibHol cepueBoto pyHkuiero y nayieHta 3 CCH, o cBigYnTh Npo cy6kniHiyHi aHomanii
miokappaa ta moxnusuii po3sutok JII rpynu 2 (agantoBaHo Hamu 3 [30])
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NikyBaHHs nauieHra i3 C3CT-AAT

PexoMeHIOBaAaHO YHUMKATW BUHUKHEHHS TaKUX
MOTEHUiMHO HeOe3MeYHUX CUMIMTOMIB, SIK BuUpa-
XKE€Ha 3aaulliKa, HENPUTOMHICTh, Oiib y TpyAHil
KJIiTIi. 3a00poHs0ThCS i3WUHI HaBaHTaXXEHHS
micjisl 1Xi, IpU HECTIPUSATIMBOMY TeMIIEpATYPHOMY
pexumi. PexoMeHaoBaHa emigypajibHa aHeCcTe3isd
K METoJ BUOOpPY Mpu MPOBEAEHHI XUPYPTiUHUX
BTpyuyaHb. [lanmientkam i3 JII' HeoOxinHO 3acTOCO-
BYyBaTW METOAM KOHTpPALEMNLil, OCKIJIbKHA BariTHiCTh
MMPOTUIIOKAa3aHa Yepe3 MOXJIUBY JIeKOMIIeHCAllilo
i JetanpHU# KiHeub. g mpodinakTuku pecripa-
TOpHUX iH(EeKLiil HeoOXigHe MpPOBEAEHHS BaKIIM-
Hawuii.

BuainstoTh 1Ba KOMIIOHEHTH JiKapChKOi Tepamii y
xBopux Ha JII' — minTpumyrouy Teparnito (mepopajibHi
AHTUKOATYJISIHTU i Ae3arperaHTu, JiypeTUKU, cepleBi
MIiKO3UIM, OKCUTeHOTeparnis) i crieuudiuyHy Teparito,
1110 BKJIIOYA€ aHTArOHICTU Kabllil0, MPOCTAHOI AU, aH-
TaroOHICTU peUeNnToOpiB €HAOTeNiHy, iHTibiTopu ¢oc-
doaiecrepasu TUILY 5.

ITiompumyroua mepanis. PekoMeHIOBaHO TpU3HA-
YeHHSI CCYOTiHHUX IIpernapariB y BCiX BUIIAIKaxX PO3-
BUTKY JIeKOMIICHCALIil IPaBOro MIJIYHOYKA Y XBOPUX Ha
JIT'. OkcureHorepariss peKOMEHIYEThCS TAaIliEHTaM i3
JIT" Ha 111 3aXBOpIOBaHHS JIeTeHb, IIPU PO3BUTKY M-
XaJIbHOI HEJIOCTATHOCTI Ta TiloKceMii IMpOTATroM He
MeHiIe 15 roa/mo0y. BaxiinBo mocTiliHO MiATpUMYBa-
TH carypallito KucHIO Ha piBHiI 90 % i Buie. [Tpu3Ha-
YEHHSI CEepLEeBUX INIIKO3UIiB PEKOMEHIOBAHO TIPU T10-
PYLIEHHSX LIIIYHOYKOBOIO PUTMY, HAAUILTYHOUYKOBUX
TaxiapuTMmisx y xBopux Ha JIT'. B iHmumx Bumagkax ix
3aCTOCYBaHHSI He BUIlpaBaaHo. Takox He BUIIpaBAa-
Ho nipu C3CT-JIAT 3acTocyBaHHSI aHTUKOATYJISIHTIB,
OCKUIBKM ICHYIOTHh pe3yJbTaTW Tepamii UMW Mpe-
rmaparamMu 3 BiJl’€MHOIO KOPEJISIi€l0 Ha KOPUCTh BU-
skuBaHHs [36, 37]; iX mpusHauYeHHs 3IiCHIOEThCS
TUTBKM TIPW HASIBHOCTI OCHOBHUX ITOKa3aHb (TPOM-
603u) [38]. BusHaueHO TakOX HENOILUIBHUM TpPU-
3HAYEHHsS IHTIOITOPiB AHTIOTEH3WHIIEPETBOPIOIOYOTO
¢depMeHTy, OJIOKATOpiB pElENnTOpiB aHTiIOTEH3UHY,
B-ampeHoO0KaTOPiB, iBaOpamuHy xBopuM Ha JII' 3a
BiICYTHOCTI crieiMivHUX MOKa3aHb 10 MPUIOMY ITUX
npenaparis [32].

Cneyugiuvna mepanis. AJITOPUTM  JIiIKyBaHHS
C3CT-JIAT ananoriunuii no IJIAT, mo Oyiao moka-
3aHO y BEJIMKUX paHA0Mi30BaHUX AocaigkeHHIX. Cy-
yacHa KOHILeMNLis naTtoreHeTnuHoi tepanii JIAT mo-
JlaHa Ha puc. 4.

AHTaroHict eHjgoreaiHoBux peuentopis (AEP) 60-
3€HTaH IoKa3aB KJIiHiuHY e(DEKTUBHICTb i 100py nepe-
HocuMicTb 11d matieHTiB 9K 3 IJTIAT, tak i3 C3CT-JIAT
y TOABIHOMY CIIIMOMY TJIa1e00-KOHTPOJIbOBAHOMY
JIOCJiIXEeHHI, siKe BKJouasao 213 nmauienris 3 JIAT, 63
3 akux Masiu C3CT-JIAT [39]. Mauurentan — AEP i3
MOABIMHUM MEXaHi3MOM Jii, 110 BUBYABCS B TPUBAJIO-
My 0araToleHTpPOBOMY MOABIAHOMY CIIIIOMY TLIalle-
00-KoHTpoJiboBaHOMY nociimkeHHi SERAPHIN musa
OLIIHKM BIJIUBY Teparlii Ha MporpecyBaHHS 3aXBOPIO-
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BaHHS Ta CMepTHicTh XBopux Ha JIAT pi3Hoi eTiosorii;
el mpernapar 3amo0irae MporpecyBaHHIO XBOPOOM,
nojinmye BuxkuBaHicTh xBopux Ha C3CT-JIAT [40].

CenextuBHuii iHriditrop ul'M®-creundianoi
dochoaiecrepazu 5 cuaaeHadis MmokazaB COpU-
STJIUBUU TepameBTUYHUI €(hEeKT y BUIJISAII MOJiM-
IIEHHST TOJePAHTHOCTI M0 (Pi3MYHUX HaBaHTaXEHb,
KIIIHIYHOI CUMIITOMAaTUKM Ta/ab0 TeMOIWHAMIKU B
IOCHIIKeHHI, o BKJIoJYano 278 mamieHTiB i3 JIAT,
cepen Hux 84 — i3 C3CT-JIAT [41]. 3rinHO 3 MeTa-
aHayrizoM 26 mociigxeHb, poBeseHnM M. Kuwana i
cniBaBT. [42], B skoMy ntopiBHIOBaBcs epekT iDJIES,
AEP Ta npocrauukiiHy 3a goromoroio recry 6-XTX
y nanieHtiB i3 C3CT-JIAT i JIAT 6e3 C3CT. i®JES
Ta TIPOCTALMKIIH IlOKa3ajlud OJHAKOBO J00puii
epexT, Toai 9Kk AEP moctynanucs B e(peKTUBHOCTI.
Po3uuMHHUI CTUMYASTOP TyaHiJaTLHMUKIA3u — pio-
LHMryaT y MNOABIHOMY CJIIMMOMY paHIOMi30BaHOMY
KOHTPOJIbOBAHOMY JOCIIXKEHH] cepen 66 malieHTiB
i3 CCIA-JIAT i 39 i3 C3CT-JIAT nepeHOCUBCS AyXe
nobpe, xo4ya edeKT OyB MEHII BUPAXKEHUM, HiX y 3a-
TaJIbHI NOMYJISALil JOCHiAXEHUX, OCOOJUBO B TPYITi
CCH-JIAT [43].

B iHIIOMy peTpOCIEKTUBHOMY TOCJIIXKEHHI 3 BE-
JIMKOI0 KiJbKicTIo maimieHTiB i3 C3CT-JIAI, Bkii0-
qaroun 170 i3 CCI-JIATL, 82 i3 CUB-JIAT i 82 i3
33CT-JIAT, aroHict mpocTalUKJIiHOBUX PELIENTOPiB
ceJIeKCUIIar 1o0pe MepeHOCUBCS i 3aTPUMYBaB IIPO-
rpecyBaHHs JIAT nesanexuo Big migtuny C3CT [44].
Hocnimxenus AMBITION [45] npoaeMoHCTpyBa-
JIO mepeBary no4atrkoBoi Kom06iHoBaHoi Tepamnii AEP
amb6pucenTany ta i®AES raganadiny y mamieHTiB i3
C3CT-JIAT nopiBHSIHO 3 MOHOTEpAaIli€lo UMM Mpe-
napataMu.

3Bakaroun Ha MEHII CIIPUSTIMBUIA Pe3yIbTaT JiKy-
BaHH4 y nauieHTiB i3 C3CT-JIAT mopiBHSHO 3 aLli€H-
tamu 3 JIAT, Taki xBopi moTpeOyOTh OUJIbII arpecuB-
HOTO PEeXUMY JIiIKyBaHHs. AJle CIliJi MaT! Ha yBasi, 110
arpecrBHa Ba3oAuJjiaTallis iHOJI aCOLIOETbCS 3 Hera-
TUBHUM e(heKTOM MpH JIiKyBaHHi iHmmx ¢opm JII —
PO3BUTKOM TSIXKKOTO HAOpSKy JiereHb Yy TalliEHTIB
i3 BOXIJI i moripieHHsIM Tinokcii y naiieHTiB i3 JIT
rpyrmu 3 (JII' BHAcimoK 3aXBOPIOBAaHHS JIETeHb), iMO-
BipHO, 4Yepe3 MiABUILEHY BEHTUISLIAHO-Iepdy3iliHy
HeBigmoBigHicTh. JIAI-cneundiuHi BazomuaaTaTopu
TaKOX He MPOJAEMOHCTPYBaAM KJIIHIYHOI KOPUCTI AJIs
JIT rpynu 2 [46].

OT1xe, HeOoOXiAHI MoAaJbIli KAiHIYHI JOCTIIXKEH-
HS 1JIs1 BU3HAYEHHSI TIEpBMHHOT KOMOiHOBaHO1 Tepa-
nii npu C3CT-JIAT, ocobnuBo npu CCJ-JIAT, sgka
4acTo TIOB’s3aHa 3 ypaXeHHSIM BEHO3HOTO pycla,
ceplsl Ta iHTepCTULIil0 JereHb. biaokaTopu Kajblie-
BUX KaHQJIiB HE MOXYTh OyTM pPEKOMEHIOBaHI SIK Ba-
sogunatamitina teparist mist C3CT-JIAT, ockinbku
roCTpa Ba30peaKTUBHICTh TiJ] Yac MPOBEACHHS TeMO-
JUHAMIYHOTO TeCTyBaHHS CTaHOBUTH < 1 % y malieH-
tiB i3 CCI-JIAT [47].

OpHuM i3 Haitomem BigMiTHHUX acriekTiB C3CT-
JIAT Bin inmux JIAI' € BigmoBigb Ha iMyHOCYIIpe-
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cito. JIikyBaHHS, 10 MOEIHYE TJIOKOKOPTUKOIAU Ta
BHYTPIITHbOBeHHMI muKIopochamin (LID), moxke
MNPU3BECTU [0 KJiHIYHOIO MOJIMIIEHHS y Malli€eH-
1iB i3 CUB-, 33CT- abo mnepBUMHHUM CUHIPOMOM
lerpena-JIATL', ajne Takoi BiANMOBIiAiI Ha JiKyBaHHS
iMyHOCyIIpecaHTaMU HE CIIOCTEPIira€ThCsl y Malli€H-
tiB i3 CCI-JIAT [48, 49]. MOXINBOIO TIPUINHOIO
U1 Kpaloi BilMOBiAi Ha JIIKyBaHHS IMYHOCYIIpe-
cantamu y namieHTiB i3 CUB- abo 33CT-JIAT e Te,
IO TIPM LIMX 3aXBOPIOBAHHSX IIEPLIOUYEPTOBY POJIb Y
PEKOHCTPYKIIii CyTMHHOT CUCTEMU JIETeHb BilirpaioThb
iMyHHi Ta 3amajJibHi MeXxaHi3Mu, a He (GiOpo3Hi, IK
npu CCJ-JIAT. ¥V nauientiB i3 CUB 3minu y cynu-
Hax jereHb npu JIAI' MaloTh TaKOX TiCTOJOTIYHI 0CO-
OJIMBOCTI, SIKi i MPU BOBUAaKOBOMY He(PUTi, 0COOIUBO
npu nposigepaTuBHOMY cyoTUITi. JlogaBaHHS iMyHO-
cynpecii 1o JIAT -cneuungiyHoi BazoauiaTauiiHo1 Te-
parii CHpUYUHSIE MOAATBIINNA TepaneBTUYHUI eDeKT
y xBopux Ha CUB-JIAT [50]. LlikaBo, 1110 pe3UCTEHT-
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Ha 0 Ba3oJauJiaTaToOpiB XBopoOa MOXKe pearyBaTu Ha
iMyHocyImpecito [51].

3 ypaxyBaHHSIM TiCTOMATOJOTIYHOI MOII0OHOCTI MixX
JIAT i nponidepaTUBHUM IJIOMEPYJIOHE(PPUTOM y Ma-
uieHTiB i3 CUB onTuManbHa cxema iMyHOCYTIPeCUBHOT
tepamnii (ICT) € Takoio: riaokokoptukoinm — 0,5—
1,0 Mr/Kr/neHb IpeIHi30JI0HY 3 TTOAAJIBIINM ITOCTYIIO-
BUM 3HMKEHHSIM, BHYTpiltHboBeHHUM 1P — mynbe-
tepanis mowmicsausg, 500—1000 mr npotsirom 3—12
Mics1iB y Oinbinocti Bunankis [49, 50, 52]. Crnpusrt-
JTBUi epekT ModeTrTy Miko(eHoIaTy B MOENHAHHI 3
TaKpOJiMyCOM 200 IUKIOCIIOPUHOM, PUTYKCUMAOOM i
tomuizymadoom s JikyBaHHS C3CT-JIAT OyB omnu-
CaHUii y NeKIIbKOX KIIiHIYHUX BUTiagkax [49, 51]. Aza-
TIONIPUH MOXE PO3MISIIATUCS SIK MIATPUMYIOUa Tepamnist
ImicJIst 3acTocyBaHHs mapeHrepaibHoro LD [49].

VY niteparypi € cynepeuku momo TepMmiHiB ICT
i TepaneBTUUHUX ctparteriii. E. Tanaka Ta cmiBaBT.
(2002) ctBepmkyBanu, 1o ICT € MeHII e(heKTUBHOIO
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y xBopux Ha CC3 i3 3amaBHeHO10 JIAT', oCcKinbKu 3Mi-
HU JIereHeBUX CYIMH BXe cTajlu HeobopoTHUMU [53].
Kpim Toro, € mani, mo ICT mae Halikpamuii edexr,
SIKIIO JIiIKYBaHHSI PO3MOYMHAETHCS Bigpasy Iicis aia-
rHoctuku JIAT [52]. 3pemTolo, 1110 Te3y MOXHa Bif-
HECTH 10 Teparlii OyIb-sSKOTo 3axBoptoBaHHs. Ha Bin-
MiHY Bill LUbOTO iHIIE AOCTIAKEHHS CTBEPXYE, IO
HEMAae€ Pi3HUIlL MIOJ0 iHTEpBaly 4acy MixX JiarHO30M
C3CT i noyatkom ICT [54], wo cBinuuTh Npo Te, 1110
npouec OyB Bce 11e 000POTHUM Y MOMEHT MOYATKY Jli-
KyBaHHSI.

IMuranusa, yu cuig omHouacHo mouymHatu ICT i
crienundiuny mono JIAI Teparmito, TakoxX Bce IIe Of-
Ho3HauHo He BupimeHo. J.G. Coghlan i cniBaBT.
(2017) Big3Hauvanu, o manieHtd, B sgkux C3CT i
JIAT Oynu piarHocToBaHi OJHOYACHO, Kpalle BiaIo-
Biganu Ha nepBuHHY ICT, Hixk Ha KOMOiIHOBaHY Te-
pamito iMyHOcylnpecopamMyd Ta Ba3oauaTaTOpaMu,
i, HaBMmaku, y BUnaakax giarHoctyBaHHs JIAT uepes
poku miciaa C3CT koMmbiHOBaHa Teparrisi Maja CBOI
nepesaru [43].

TPAHCNAQHTALISI AereHb

Xoua UPOKe BUKOPUCTAHHS CydacHUX crieurdiu-
HUX TpenapaTiB iCTOTHO 3MEHIIUJIO0 YacTOTy TpaHC-
TUIaHTallii jereHb y namieHTiB i3 JIAI', octaHHiit MeTOx
JIIKyBaHHS 3aJIMLLIAETHCS Teparieo BUOOpY IJIsl OKpe-
MUX TMAIiEHTIB, SIKi HE MalOTh €PEKTY BiJ MPU3HAYCHO-
ro jikyBaHHs [55]. Ak mpaBuno, miarHo3 CCJI yacTo
BUKJIMKAE HACTOPOXEHICTh y XipypriB uepe3 Te, IO
YacTO BTATHEHHS y TATOJIOTIYHUI TIPOIEC MITYHKO-
BO-KHUIIIKOBOTO TPaKTy (a came IMOPYIIEHHS MOTOP-
HOl (yHKIii, TIOB’si3aHe 3 pedIIOKCOM) BUKIUKAE
HACTOPOXXEHICTh BHACHIAOK MOXJIMBOI acmipalil Ta
VIIKOMXEHHsI ajJloTpaHcIIaHTaTa. OgHaK MiXXHapOI-
Hi peKoMeHJ1allil He BUKJIIOYAIOTh MOXJIMBOCTI TpaH-
crlaHTauii jJereHp y nauieHTiB i3 CCJl abo iHIMMM
C3CT 3a yMOB BiICYTHOCTI TSIKKMX CUCTEMHUX IPO-
SIBiB.

BucHOBKM

OTxe, B OCTAaHHIX JOCIIIKCHHSIX OYJI0 3’SICOBAaHO,
mo C3CT-JIAT mae mexinpKa BiIMiHHUX PUC Bim iH-
mux BapiaHTiB JII', BKJII0Yat0ouu OJHOYACHE YPaXKe€HHS
BEHO3HOTO pychia, JIETeHb i ceplisl, 0 MPU3BOAUTH A0
BUHUKHEHHS KOMOiHOBaHMX (POpPM, KOPUCHICTb aj-
TOPUTMY BUSIBJIEHHS, TTO3UTUBHY BinmoBiab Ha ICT.
IMporno3s nauienTiB i3 C3CT-JIAI 3HauHO MOKpalInB-
¢S ocTaHHIMU pokamu. [IpoTe 3anuiarThCs BaxkKIUBI
MUTaHHS, IKi HEOOXiIHO BUPILIUTHU, TaKi SIK BUSIBJACH-
Hsl Ta JIiIKyBaHHSI BUIMAAKiB CHiBiCHyBaHHS rpymn 1°, 2
ta/a6o 3 JII', onTUMaIbHOIO PEXUMY iMyHOCYITPECHB-
Hoi Teparii Ta jJikyBaHHs BumankiB [lo-JIAT. Posy-
MIiHHS BiIMITHHUX aCIIEKTIB i TOTOYHMX HE3aOBOJIEHUX
notped MoxXe JONMOMOITH KJiHiIMcTaM 3abe3neduu-
™ edekTuBHe Ta Oe3neuHe JikyBaHHs C3CT-JIAT.
VY Ham yac, He3BaXkalouM Ha OYCBUIHMI TIpOTpec Y
miarHoctumi Ta JmikyBaHHI C3CT-JIAT, icHye unmMmaio
HEBUPILICHUX 1 CyNepewInBUX MpobJiieM, OJHAK BU-
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KOPUCTAaHHS HAKOIMWYEHUX 3HAHD i IX IpakKTU4YHE 3a-
CTOCYBaHHS iCTOTHO TIOJIIMIIYIOTh TIPOTHO3 TAlli€HTIB
i3 C3CT-JIAT.

Konduikr inTepeciB. ABTOpU 3asIBISIOTH MPO Bif-
CYTHICTb KOH(IIKTY iHTEpeCiB, MPpU LIbOMY aBTOPU He
OTPUMYBAJIM BiJl OKpeMHUX 0ci0 i opraHizaiiil (iHaH-
COBOI MiATPUMKU AOCJiJXKEHHSI, TOHOPAPIiB Ta iHIIUX
¢opm BuHaropon.

Indopmania npo BHECOK KOXKHOTO YYACHUKA: XaHio-
k06 0.0. — KOHIIEIIIid i IU3aiiH TOCIiIKeHHS, OTJIsII
Jitepatypu 3 TeMu; lonsoeau I.H). — KOHIEIIISA i n1-
3alfH JOCIIIKEeHHS, MiAT0TOBKA CTaTTi 0 APYyKY; €ey-
dina E.J[. — ornsan jitepatypu 3TiIHO 3 MpPoOJIeMOIO,
HanucaHHs Tekcty; Karawnukosa O.C. — TATroTOBKa
iTIocTpalliii, peagaryBaHHs TEKCTY.
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AeroyHas runepreHsns, dCCOLUNPOBAHHAS C CUCTEMHbIMU 3060AEBAHUSMU COEAUHUTEABHOM TKOHU:
0630p AUTEPATYPbI C AKLLEHTOM HO AUATHOCTUYECKUE ACNEKThI

Pesiome. Jlerounas runeprensus (JII) aBiaseTcs BaxXHOM
TMPUYMHON 3200JIeBAeMOCTU U CMEPTHOCTU TIPU CUCTEMHBIX
3a0oseBaHusix coenHuTenbHoi TkaHu (C3CT). C3CT moryt
crnoco0cTBOBaTh BOZHMKHOBeHMIO JII' 3a cueT HECKOJIbKUX
MEXaHW3MOB: JIerouHasl aptepuaibHas runepreHsus (JIAD),
acCOIMMPOBAHHOE WHTEPCTUIINATBHOE 3a00IeBaHUE JIETKUX,
HEpBHO-MbIIIIEYHbIE 3a00JIeBaHUSI U/WJIM PAcCCTPOMCTBA CHa,
MPUBOASIIIME K TUITOKCHUM, aCCOIIMUPOBAHHAS TPOMOOIMOO-
smueckas JII' v lerouyHast BeHO3Hasl TUIIEPTEH3US BCIEICTBUE
nuchyHKIINY JIEBOTO Xenynouka. CoriacHO JaHHBIM HETaBHUX
uccnenosanuii, JII', cBsg3aHHas ¢ 3a00JeBaHUSIMUA COSAUHU-
tejpHOl TKaHu (C3CT-JIAT), uMeeT HEKOTOPbIE OTIUYMUTES b-
Hble KJIMHUYECKUE acekThl OT Apyrux BuaoB JII': mupokas
pacmpoCcTpaHEeHHOCTb, BOBJIEYEHHE B TATOJIOTMYECKUT IIPOIIecC
BEHO3HOTO pycJia U cepla, MeHee 01aronpusTHbIA TPOrHO3,
Hanuuue anroputma ooHapyxeHus — DETECT, orer Ha
WMMYHOCYTIPECCUBHYIO TEPAINIO, YacTOe HaTUInue KOMOU-

HUPOBAaHHBIX (opM. JlaBjeHUE B JIESTOUHOI apTepUN MOXET
OBITb U3MEPEHO C MTOMOIIBIO 3XOKaparorpaduu, HO 30JI0TO
CTaHIAPT VT AMarHOCTUKY — KaTeTepU3aliys IPaBbIX OTICI0B
cepaua. JIAT-crieunduueckast Tepanusi, KpoMme UMMYHOCY-
IIPECCUBHOM TepAINU, SIBJISIETCS CAMBIM PACIIPOCTPAHEHHBIM
Metonom seueHust C3CT-JIAT. B HacTosiiee BpeMsi CyIecT-
BYeT MHOTO ITPOTUBOPEYMBBIX MHEHMI1 OTHOCUTEJIBHO Havaja
Y CpOKa Ha3HAUeHMs ITUX TperapaToB. B maHHOM 0630pe MbI
00CyKIaeM SMUIEMUOIOTUIO, ITATOTeHE3, KIIMHUYECKYIO Kap-
tuHy C3CT-JIAT, akuileHTHUpyeM BHUMaHuUE Bpayeil Ha paHHUX
MeToAaxX TMarHOCTUPOBaHUs 3a00JIeBaHUS, UCITOJIb30BAHUN
aJITOPUTMA PAHHETO BBISIBJIEHUS] OCJIOKHEHUS W TTOIX0IaX K
JICYEHUIO MTALIEHTOB.

KiroueBble ¢J10Ba: crucTeMHOE 3a00/IeBaHUE COEAMHUTELHOM
TKaHU; JIErOYHAasi TUIIEPTEH3MS; CMEIlIaHHOe 3a00JIeBaHIE CO-
eIMHUTEIbHOM TKaHU; CUCTEMHasl CKJICPOIEePMUST; CHCTEMHast
KpacHasi BordaHKa; 0030p
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Pulmonary hypertension associated with connective tissue diseases:
a literature review focusing on diagnostic aspects

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; pul-
monary 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 ventricu-
lar dysfunction. Recent studies have clarified that pulmo-
nary hypertension associated with connective tissue dise-
ases (CTD-PAH) has some distinctive clinical aspects from
other PH, such as high prevalence, venous and cardiac in-
volvement, less favourable outcomes, presence of DETECT
algorithm, response to immunosuppression, existence of com-

bined forms. Pressure in pulmonary artery can be measured on
echocardiography, but the gold standard for the diagnosis is
right heart catheterization. PAH-specific therapy in addition
to immunosuppression is the most common treatment used
for CTD-PAH patients, there are currently many controver-
sial thoughts about the beginning and duration of these drug
prescribing. In this review, we discuss the epidemiologic bur-
den, pathogenesis, clinical presentation of CTD-PAH, focus
physicians’ attention on the diagnostic criteria and algorithms
of early disease detection and management of these patients.
Keywords: systemic connective tissue disease; pulmonary hy-
pertension; mixed connective tissue disease; systemic sclerosis;
systemic lupus erythrematosus; review
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