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OBIrPYHTYBAHHA. EnigeMionoriuHi faHi Ta peectpu xBopob € BaXKIMBUM HKEPENOM (GaKTUUHMX AAHMX, AKi BUKOPUCTO-
BYHOTbCS B KiHIYHIM NpaKTWLi 1M opraHisaLii 0XopoHM 34,0p0oB4, 0CO6AMBO 3@ BiACYTHOCTI paHAOMi30BaHUX KOHTPOIbOBAHUX
[ocnigkeHb. binblua YacTMHa Toro, Lo MU CbOTOAHI 3HAEMO NPO NereHeBy apTepiaNbHy rinepTeHsito, oTpMMaHa 3 0bcepBaLimHuX
[OCNiIKeHb, NPOBEAEHUX Yy MeXKaX HaLlioHanbHMUX Ta/abo MiXKHAapOAHUX PEECTPIB XBOPOD.

META. poBecTV KpUTUYHUIA aHani3 poni enifemioNoriyHMX LAaHMX, pEECTPiB XBOPOD i iXHbOI LMKNIYHOI B3AEMOLIi 3 €BOIOLLiEND
KnacudikaLifHoi CUCTEMM NereHeBoi rinepTexsii.

MATEPIAJZIN TA METOAMN. PoboTa rpyHTYeETbCA Ha pe3ynbTaTax obcepBaLiiHux focnigpkeHb. BukopuctaHo eninemiono-
riYyHi OaHi W OaHi pEECTPY NPUPOAHOTO PyXy HAaCeNeHHS ANs OLiHIOBaHHS HedaTanbHOro Ta GaTanbHOro TAraps JereHeBoi
rinepTeHsii B wectu KpaiHax i Teputopisx 3 1995 po 2023 poky. 3aCTOCOBAHO CTaHAAPTHI MiAXOAM ANS MOLENOBAHHS No-
6anbHOI 3HAYYLWLOCTi XBOPO6M. M1 30Ccepeamnmncs Ha nereHeBin rinepteHsii rpyn 2-5 i He BkatoYanu rpyny 1, To6T10 NereHeBy
apTepianbHy rinepTeHsito.

PE3V/IbTATU TA iX OBFrOBOPEHHA. MNpoaHanizoBaHo po3BUTOK KnacudikaLlii nereHeBoi rineptensii - Big noainy Ha nep-
BMHHY Ta BTOPMHHY 10 Cy4acHoi 5-rpynoBoi cuctemun BcecBiTHbOI opraHisauii oxopoHu 3m0poB’a (2013). BukoHaHo rnbokumit
aHani3 i BCTAHOB/IEHO LWICTb KNOYOBMX eMifAeMionoriyHMx napanenei (3okpema, BNAMB enifeMionoriyHoi pigkicHocTi abo,
HaBMakwu, MOLIMPEHOCTI Ha KnacudikaliiHe rpynyBaHHs), LLO BiL0OpaXKatTb €BOMIOLiI0 PO3YMiHHS LLbOTO CUHAPOMY.
BUCHOBKMW. OkpecnieHo nepcneKkTMBM NOAaNbLIOMO PO3BUTKY PEECTPIB i KnacudikaLii nereHeBoi rinepteHsii B epy «BeIUKUX
[aHux». YKa3zaHo, Wo iHTerpais iHpopmaLiiHux axepen Moxe 3abesneunTu rubLie po3yMiHHS reMoAMHAMIYHOT CKNafoBoi
rpyny pu3nKy Ta po3LUMPUTHK JiarHOCTUKY XPOHiIYHOi TpoMBoeMbonivHOI NereHeBoi rinepTeHsii. [loBeaeHO HEPO3PUBHMIA 3BA30K
MK enifemionoriyHMMuM AaHnMu Ta kKnacudikauimHUMmM 3MiHaMK.

KJ1IOYO0BI CJZIOBA: nereHeBa rinepreHsis, enigemionoris, knacudikauis, XxpoHiyHa Tpomboembonis, reMoAMHaMIKa, DaKTOpU pU3MKY.
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BACKGROUND. Epidemiological data and disease registries are an important source of evidence for clinical practice and
healthcare delivery, especially in the absence of randomized controlled trials. Most of what we know about pulmonary arterial
hypertension today comes from observational studies conducted within national and/or international disease registries.
OBJECTIVE. To critically review the role of epidemiological data, disease registries, and their cyclical interaction in the
evolution of the pulmonary hypertension classification system.

MATERIALS AND METHODS. The work is based on the results of observational studies. We used epidemiological and
natural history register data to estimate the nonfatal and fatal burden of pulmonary hypertension in six countries and
territories from 1995 to 2023. Standard approaches were used to model the global significance of the disease. We focused
on pulmonary hypertension groups 2-5 and excluded group 1, i. e. pulmonary arterial hypertension.

RESULTS AND DISCUSSION. The development of the classification of pulmonary hypertension is analyzed - from the
division into primary and secondary to the current 5-group system of the World Health Organization (2013). An in-depth
analysis was performed and six key epidemiological parallels were identified (in particular, the impact of epidemiological
rarity or, conversely, prevalence on the classification grouping) that reflect the evolution of the understanding of this syndrome.
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CONCLUSIONS. The prospects for further development of registries and classification of pulmonary hypertension in the era
of “big data” are outlined. It is indicated that the integration of information sources can provide a deeper understanding of the
hemodynamic component of the risk group and expand the diagnostics of chronic thromboembolic pulmonary hypertension.
The inextricable link between epidemiological data and classification changes is proven.

KEY WORDS: pulmonary hypertension, epidemiology, classification, chronic thromboembolism, hemodynamics, risk factors.

IcTopis He BUMTb, icTOpis Kapae 3a ii He3HaHHs! Llei cuno-
ri3M yKasye Ha BiANOBIAANbHICTb Y HABYTTi TUX UM IHLWIMX 3HAHb:
HanpvkKnag, Woao B3aEMO3B'A3KY MiX JIereHeBo rinepreH-
3ieto (/M) Ta pi3HOK NATONOri€0 B yMOBAX NEBHOr0O KAiHiKO-
enifeMionoriyHoro po3BUTKY.

Ha paHHix eTanax BMBYEHHS iLioNaTUYHY nereHeBy apTe-
pianbHy rinepteHsito (IJ1AI), ska Ha3nBanacs NepBUMHHO, PO-
3yminum ak JIl, Wwo BMHMKNA 33 BiACYTHOCTI BiAOMMX MPUYUH.
3axBoptoBaHicTb Ha IJIAT i cimeiny JIAT (CJ1AT), Takox Bigomy
SK CNagkoBa, cTaHoBuna 1-2 BMMaAKM Ha MiNbMOH 0Cib y 3a-
ranbHiv nonynsuii, npu ubomy CJTAI Manu 6 % uMX NaLieHTIB.
Xoua yacrota CJTAT y nauieHTiB 3 iHWMMKM XBOpOBAMU TOYHO
HeBiAOMa, 3 pPi3HMX 3BIiTiB BMMNIMBAE, WO ii MatoTb 2-4 % na-
LieHTIB 3 nopTanbHoto rinepteHsieto 1a 0,1-0,6 % nauieHTis
3 BipycoM imyHomediunTy ntoamnum (BIN) [1].

Yactota CJIAT y nauieHTiB i3 xBopo6amMu CnonyyHoi TKa-
HWHW BKpai BapiabenbHa, a ii NoWMpeHicTb CTaHOBWTH Bif, 2
[0 35 % y nauieHTiB 3i CKNepoaepMiYHUM CNEKTPOM 3aXBO-
ptoBaHb i Moxe pocarati 50 % y nauieHTiB 3 0OMexeHo
cknepogepmMieto. Takox nosigomnanocs npo possutok JIAT
y 10-45 % nauieHTiB 3 NOEAHAHMM 33aXBOPIOBAHHAM CMOMyY-
HOi TKaHMHK Ta B 1-14 % nauieHTIB i3 CUCTEMHUM YEepPBOHMM
BOBYaKoM [2]. YacToTa JII, noB’a3aHoi 3 aHOpeKcureHaMu, Mae
LUMKNIYHMIA XapaKTep i BApilOETbCS 3aNeXHO Bif AOCTYMHOCTI
cneundiyHnx 3acobiB ans npuaylweHHs anetuty. Llei 38’930k
6yno Bnepwe BussneHo B 1960-x pokax, konu y Lseriuapii,
AgcTpii Ta HiMeuunHi ctanacs enigemis JII, noB93aHa 3 aHopek-
CMreHOM aMiHopekcoM hyMapaToM. 3aCTOCYBAHHS aHOpeKcure-
HiB PeHdypaMiHy Ta AekcheHdaypamiHy TakoX acoLLitoBanocs
3 MiABULLEHNM pu3nkom po3suTky J1T [3].

[lo po3pobneHHs Linbosoi Tepanii JII, cneundivHoi ans uiei
XBOPOOM, MefliaHa BUXKMBAHOCTI B MALLIEHTIB 3 AgiarHo3om IJIAT
cTaHoBMna npunbaunsHo 2,8 poky. OaHak Li TepMiHKW, IMOBIpHO,
3aHMXKYHOTb NMOTOYHY BMXMBAHICTb, OCKiNbKM Nepebir xopobu
6yB CNPUATIMBO 3MiHEHWI PAaPMAKONOFIYHUMU LOCATHEHHAMU
3 MOMeHTY noBigoMneHHs 1980 poky. He BUKNUKAE CyMHiBY,
Lo nporHo3 nepebiry XxBopobu Ta XMTT H6arato B YoMy 3a-
NEXMUTb Bif, OCHOBHOIO 3aXBOPIOBAHHS: Hanpuknag, Ans nai-
€HTiB 3 JI[, NOB'A3aH00 3 XBOPOHOK CNONYYHOT TKAHMHM, MPO-
rHO3, MPUPOAHO, MipLWKMIA, aHiX Ang nauieHTiB 3 IJ1AT MNokasHuk
2-pivyHOi BUXXMBAHOCTI B MALLIEHTIB 3i CKNepoaepMiEt, acoLino-
BaHot0 3 JII, ctaHoBKUTb 40 % nopiBHSHO i3 48 % nns 3-pivHoi
BMXXMBAHOCTI B nauieHTis 3 IJIAT. BU>KMBaHICTb y Naui€eHTIB
3 Bl/1-acouiroBaHoto JII aHanoriyHa Takin y nauienTis 3 IJIAL
3a cyyacHux MeToaiB NikyBaHHS BIJ1 6inbluictb cMepTen y umx
nawi€eHTiB cTana acouitoBatncs 3 JII.

Y niacymky esonwouiHe posyminHa JII ctano Bigo6pa-
XaTu KNiHiYHY MOAenb, Ky BUKOPUCTOBYHOTb ANS ONuUcy Mif-
BMLLEHOrO TUCKY B NIereHeBii apTepii, cnpuymMHeHoro bara-
TbMa xBopob6amu. Y 383Ky i3 uum JI y WuMpokoMmy KniHiYHOMY
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pO3yMiHHi, 6e3nepeyHo, € pi3HOMaHITHOIO, Wo notpebysano ii
BiAAMOBiIAHOMO KNiHIKO-reMOAMHAMIYHOro KnacudikyBaHHS.
BoaHouvac nokasHWKM reMoanHaMIKKM YHiBEpCanbHi M 0XONto-
I0Tb NALiEHTIB i3 CepefiHiM TUCKOM y nereHeBii apTepii (cpT/1A)
>20 MM pT. CT., BUMIpSIHMM 32 AONOMOrOK0 KaTeTepu3sallii npa-
BMX BigAiniB cepus, a nereHeBui cyamHHuit onip (JICO) mae
6yt >2,0 oamHuub Byaa (WU) [4, 5].

SK pe3ynbTaT, Len KNiHiKo-reMoAUHAMIYHUIA CUHAPOM
CTanu NOAINATM Ha 5 TMNIB 3aneXHO Big NpUYMHU, TOBTO
Ho3onorii. IHoai ui Tunm JIM no3HavaTb K rpynu 3rigHo
3 knacudikauieto BcecBiTHbOI OpraHizaLii 0OXopoHuM 340poB™
(BOO3) 1970 poxky. Lis Hapaaa npu3sena [0 nepLlioro noainy
JII Ha NnepBMHHY Ta BTOPUHHY, @ NOAANbLUI HAYKOBI BiAKPUTTS
B ranysi natoreHesy JII cnoHykanu [0 NpoBefAeHHs A0AATKO-
BMX Hapan BOO3 i nokpalmam po3yMiHHS WKMpPOKOTro cnekTpa
uiei natonorii [6].

HancyyacHiwa knacudikauia JII 6yna po3pobneHa
Ha V BcecBiTHbOMyY cumnosiymi 3 JIT 2013 poky (Hiuua, PpaH-
Lis), KONM BUM3HAYMAM M 3anNpoOnNoOHyBanu 5 OKpeMux rpyn
Ha MmifAcTaBi cninbHoi rictonorii Ta natodisionorii xsopobu,
KNiHIYHOI KapTUHM, aHAaTOMIYHOI JIOKani3auii, OCHOBHOrO 3a-
XBOPHOBaHHS, TepaneBTUYHUX CTPaTerii.

lpyna 1 - npekaninapxa /1. Lle cTaH, KOM TUCK 3aKANHIO-
BaHHS B nereHesiit aptepii (T3/1A), BUMipsaHMiA nif vac Kate-
Tepu3auii npaBux Bigainis cepus, BiabMBaE TUCK y Kaningpax
nereHb, WO B HOpMi BiagnoBinae <15 mMm pt. ct. MopdonoriyHo
Takoro tmny JII xapakTepu3yeTbCs NATONOTIYHUMM 3MiHAMM,
AKi YTBOPIOKOTHCS B APiOHMX NnereHeBMx apTepisx (apTepionax)
[0 PpiBHSA Kaninapis; gk HACNifoK, NereHeBi apTepii 3ByXy-
I0TbCS, NOTOBLUYOTLCS Ta CTalOTb PUTriAHUMK. Taki MOpdONOrivHi
3MiHM NpPU3BOASATb 4O BMCOKOro OMOpY TOKY KPOBi Ta NiABU-
LLLeHHS TUCKY B CUCTEMI lereHeBoi apTepii. 3riiHO 3 PiBHAHHAM
Myasenns (fareHa - Myasennq) JICO npsamMo nponopuin-
HUIM [OBXMWHI KPOBOHOCHOT cyAuHM (L), B'A3KOCTi KpOBi (n)
" 06epHeHO NponopLiHUiA paaiycy KPOBOHOCHOI CyaunHU (r4),
L0 pPO3PaxOBYETbCS 33 GOPMYNOL0:

[le vV - WBKAKICTb piavHKU B3A0BX Tpybonposoay; R — paaiyc
Tpybonposogay; P,-P, — pi3Hnua TUCKY Ha BXOAi Ta Ha BMXOAI
3 Tpy6M; N — BA3KiCTb pianHu; L — noBxuHa Tpybu.

Y TakKMX reMoAMHAMIYHUX YMOBax NpaBe cepLe npawte
3 BiNbLUMM HABAHTAXEHHAM, LLOOU NPOLUTOBXHYTU KPOB Yepes
3BYXXEHi apTepii B Manomy koni kpoBoobiry ans ii nepdysii.
JIT rpynun 1 Mae pisHOMaHITHI KNiHIYHI MO3HAYEHHS 3aNeXHO
Bif, MPUYMHM BUHWKHEHHS: i4iONaTMYHa, CiMeliHa, NepCcUCTMBHA
JIT HOBOHapOMKEHMX; acoLiMoBaHa 3 NiKaMu Ta TOKCMHaMM,
andy3HMMU xBOpobaMu CnonyyHoi TkaHuHW, BIJT-iHdekuieto,
YPaXXeHHAM BeH i Kaninspis Towo (Tabn. 1).
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Ta6auusa 1. KniHiuHi npuunnm NAT

1 INAT (nereHeBa BeHOOKNI03iliHa XBOpoba Ta/abo nereHe-
BWIA KaninspHWi reMaHriomaTos)

Cnagkosa JIAT (nepcuctvBHa JIIM HOBOHAPOAXKEHMX)

2.1 BMPR2 (peuenTop KicTKOBOro MopdoreHeTuyHoro binka
2 TMNy - peLenTop i3 CepUH/TPEOHIHKIHA3HOIO aKTUBHICTIO)

2.2 ALK-1,ENG, SMAD9 (6inok, W0 KOOYETbCA OAHOMMEHHUM
reHom), CAV1 (6inok, Lo KoayeTbCS OAHOMMEHHNUM FreHOM),
KCNK3 (reH, Wwo koaye 6inok, akuii yrBoptoe pH-yytamsuii
KanieBui KaHan)

2.3 Hesigomo

2.4 Jlik1 Ta TOKCUHM

2.5 Xsopoba cnony4yHoi TKaHWHK, BIJT-iHdekuig, nopTanbHa
rinepTeH3ia, BpOLXEHI BaAu cepus, LUMCTOCOMO3

Po3KpuTTS 06'€EKTUBHOI 3aKOHOMIPHOCTI B pO3yMiHHi JIT
npu3Bseno Ao GopMyBaHHS rpynm 2, ska 3a BOO3 skntovae I,
3YMOBJIEHY YPaXKeHHSM NiBUX BiAAINIB cepua. Y Uil rpyni nere-
HeBi apTepii He Taki WinbHi Ta XopcTki, aK y rpyni 1 3a BOO3,
ane BifA3HAYalOTbCA HEAOCTATHICTb CKOPOYYBANbHOI 3A4aTHO-
CTi MioKapAa NniBoro WAyHouka (3MeHWeHHs dpakuii BUKMAY
niBoro wnyHouka <50 %, 36inblweHHs oro po3mipis, 36inb-
LWEHHS! dpaKLii YKOPOUYEHHS, 3HUKEHHS 3ara/ibHOi CKOPOTK-
BOCTi Miokapaa <0,31, nopyLweHHs perioHanbHOi CKOPOTAU-
BOCTi Y BUINa4i rinokiHesii abo akiHesii), a TakoX ypaXKeHHs
KnanaHiB NiBoi MONOBMHKU cepus. Y TaKMX reMOAMHAMIYHMX
YMOBax /iBa NOMOBMHA CepLs He CNPaBNSETLCS 3 MPUMINBOM
KPOBIi 3 flereHb, WO NPU3BOAMUTL [0 BEHO3HOMO 3aCTOK KPOBI
Ta NiABWLLEHHS TUCKY B cucTeMi nereHesoi apTepii [10]. [pyna 2
3a BOO3 € HalnowwupeHiwot dopmoto NI (tabn. 2).

Ta6auua 2. J/IT BHaCNiAOK YpaXKeHHs NiBUX Biadinis
cepus

1 CucroniyHa AMCOYHKLIA NiBOTO LWAYHOUKA

2 [iactoniyHa amMchyHKLiS NiBOrO WAYHOYKA

3 KnanaHHa xBopoba cepus

BponyxeHa/HabyTta 06CTpyKLis NpuUnauBY/BiATOKY NiBOTO

4 . L
cepus Ta BpOIyKeHi kapaioMmionarii

[lo rpynm 3 3a knacuodikauieto BOO3 HanexuTs J1I, 3ymoB-
NIEHa XPOHIYHMMM 3aXBOPIOBAHHAMM NereHb 1a/abo rinokcieto.
[lo unx 3axBOpIOBaHb HanexaTb 06CTPYKTUBHI XBOPOOM NereHb,
32 SKUX OMXaNbHI LWNAXM 3BYXYIOTbCS M YTPYAHKOETLCS BUAMUX
(Hanpuknaa, XpoHiuyHe 06CTPYKTUBHE 3aXBOPIOBAHHS NlereHb
Yu KNiHIYHO 3Hauywwa emdizema). Mpu o06CTPYKTUBHIN i pec-
TPUKTUBHIW NATONOrii NereHb NapeHXxiMa BaXKo poO3LWupto-
€TbCS Nif Yac yauxy (Hanpuknag, iHTepCTULiiHe 3axBopto-
BaHHA NnereHb, nereHeBuii Gibpo3s); TakoX MOXe BUHUKATU
anHoe YBi CHi Npu MPOXMBAHHI Y BUCOKOTIpHiN MicLeBOCTI
NpoTAroM TpUBaNoro yacy. /lereHesi apTepii 3BY>Xyt0TbCS, KPOB
MOX€E HaaXOAMTU TiNbKU B Ti OiNAHKWU NereHb, SKi 30aTHi au-
dyHayBaTH Hanbinble KUcHI0. Taka natodisionoris roeoputb
npo nopyLleHi BeHTUnauinHo-nepdy3inHi BigHoweHHs (V/Q),
TOOTO CMiBBiAHOWEHHS 06CAriB MOBITPS Ta KPOBI, AKi HaAXO-
[STb Y IereHto 32 OAMHULLIO Yacy, WO M BM3HAYaE rasoobMiH.
Takox y pasi rinokcii BUHMKAE NereHeBa KOMMNEHCaTopHa Ba-
30KOHCTPMKLA SK 3aXMCHA peakLis opraHiamy y BignoBiab
Ha 3HWXXEHHN PiBHA KMCHIO B anbBeonax. Meta uboro ped-
JIEKCY — Nepepo3noAiNnT KPOBOTIK Bif, MOraHO BEHTU/IbOBAHUX
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LINSHOK nereHb L0 Kpalie BEHTUIbOBAHWUX, MOMIMUYKYM TUM
CaMUM CNiBBIAHOWEHHS «BeHTUNALIS — nepdy3ia» Ta BiAHOB-
N10K0YUM ra3o0bMiH [7]. Taka KoMNeHcaTopHa BiAMoBiAb Ha 06-
CTPYKLIiIO M pecTpuKLIit0 NpMU3BOANTb A0 MiABULLEHHS TUCKY
B JlereHeBiv aptepii (Tabn. 3).

Ta6nmusa 3. /1T BHACNiAOK 3aXBOPOBAHb JiereHb Ta/abo
rinokcii

1  XpoHiuyHe 06CTPYKTMBHE 3aXBOPHOBAHHSA NereHb

2 |HTepCTULiliHE 3aXBOPIOBAHHS NIereHb

IHWi XBOpOOM NnereHb 3i 3MilAHUM PECTPUKTUBHUM

. Ta 0OCTPYKTUBHUM XapaKTepoMm

4 TlopylieHHs AMXaHHS YBi CHi

5 Po3nagu anbBeonspHoi rinoBeHTUASLIT
6 XpoHiuHa Aig BenuKoi BUCOTU

7  XBOpobu nereHb, NOB3aHi 3 pO3BUTKOM

JIT rpynn 4 33 BOO3 BMHMKAE BHACNILOK XPOHIYHUX TPOM-
60TMYHMX Ta/abo eMBONiIYHMX ypaKeHb (XpOHiYHa TpoMBoeM-
6oniyHa JII = XTEJIM), konn opraHiam He 34aTHUI PO3YUHUTU
TpoMbu/embonu B nereHesiii apTepii. Lle Moxe npussectu
[0 YyTBOPEHHS pybLeBOi TKAHUHU B KPOBOHOCHUX CyAMHAX
nereHb, WO 6710Kye HOPMaNbHUI KPOBOTIK i 36inbLIye HaBaH-
TA)XXEHHS Ha NpaBi BigA4inu cepus.

Le tvn JII yHiKanbHWI TUM, WO MOro NOTEHLIMHO MOXHA
BUJIiKYBaTM 3a LOMOMOrO onepaLii — nereHeBoi TpoMbeHAap-
TepekToMmii (/TTE). OnHak He BCiM nauieHTam 3 XTEJI niaxoautb
us onepaduis. Y 6aratbox 3 HUX eheKTUBHMMMU € AHFIONNACTMKA
NnereHeBUx apTepii, TOBTO PO3LUMPEHHS 3BYXKEHUX abo 3aKy-
NopeHnX AiNsHOK nereHeBMX apTepii 3a LOMOMOro KaTeTepa
3 6anoHoM, i KOHcepBaTMBHa Tepanis. OcTaToyHe pilieHHs
NPpUAMAE NiKkap, SKU Ma€e BU3HAUMUTH, UM € NALIEHT KAHAMAATOM
Ha onepauito JITE Ta wo pobutn, konu JII 36epiraetbea nicis
onepadii [8].

Hapewrti, /T rpynn 5 po3BMBAETLCS BHACNIAOK 3MilLAHMX,
He3'9COBaHMX CTaHIB Ta/abo noBd3aHa 3 6aratohakTOpHUMM
MexaHi3MaMu (CUCTEMHI MOpYLIEHHS: CapKoifo3, nereHeBui
rictiounTos, niMpaHrioneomMiomMaTos, reMaTonoriyHi, MetTabo-
NiYHi, OHKONOTiYHI NopyLleHHs Towo). o uiei rpynu Hanexatb
BMNagku, konu JII € HacNiAKOM iHWMX 3aXBOPIOBaHb, Mexa-
Hi3MW PO3BUTKY SIKMX A0 KiHUS HE BUBYEHI. TaKUMK CynMyTHIMU
CTaHAMMU €, KpiM iHWOro, cepnonoaibHOKNITUHHA aHeMisi, Xpo-
HiYHa reMoNiTUYHA aHEMiS, CNIEHEKTOMis Ta AesKi NOpYyLIEeHHS
06MiHy peyoBuH [9] (Tabn. 4).

Ta6nmua 4. MNprunnn JTT 3 HeacHUMM 6araTo®akTopHUMM
MexaHi3MaMu
[emaTonoriyHi XBOpo6M: XpOHiYHA reMoniTMYHa aHeMis,

1 B . - .
MienonponicdepaTMBHi XBOPOOU, CNAEHEKTOMIs

7 CucteMHi XBOpo6U: capKkoifo3, NereHeBuiA ricTiounTos,
nimMdaHrionenMomiomatos

3 MeTabosniyHi nopyLeHHs: rikoreHos, xsopoba lowe,
33aXBOPHOBAHHA WWTOMNOAIOHOI 331031

4 IHWi: NnyxnuHHa 06CTpyKLis, GiBPO3UBHUIA MeRiacTUHIT,

XPOHiYHa HMPKOBA HEA0CTATHICTb, cerMeHTapHa J1I

3aranbHa 3akoHOMipHicTb JII 6yab-9KOro reHesy nonsrae
B TOMY, WO 33 BiAACYTHOCTi JliKyBaHHSI BOHa MOXe€ MPU3BECTH
[0 NpaBOLWYHOYKOBOI CepLeBoi HeA0CTaTHOCTI Ta CMepTi.
MpoTe 3aBASKM 3HAYHUM AOCATHEHHSIM OCTaHHIX YOTUPbOX
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[ecaTuniTb CTanun AOCTYNHI MeToAM Tepanii, CNPSAIMOBaHI Ha Ko-
pekuito JT, ki LonomararoTb NOAErUUTA CUMNTOMM, MOKPALLMUTH
SKICTb XXWUTTS /i YNOBINbHUTK NpOrpecyBaHHs XBOpobu B naLi-
€HTIB, LLLO Hanexatb A0 byab-akoi rpynu JII 3a BOO3. MNauieHTy,
AKi HanexaTtb [0 rpyn 2 i 3, noTpebytoTb NiKyBaHHS 3aXBO-
ptoBaHb NiBMX BiaAiNniB cepus Ta 6poHXoNereHeBoi CUCTEMM.
MauieHTaM, Wo Hanexatb A0 rpynu 4, Moxe 6yTU Npu3HaveHa
onepauis 3 BuaaneHHs TpombiB abo Tepanis, cnpaMoBaHa
Ha ycyHeHHs JIT, akwo onepauiga Hemoxnmea umn JII nicnga Hei
36epiraeTbcs.

HaseneHa knacudikauiga crana pesynstatoMm f0BroTpusa-
Noi eBONtOLIi NPAaKTUYHOT AiSNbHOCTI Ta HAYKOBUX KOHLLEMLiM,
WO noYanucs 3 nepmnx MopdonoriyHmx onucie y XIX croniTTi.
Micns VI BcecBiTHboro cumnosiymy 3 JII xsopoba crana Bu3Ha-
yatnca nokasHukom cpTJIA >20 mm pr. cT. MNpekaningpHoto JTT
BBAXAETHCS, SKLLO f0AaTKOBO T3/1A cTaHOBUTL €15 MM pT. CT,,
a JICO popisHioe 23 WU. lMNocTkaningpHa JII Bu3HavaeTbCs,
konu cpT/IA >20 MM prt. cT. i T3JTA >15 mm pT. cT. Y pasi JICO
<3 WU roBopvMO npo «i30n1boBaHy» noctkaningapry JII, toai
gk 3a JICO 23 WU BUMKOHYHTbCA KpuTepii «kkoMBiHOBaHOI
npe-Ta noctkaninapHoi JIM [11]. LLi BU3HaYeHHs rpyHTYIOTbCS
Ha Wwopasy 6inbwoMy 06Cs3i AaHMUX eKCepUMEHTaNbHUX A0-
CNiKeHb i € pe3ynbTaToM TPUBANUX AUCKYCIiM Yy cninbHOTI 3 JTT
3a ocTaHHi 60 pokiB.

Ha nouatky 1900-x pokiB y MeauuHil niTepaTypi 3'aBunacs
koHuenuia XTEJI, aka npu3BoAMTb A0 CepLeBO-NereHeBoi
HeLOCTaTHOCTI M Nifg AKOK PO3YMinu pifKiCHe 3aXBOPHOBAHHS,
L0 BUHMKAE Yepe3 HermoBHe PO3CMOKTYBaHHS TPOMOIB y Benu-
KMX CyLMHAX, YHACNifOK YOro BifOYBAETbCA PeCTPYKTypM3aLlis
nereHeBux apTepii [12, 13]. Xoua xBopoba acouitoBanacs
3 JeKoMMeHcauiet cor pulmonale, BCTAHOBAEHOK NOCMEPTHO,
BMHUKHEHHS TPOMOOTUUYHMX OK/IO3il Yy NNereHeBUX apTepisnx
He nosa3ysanu 3 JII o po3BUTKY KaTeTepum3aLii cepus.

XpoHiyHa JII, cnpuunHeHa Hepo3CcMOKTaHO TpoMboeM-
6ONi€0 BENUKUX CYLMH, TPANNISETbCA HEYACTO, ane € BKpawn
BMCHAXNUBUM CTaHOM. EMBoniuHuii MaTepian Moxe 6yTu
BMCOKOOPraHi3oBaHMM, a O0TXe, CTiMkKuM fo GibpuHonisy.
Ledekt GibpUHONITUYHOT CUCTEMM TaKOX MOXe BifirpaBaTu
poJfib Y HEPO3CMOKTaHI TpomboeMbonii nereHeBoi apTepii.
[ins po3BUTKY XPOHIYHOI OBCTPYKLii NereHeBMX CyauH MOXe
3HapobMTUCA KiNbka eMBoNiYHMX eni3oaiB. Y XBOpUX Ha Xpo-
HiuHy JIT 3aBxam noTpibHo nepeabayaT MOXIMBICTb XPOHIYHOI
TpomboeMbonii nereHeBoi apTepii. OCTaTO4YHMI AiarHo3 Moxe
6yTV BCTAHOBNEHO 3a AAHWMU nereHeBoi apTepiorpadii.

Akuwo nereHea apTepiorpadis nigTBEpPAXKYE NPOKCU-
ManbHO PO3TalLOBaHY OBCTPYKLit0 BENUKUX CYAMH, TO HEOO-
XiZHUMM YMOBAMM A1 XipypriYHOro BTPYYaHHS € 3HA4YHA DYHK-
LioHanbHa HepocTaTHicTb | JICO He MeHwWw HixK 300 AnH-C-CcM™.
Ocobnusoctamu JITE € cepefMHHA CTEPHOTOMISI, CEpPLEBO-
NlereHeBe LWYHTYBAHHS 3 MMOOKOI FiNnoTEPMIED Ta 3yNMHKO
KpoBoObiry, AUCTanbHe OroNeHHs YCTb yCiX BpoHXonereHeBmx
CerMeHTapHUX apTepiit i eHoapTepeKToMis B 30HaX 06CTpyK-
uii [14]. MeToau enpapTepekToMii HEOOXiaHi, OCKiNbKKU BPO-
CTaHHS KOnareHy M enacTMyHOi TKAHWHM MPU3BOAUTb 40 TOrO,
o emboONiYHMIA MaTepian, KU OpPraHisyeTbCs, MiLHO dikcy-
€TbCS A0 CTiHKM NIEreHeBOi apTepii NPOTAroM KiflbKOX TUXKHIB
nicns roctpoi embonisadii.

HalHoBiwWwi AaHi cBig4aTb Npo Te, WO rocniTanbHa ne-
TanbHicTb 3a JITE ctaHOBWTL NpnbnnsHo 6 % y 300 nauieH-
TiB, aKi nepeHecnn onepauito B KanidbopHiicbkoMy yHiBep-
cuteTi B Can-[iero (CLWWA). Y uint rpyni noHag 90 % tux, xTo
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3a knacuoikauieto Hoto-Mopkebkoi acouiauii cepus (NYHA).
Y HacTynHin cepii pobit, ony6nikoBaHMUX 3a OCTaHHI 5 pokis,
rocnitanbHa NeTanbHiCTb cTaHoBUNA 23 % y 34 nauieHTiB. OTxe,
HaBeAeHi CTaTUCTUYHI AaHI FPYHTYIOTBCS HA ONTUMANbHUX pe-
3ynbTaTax AisNbHOCTI BUCOKOAOCBIAYEHOI Ta 6araTonpodinbHOi
KoMaHau [15].

HeMage oaHOro CyMHiBy, WO Ha BiAMIiHY Bif iHLWIMX TMNIB
JIT XTEJII noTeHWiMHO BMNiKOBHA 3a AOMOMOrOK Xipypriy-
HOro BTPYYaHHS Yy BUINA4I NereHeBoi eHpapTepekTomii (J1IEE),
KOPiHHS KOTPOI CcAra€ 6iNibll HiX NiBCTONITHLOI AABHUHM, TOGTO
TOro nepiofy, WO CNpaBeAnnBO BBIMLLOB B iCTOPil0 MeAULMHM
SK eTan BifpOIKeHHS nereHeBoi Xipyprii [6, 16]. OauH 3 HaKt-
6inblw paHHix onucis XTENT HanexuTs J.D. Carroll (1950) [17].
Ha To# yac piarHo3 XTEJI[ nepeBaHO BCTAaHOB/OBABCA
npu astoncii. Hagani E.S. Hurwitt i cnisasTopu (1958) [18]
onucanu XipyprivyHy TexHiKy BUAANEHHS XPOHiIYHUX TpOoMbiB
3 JIereHeBMX apTepin 3 BUKOPUCTAHHAM rinoTepMii M oKto3ii
BEHO3HOro npunaugy. MNonpu Te Wo nauieHT, SKoMy 3pobunu
onepaLiito, He Nepexus ii, TexHika BBaXKanacs 6aratoHagiiHoo.

Mepwy ycniwHy JIEE npm XTENT onucanum V.N. Houk i cnis-
aBTopu 1963 poky [19]. Yepe3 2 poku ug rpyna nikapis no-
BigomMuna npo 4 npoonepoBaHux nauieHTiB [20]. Micna uiei
cepii onepauii iHWi rpynu nikapis TakoX CTanu NOBifOMAATU
npo 3af0BiNbHi XipypriuHi pesynbtati JIEE [21-23].

Micns noseu MoxnueocTi aiarHoctysatn XTEJI 3 noyatky
1960-x pokiB cTanu anpobyBaTnCs XipypridyHi MeToam niky-
BaHHS, ane 6e3 ocobnmnsoro ycnixy. Yepes piakicHicTb i€l
naTosorii Ta BiACYTHICTb 3HAHb NPO Hei XipyprivHi pe3ynbratu
6ynu He 30BCiM 3am0BinbHUMU. Jlnwe 1969 poky K.M. Mozer
3 KanidopHivicbkoro yHiBepcuteTy B CaH-[liero po3pobus HOBY
XipypriyHy MeTOAMKY 3 BUAANEHHS TPOMOY Ta YaCTUHM ypaxe-
HOI CTiHKM CyAMHM (IHTMMK) — TPOMOEHAApPTEPEKTOMIlO, BiATaK
pe3ynbTaTv pagukanbHO nokpawmnuca. OfHak usg onepauis
BMKOHYETbCS B YMOBAX LUTYYHOrO KPOBOOBIry Ta rmMBOKOi rino-
Tepmii. MNicna nepsicHoi onepauii B 1 nauieHta 1970 poky
K.M. Mozer onybnikyBaB cBO HOBAaTOPCbKYy METOAMKY
1983 poky, Konn oMy BAANOCS MOKPALLMTK pe3ynbtatn B 13
3 15 nauieHTiB 3a fonomorot TpomMbeHaapTepekToMmii [24].

[o 2002 poky yepe3 BenuKy KinbKicTb GakTopiB piBeHb
cmepTHocTi Big XTEJT 3HM3uBCa no 4,4 %, npy LbOMY 3HAYHO
NoKpaLLmnacs AaKicTb XXMTTS nauienTis [25]. Po3pobneHHs Hosmx
[iarHOCTUYHMX | Bi3yanisauiiHux TecTiB cnpusno 6inblw paH-
HiM AiarHoCTULi Ta No4yaTky NikyBaHHA nauieHTis 3 XTEJI
ba 6inblue, BAOCKOHANEHHS XipypriYHUX MeToAIB i 36iNblUeHHS
[OCBiAy NikapiB NoKpawmnu pesynstatu nikyBaHHs. Onepa-
TUBHA MeToAMKa, cTBopeHa K.M. Mozer, ypatyBana 6arato XuT-
TiB i BUSIBMNACSA HE3anepeyHMM YCMNixoM Yy ranysi nereHeBoi
xipyprii.

Y Mipy BuB4deHHsa XTEJIT ctana 3po3yminoto ii 3HauyLwicTb
y po3BUTKY TsKKOT JII IK OCHOBM 3aXBOPHOBAHOCTI Ta CMepT-
HocTi. byno poseneHo, wo nporHo3 XTEJII TicHo kopentoe
3i CTyneHeM CynyTHbOI AUCHYHKLIT NPaBOro WayHouKa, a ne-
penbayyBaHa CMEPTHICTb — 3 TAXKKICTIO poHoBOi JI. OcTaHHiMK
pokamu enigemionoris uiei xsopobu byna 3HaYHO nepernsaHyTa.
XTEJIT, wo paHiwe BBaxanacs piakiCHUM 3aXBOPHOBAHHAM, He-
WwoaaBHO 6yna 3apeecTpoBaHa K YCKNafHeHHs 3,8 % Bunaakis
roctpoi nereHesoi embonii [25-27]. Bognouac XTE/I — eanHa
npuunHa TsxKoi JII, AIKa NOTEHLiMHO NiAKAETLCA XipypriYHOMY
NiKyBaHH 6e3 TpaHcnnaHTauii nerexb. JIEE, 3a gkoi Bupans-
€TbCs TPOMBOEM6BONIYHMIA MaTepian (6nsLWKK) 3i CTIHOK apTepil,
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O NepeLIKoAKaE NPOXOAXKEHHIO TOKY KPOBi, @ BiANOBiAHO,
nepdysii, 3abesneyye 3HayHe noninweHHsa (@ B 6araTtbox BU-
nagkax i HopManisawito) reMoguMHaMiku Ta QyHKLUiT NpaBoro
LUTYHOUKaA.

Sk BigoMo, notouHa knacudikauis BOO3 3 JII po3rnspae
XTEJT sk okpeMy rpyny 3 ornsagy Ha ii BigMiHHY natodisionorito
[28, 29]. Takox JII, cnpuunHeHy Tpomb6oeMboNiYHUM 3aXBO-
PIOBAHHAM, MOXHA NPUMYCTUTM 33 HASIBHOCTI CErMEeHTapHUX
nedekTiB nepdysii 6e3 BiANOBiLHMX NOpYyLEHb BEHTUAALIT, LLO
BM3HAYAETbCA NPU BEHTUNALIMHO-NEPdY3iiHii cuMHTUrpadii
nerenb (B/MN-ckanyBaHHi) [30].

Hacnigku XTENT gk npuymHn JII cnovaTtky akTMBHO po3-
rNajanucs Ha npuknaai o6CTpyKTUBHOIO peMoAentoBaHHS
nereHeBoi apTepii uboro reHesy 3 1950-x pokis [31, 32]. Ma-
TOreHe3 OXOMKE MHOXMHHI TpOMBoeMbonii rinok nereHeBoi
aptepii. I3 yacom oknto3ig KpoBOOBIry NPU3BOAUTb A0 PO3BUTKY
XPOHIYHOTO NlereHeBoro cepus Ta, 3peLuTot, NPaBoLWIYHOY-
KOBOi cepLeBoi gekoMneHcauii. OgHak Te, Wwo pobuTtb Len
CTaH YHIKaNIbHUM i YacTO BaXKO iAeHTUDIKOBAHUM, — Lie TUXUN
6€3CMMNTOMHMIA Nepioa, 338 SKOro 0AHOYACHO M HEMOMITHO
BinOyBaETbCA pEMOAENIOBAHHS CepLs.

Binomo, Lo B HOpMi nereHese CyMHHE PyC10 MAa€e BUCOKMM
}ibpUHONITUYHKI NoTeHwian, ane B nauieHTis 3 XTEJIT 3MiHK
y Gi6pUHONITUYHIN cucTeMi BCe We A0 KiHUs He 3po3yMini.
Cekpeuis eHooTENiIANIBHUMM KNITUHAMKM IETeHEBUX CYOMH TKa-
HWHHOTO aKTMBaTOpa NnasMiHoreHa i iHribiTopa akTMeBaTopa
nnasMmiHoreHa-1 He BiApi3HAETLCSA B NEreHeBil cUCTeMi naui-
eHTiB 3 XTEJII'i poHopis [33, 34]. LlikaBo 1 Te, Wwo TpoMbodinis,
cnpuyYnMHeHa MyTauisamu B npoteidi C, npoteiHi S, aHTUTpOM-
6iHi, npoTpoMbiHi abo dakTopi V, He 6yna nosa3aHa 3 XTE/T
[35, 36]. EamHnmMm dakTopamu, aki goci 6ynum nosazaxi 3 XTEN
€ aHTWUTINA Lo KapAaioniniHy, wo susasnawTbes B 10-20 %
Takux nauieHTiB [37], i nioBuwwennin piseHb dakTopa VIII [38],
ane aHanorivyHi pesynbratv 6ynM 3apeecTpoBaHi y XBOPUX
i 3 iHWnMK dopmamm JIT [39].

Y KniHIYHOMY nNnaHi 39CoBaHoO Te, WO NiABULLEHWUIA PU3KK
XTEJIT noB'93aHui 3i CNAEHEKTOMIEK, PAKOM, XPOHIYHUMMU

3anasibHMMK 3aXBOPHOBAHHSAMM, B TOMY UnCli XBopoboto KpoHa
Ta BMPA3KOBMM KOJITOM, FiNOTUPEO30M, aTPiOBEHTPUKYNSAP-
HWUM LIYHTOM 1 iHdiKOBaHUM KapaioctumynsaTopom [40, 41].
YcknafiHeHHs, NoB3aHi 3 TpoMboeMboni€to nereHeBoi apTepii,
AK-0T rocTpi gedektn nepdysii, TOBTO NOpyLIEHHS KPOBOMO-
CTa4YaHHS TKAaHWH Ta OpraHiB, WO NPU3BOASATb A0 iXHbOI ieMii,
a TAKOX MPU iLioONaTUYHIN, peUnaMBHIN | MAaCUBHIN TpoMboEM-
6onii nereHeBoi apTepii i3 3ani3HiNOKW AiarHOCTUKO, MOXYTb
cxmnatn go po3sutky XTEJIT MauieHTn Bikom noHag, 70 pokis,
Y SIKMX CUCTONMIYHUIM TUCK Y NereHeBin apTepii nepesuLLye
50 MM pT. CT., MatoTb BULLMI pyU3UK nepcuctmueHoi JII Yyepes pik
nicng roctpoi TpoMboembonii nereHeBoi apTepii [42].

He BUKNMKAE CYyMHIBY, WO po3yMiHHA disionorii Ta na-
Todisionorii nereHeBoro KpoBoobiry Ma€e BupillanbHe 3Ha-
YeHHs B fiarHocTuui 1 nikyBaHHi JI. Llei dyHKULioHanbHUM
6anaHC XapakTepu3sye Te, WO NereHeBMit KPOBOTIK BiAMNOBIAAE
3a TPaHCNOPT Ae30KCUIeHOBaHOI KPOBi Bif, cepus A0 nereHb
i NOBEpPHEHHS OKCUMIeHOBAHOI KPOBi Ha3aa Yy cepue Ang A0CTaB-
NeHHS i1 B CMCTEMHMIA KpoBOOBIr. OaHaK nereHeBmit KPOBOTIK
3aNeXWTb Bif, aAeKBaTHOCTI CEPLEBOr0 BMKUAY, PiBHS TUCKY,
KU HU3bKMI y nereHeBili apTepii B HOpMiI (Bia 9 o 16 MM pr. cT),
i nereHeBOro onopy, 3a3Bu4ar NiATPMMYBAHOrO 3aBAAKM
BENUKIl KinbKOCTi ApiBHMUX nereHeBUX apTepii i Kaninspis
3 BEJIMKOHO M/IOLLE MOMNepeyHoro nepepisy.

Y Mipy BUMBYeHHSs disionorii, natodisionorii, natoMmopdo-
norii nereHeBOro KpoBoobiry Ta KateTepm3aLinHUX METOAIB
[iarHocTMku npaBux Bioainie cepus JII ctae pepani piarHoc-
TOBAHILIMM CYNYTHIM CTAaHOM, MOB'A3aHUM i3 YNCJIEHHUMU XBO-
pobamu, WO HalyacTile BU3HAYAE HECNPUSTAUBUIA MPOrHO3.
Y 383Ky i3 UMM TOYHa Ta CBOEYacHa paiarHoctuka J1I € Bkpan
aKTyanbHow. [locarHeHHs B ranysi KniHiYHMX NO3HAYeHb nia-
Tmnis JII cnpuany NOKpalwleHHIo TepaneBTUYHMX CTpaTerin
i pe3ynbTaTiB NiKyBaHHSA, B TOMY 4MCai XipypriyHmx. OcKinbku
JIereHeBO-CyAMHHI XBOPOOM MOXYTb TPANISTUCS B Pi3HUX Me-
[UYHKX OUCUMMAIHAX, YKPaK BaXIMBO, L0 WMPOKe KONO fika-
piB 3aranbHOi NPaKTUKK 1 (axiBLiB MO0 TOYHO Ta CBOEYACHO
po3ni3HaBaTH NPOSIBM LibOro CTaHY.
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