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PE3IOME. IcTopnyHmMit po3BUTOK pO3yMiHHS nereHeBoi rinepTeHsii (J/IMN aeMoHCTpye eBontouito Big onncosoi Mopdonorii
[0 TOYHOT MOJIEKYNISIPHOI MeAMLMHMU, WO CNpUsna CTBOPEHHIO eheKTUBHUX TepaneBTUUYHMUX CTPATEril ANS paHile daTanbHOi
XBOpO6u. [poBeAeHO pETPOCMEKTUBHMIA aHaNi3 KINOYOBMX HAYKOBMX NMYBAiKaLLM, KNiHIYHMX AOCTIAXKEHb Ta iCTOPUYHMX BiX Y BU-
BYeHHi J1I 3a nepion 1886-2020 pokun. Bu3Ha4yeHo LWicTb OCHOBHMX eTaniB pO3BMTKY 3HaHb npo JII: paHHi MopdonoriyHi onucu
(1886-1891), bopmyBaHH$ KniHiuHMX KoHUenuin (1901-1938), po3suTok aiarHocTuuHnx Metogis (1930-1970), eninemionoriyHi
nocnimpkeHHs Ta knacudikaduis (1965-1980), monekynapHi Biokputta (1980-2000), cyyacHa uinboBa Tepanis (2000 - goTenep).
KntouoBuMM BixaMu cTanu: neplumi kKniHiyHuii onmc Pomb6epra (1891), enigemia JII BHacnigok npuiMarHs amiHopekcy (1960-
1970), BuKOpWCTaHHS KaTeTepu3aLii cepus 3a MmeTonoM MopcmaHa - KypHaHa - Pivapaca (1929-1944), BigkpuTTa poni okcuay
asory (1980-1987). TpaHcdhopmaLig Bif OMMCOBOI MATONOTii O MONEKYNSPHOr0 PO3YMiHHS Aana 3MOry CTBOPUTU TPU OCHOBHI
TepaneBTUYHI KNACK: aHANOMM NPOCTALMKIIiHY, aHTArOHICTM peLenTopiB eHoTeNiHy i iHribiTopu dpocdopiectepazu-5S.
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ABSTRACT. The historical development of understanding pulmonary hypertension (PH) demonstrates the evolution
from descriptive morphology to precise molecular medicine, resulting in the creation of effective therapeutic strategies
for a previously fatal disease. Key scientific publications, clinical trials, and historical milestones in the study of PH for the
period 1886-2020 were reviewed. Six major stages in the development of knowledge about PH such as early morphological
descriptions (1886-1891), the formation of clinical concepts (1901-1938), the development of diagnostic methods (1930-
1970), epidemiological studies and classification (1965-1980), molecular discoveries (1980-2000), and modern targeted
therapy (2000 - present) were identified. Among key milestones, there were the first clinical description by Romberg (1891),
the epidemic due to taking aminorex (1965-1968), the use of cardiac catheterization with the Forssmann - Cournand -
Richards technique (1929-1944), and the discovery of the role of nitric oxide (1980-1987). The transformation from descriptive
pathology to molecular understanding has led to the creation of three major therapeutic classes: prostacyclin analogues,
endothelin receptor antagonists, and phosphodiesterase-5 inhibitors.
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«lcTopis He yekae — icTopis CTaBUTb yNbTUMATYM». [eplinii
YAbTUMATYM, SKMI NMOYaB po3KpUBATH MOPdOOTito ereHeBoi
rineptensii (JI), 6yno nporonowexo 1886 poky, konu 3a aa-
HuMKM asToncii natonor T. Kno66 onuncae BUpaXKeHe 3BYXXEHHS
LpiOHMX TiNoK nereHeBOi apTepii 1 apTepiocknepos y XBoporo,
Lo noMep Ha Tni HabpsKiB, 3aAMLWKKM Ta LiaHo3y [1].

Y 1891 poui HiMmeubkuit nikap EpHct doH Pombepr pno-
cnifXyBaB aBTOMNCIMHMM MaTepian 24-pivyHOro nmauieHTa,
KWW CTPaXAaB Ha 3a[MLUKY, C1abKicTb i wiaHo3. Iig yac pos-
TUHY NiKap NOMITUB MOTOBLLEHI 1M ypaXeHi nereHesi apTepii.
LLlo6 no3HauuTK el paHille HEeBIZOMMIA CTaH, BiH 3anpoBa-
[MB TEPMIH «nereHeBa rinepTeH3isy. TakoX aBTOP OLHUB LW
BMMAAOK K «ereHeBUi CYyAUHHWUIA CKNepo3», He 3HAMLLOBLIM
npu LboMy Byab-gKOi iHWOI naTonorii cepus Ta nNereHb i BU-
[aBLUM NATONOroaHaToMiuHy poboTy «[1po cknepos nereHeBoi
aptepii». OcKinbku we He 6yno BUHAMAEHO iHCTPYMEHTY ANS
BMMIipIOBAHHS TUCKY B JIEreHeBil CYOMHHIN CUCTEMI, He3BaXa-
t0uM Ha 3anpoBagkeHe NoHATTA JII, EAMHUM HALIMHWUM [LLOKA30M,
KWW YKA3y€e Ha NiOBULLEHWUI TUCK Y NereHeBin aptepii, byna
HasfBHICTb CEpLEBOI Ta CYAMHHOI 3MiH GOpPMM Ta CTPYKTYpH,
TO6TO pemMOoAentoBaHHS, WO BUABASETLCA Nif Yac PO3TUHY [2].
OTxe, HavpaHiwwui Bigomuit onuc JII patyetbcs 1891 pokom
i HanexwuTb EpHCTY PpoH Pombepry.

HactynHa BaxnuBa HaykoBa NoAis, Wo po3Kkpuia posy-
MinHg JTT, Binbynacsa gecatunitta onicns. Y cepnui 1901 poky
apreHTUHCbKUI npodecop Abenb Aep3a po3LUMPUB BUSHAYEHHS
JIT. MauieHToM nikaps Aep3u 6yB 38-piuHnii YONOBIK 3 NONILK-
TEMIEL0, B IKOTO CNOCTEPIranmncs XPOHIYHMI NPOAYKTUBHUIA Ka-
LWenb, 33AMLLKa, LiaHo3 i AeHHa COHNMBICTb. Moro ob6cTexeHHs
BMSIBMIO BOJIOTi XPUMK 3 ABOX OOKiB Ha AOAATOK A0 BEHO3HOTO
HabyxaHHS WWIHHKUX BeH, renaTomMeranii, acuuty Ta Habpsakis
HUKHIX KiHLiBOK. OBCTEXXEHHS TaKOX YCTaHOBMIIO NiABULLEHMI
CUCTONIYHMI apTepianbHMi TUCK 150 MM pT. CT. i3 YyacToTOH0
cepueBux ckopoyeHb 112 ya./xs [3]. Yepes 24 gHi nicna Hap-
XO[KEHHS naLieHT noMep. Moro po3TH nokasas rineptpodito
Miokapza nNpaBoro LAYyHOYKa Ta PO3LWMPEHHS NPABOro nepes-
ceppas.JlereHeBi apTepii Manu NOTOBLLEHI cepeaHi W IHTUMANbHI
Wwapu 3 HaaBHICTO MikpoTpombiB y npocsiTi. Jlikap Aep3a
Ha3BaB Lel yHikanbHWUi Habip cumnTomiB cardiaco negros
(yopHe cepue) [4, 5].

Y 1911 poui nikap MNenpo Eckynepo nosifoMuB Npo HOBI
pe3ynbTaty, SKi Wwe Binblie nornmMbunu posyMiHHS Liei nato-
norii. BiH 3adikcyBaB HasiBHICTb Tak 3BaHOI YOPHOI cepL.eBoil
XBOpO6y (3a AEp3010) B NaLLIEHTIB 3 nereHeBUM cudinicom [6].
Y Wioro cTaTTi BKasyBanocs, Wwo xsopoba byna pesynbraTtom
YPaXeHHA cMdinicom nereHeBmx CyAuH, a He NEPBMHHOI nere-
HeBoi xBopobMu.

Poboty M. Eckynepo 1912 poky nponoBXWB y4YeHb
A. Aep3u, nikap ®.K. Appinnara. BiH npoBiB cepito gocnigkeHb
3 11 nauieHTamu, iHTEPMPETYBaBLUM iXHil CTaH 9K CUPINITUYHMI
apTepiiT [7]. O6cTexxyBaHMX XBOPUX 3rpynyBanu BiAMNOBiAHO
[0 y3aranbHOBaNbHOI CMMNTOMATUKM: LLiaHO3Y, 3aAMLIKM
Ta noniunTeMii. Bucoka nowupeHicte cudinicy Ha Tomy eTani
icTopii MeauunHM (MacoBi iHPiKyBaHHS, HEOAHOPA30BI eni-
[eMii), a TakoxX AaHi Mopdonorii (Cknepo3 nereHeBUxX CyAuH,
Yy TOMY YKCNi y XBOPUX HA cudinic) i BiANOBiAHA KNiHIYHA Kap-
TUHA Janu NiacTaBy Ha3BaTU BUSBMEHI KNiHIKO-MOPAONOriyHi
MOPYLIEeHHSI Ha YeCTb NepLoBiakpuBayva — «xsopoba Aep3n»
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[7]. Mpote poboTa nikaps Appinnarn Mana HOBU3HY, OCKiNbKM
aBTOp BUC/IOBMB AYMKY, WO Li 3araibHi CUMNTOMMK BCE-TaKM
He Bynu cneundiyHUMK Ta, MO CYTi, MOXYTb MaTK pi3Hi Npu-
unHm (eTionorii). [lo BiaKpuTTS XBOpobu AEp3U HafBHICTb TaKMX
03HaK 3aXBOPHOBAHHA NlereHb BUKIMKana B NnikapiB noauB
i 4iarHOCTUYHI NOMUIKW.

CndiniTMyHMit reHe3 xBopobu Aep3u 36iraBcsa 3i 3BiTaMu
nikapis Eckynepo i1 Appinnaru. OTxe, Ha Tow Yac byno pocar-
HYTO KOHCEHCYCY, O KapTMHA «XBOPO6U Aep3u» — pesynbtat
CUDINITUYHOTO YpaXKeHHS.

| Tinbkn 1938 poky O. bpeHHep cnNpocToBYE CUDINITUYHY
npupoay NereHeBoro apTepiiTy Ta MpUMNycKae Moro NepBUHHUIA
reHes. Jlikap bpeHHep pocnigne 100 nauieHTiB, ki Manu ogHa-
KOBi CMMMTOMM: LiiaHO3, 331Ky Ta cnabkicTb. MNpoTe BiH BU-
SIBMB, WO He B BaraTbox NawieHTiB Byna Ta caMa TKKiCTb CUMM-
TOMIB, sIKy onucaB nikap Appinnara. o Toro x nikap bpeHHep
BMUSBMB L0Ka3M CKNEpO3y NIereHeBUX CYAUH (K OMMcaHo
E. Pombeprom) y nauieHTi 6e3 o3Hak cudinicy [8]. CaM nikap
BpeHHep He Mir NOSICHUTM NPUUYUHY PEMOLENIOBAHHS CYAMNH
NlereHb y CBOiX MaLli€HTIB. TOMy BiH AiMLWOB BUCHOBKY, WO iCHYE
6e3niy npuumH JII, ki He Mornu ByTM NOSICHEHI Ha TOM Yac.
Moro poboTa Takox npunycKana, Lo CUMMTOMM XBOPOBM Aep3n
Hacnpaeai He 6yM MPOSIBOM TOTO YW HLWOrO 3aXBOPHOBAHHS,
a papwe 6ynu pe3ynsTaToM PeMOLENIOBaHHS JIEreHb, ke, K BiH
BBaXkaB, Oy/10 CNpUYMHEHE NIereHeBOD apTepianbHOL rinepTeH-
3ieto (JIAD). LLi TeopeTnyHi nornaaum Bigirpanu BUpilLanbHy posb
y GOpMyBaHHI TOr0, IK MU OMUCYEMO LIKO XBOPODY CbOroaHi.

My6nikauia npodecopa bpeHHepa 3400yna WMpoke BU-
3HaHHA B MeAMYHIN CMinbHOTI. «JlereHeBa rinepTeH3is» cTana
0oQiLIMHMM TEPMIHOM NS ONKUCY LbOrO CTaHy. YMCIeHHi 3BiTK
B 1940-x pokax, BKNIOYHO 3 onybnikosaHumu JlikapHeto as
Ta Koponiscbknum konepkeM JIOHA0HA, ONUCYBanM NaLLiEHTIB,
Yyui NposIBM BiAMOBIAANM 3aNPONOHOBAHOMY ikapeM bpeHHe-
poM Bu3HauyeHHo JII [9]. KniHiuHi BUNpobyBaHHS, npoBeneHi
B KoponiBcbkoMy konenxi JIoHAOHa, NOBiAOMUAM B NaTONO-
roaHaToOMiYHMX 3BiTax Npo 36iNblIEHHS NPaBOro WAyHOYKa
Ta pO3LUMPEHHS NnereHeBoi apTepii, wo 36iranocs 3 pesynb-
TaTaMu iX peHTreHorpadiyHoro 1 enekTpokapgiorpadiyHoro
o6CTeXeHb. le 0aHUM LiKaBMM BigKPUTTSM, WO 3aC/yroByE
Ha yBary, 6y ¢eHoMeH hilar dance — nynbcyBanbHuit pyx ne-
reHeBUX apTepin, MOXNUBO, Yepes 30inblieHHs KpoBoobiry
M TUCKY B LMX cyomHax. Lle 6yB nepwwmii BUNagok, kKonu Me-
TOAM Bi3yanizauii BuKopuctanu B nauieHtis 3 JII, wo crano
NiArpyHTSM Ang ManbyTHIX MeToais Bisyanisauii [9].

OTxe, BKpah BaxnuBo, W06 AiarHOCTUYHI nornaau Mu
IPYHTYBaNM Ha AOCNIOXEHHAX i MeToAax, fKi 6a3ytTbes
Ha pakTMYHOMY MaTepiani. Sk 3a3HaumB innokpaT y «3anos.i-
nax» (6nm3bko 440 pik 0o H. e.): «Y MeLMLUMHI BapTo 3BepTaTtu
yBary He Ha npasaonoaibHe TeopeTU3yBaHHS, @ Ha AOCBIfA
i po3ym pa3oM... 4 3rofeH, Lo TeopeTM3yBaHHA MaEe ByTu CxBa-
JIEHO 33 YMOBM, WO BOHO I'PYHTYETbCS Ha dakTax i cuctema-
TUYHO pOBUTbL CBOT BMCHOBKM 3 TOrO, LLO CNOCTEPIiraeTbCs...
Ane BUCHOBKM, 3p06/IEHi Ha NiArPYHTI HENIAKPINAEHOro po3yMmy,
HaBpAL YM MOXYTb ByTH KopucHUMKU. OfHaK PO3BUTOK HAYKK
Ta NPAKTUKKU MOXIMBUM, 9KLLO BOHU 3pobeHi Ha niacTasi
crnocrepexyBaHux GakTiB».

BaxnuBuit Kpok y nopanbwomMy GakTUYHOMY poO-
3yMiHHi JIT Ta ii kniHikn BipbyBca 1897 poky, konwu
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Tuck y nereHesin ApTepianbHui Tuck y npasomy Cepuesui YacroTa cepueBux
aprepii TUCK nepeacepai BUKMA, CKOpPOYeHb
73/41 MM pr. T, 135/91 MM pr. cT.,
tepeHiH = 55 cepenti= 76 12 MM pT. cT. 2,16 n/xs 93 yn./x8

Puc. pyruii Bunapok Tak 3BaHoi nepeuHHOi JII, onucanuii lesinom [pecaeiinom

Biktop EiizeHmenrep (1864-1932) 3a pesynbratamu aBTONCii
OMMCaB BMMALOK «HepecTpUKTUBHOro» aedekTy cepus, To6To
nedekTty 6e3 3HaUyLWoro cTeHo3y abo 3BYXKEHHS MiXKLIIYHOY-
KOBOi Meperopoaku, y XBoporo 32 pokiB i3 NporpecuBHoO0
HENepeHOCMMICTIO Gi3MYHOro HaBaHTAXEHHS Ta LiaHO30M,
SKui nomep nicng KkposoxapkaHHs [10]. | Tinbkn 1958 poky
Mon Byn nosiCHMB MpMUMHY NOSBM LiaHO3y npu BUcokin JIT,
wo 6yno Noe’s3aHO 3 WYHTOM KpOBi Yepe3 pedekT 3/iBa
Hanpago, a NP NpOrpecyBaHHi — CNpaBa HaNiBoO. 3peLwTor
Ha NiarpyHTi HasBHoro matepiany . Bya 3anponoHyBaB Takui
NaTonoriyHui CTaH Ha3uBaTu cuHapomoM Ensenmenrepa [11,
12], npu piarHocTuLi SKOro MiABULLEHUI NereHeBuit CyaUHHWUIA
onip i JIM po3uiHOBanuCs SK HE3BOPOTHI, @ TOMY NepPBUHHA
KOPeKL,is TaKOro BpOAXKeHOro aedekTy HEMOX/IMBA.

He BMKNMKAE KOLHOMO CYMHIBY 1 Te, LLLO OfHE 3 HaMACKpa-
BilLMX ysaBNeHb Y po3yMiHHi JII HanexuTs [.T. Apecaeiiny, akui
1951 poky neritumisye noHaTTa «nepeuHHa J1M» [13]. Mpote
XMUTTS LbOro TepMiHa 6yn0 MOPiBHSHO HELOBIUM, OCKiNbKM
Il BcecgiTHin cumnosiym 3 JII (Beneuis, 2003) 3amiHuB 1oro
Ha «igionatuyHa JIM» [14]. Lieto 3amiHoo nigkpecntoBanacs
O[LHOGIYHICTb MOHATTS «MEPBUHHICTbY (HAaNpWKAaL, CTOCOBHO
4oro), Tofi 9K y MeAuLMHI TepMiH «ifionaTM4yHuin» BiObOMBaE
Te, WO NpUYMHA XBOPOOM uM CTaHy HeBiaoma. Lle o3Hauae,
L0 3aXBOPIOBAHHA BMHUKAE MUMOBINbHO, 6e3 SBHOI 30B-
HiWHbOT NPUYMHM UM 3B'3KY 3 iHWMMM xBOpobamu. Obuasa
noHATTS po3uiHoBanu JII Sk 3aXBOPIOBAHHS 3 HEBIAOMOIO
€eTioNorieto, NpoTe Npu «NepBUHHOCTI» Nepeabdavanacs BiacyT-
HicTb 6yab-K0i natonorii 3 6oky cepus Ta nereHb. BogHouac
y Apyromy BMNafKy Tak 3BaHoi nepsuHHoi JI, npeacrasneHomy
O.T. Opecpeiinom 1951 poky, B XiHKM 35 pokiB i3 3aaMLWKO0
npu @isMYHOMY HaBaHTaXeHHI 1 6onaMu B rpyaHin KniTui
niA Yac KateTepusauii BUSBAEHO MiABULLEHHS CEpeAHbOro
TUCKY B NlereHeBin apTepii Ta npaBoMy nepeacepai, a Takox
3HUXKEHUI CepueBUii BUKMA,. PeHTreHorpama opraHis rpyaHoi
KNITKM XapakTepusyBanacs Kapaiomeranieto. Ha aBToncii Bu-
SIBNIEHO AMNaTaLlito NpaBoro LWAyHOYKa Ta NPaBoro nepeacepas,
a Npw ricToNoriYHOMY A0CNimKeHHI 3adikcoBaHo rineptpodito
Mefii M iIHTUMM 3i 3MEHLLEHHSM NPOCBITY IereHeBUX CyauH (puc.).
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Tox icTopis po3BUTKY L€l XBOPOOM 3a3Hana Linoi HU3KK
TEPMIHONOrIYHMX Nepernsais, i B pesynbraTi CTaau pospis-
HaTK maTb TMNiB J1I, a came: apTepianbHy (T€PBUHHY), BEHO3HY,
rinokcuyHy, TpoMboemMboniyHy Ta 3MilwaHy. 3rigHo 3 BM3HA-
yeHHsM VI BcecitTHboro cumnosiymy 3 JII 2018 poky aiarHos
JIT BCTaHOBNIOETBLCS, KONKU CEPEAHiN TUCK NereHeBUxX apTe-
pit carae 20 MM pT. CT. (32 BUHATKOM MaLEHTIB i3 XPOHIYHO
TpoMboemboniyHot JII, ans KOTpUX Lei NOKa3HUK Mae ByTu
>25 mm pr. ct) [14]. MepBuHHa JIT Habyna HU3KK CUHOHIMIYHKX
Ha3B: igionatnyHa JII, cuHapom Aepsu — Appinnaro, xsopoba
Aep3u, xBopoba Eckyaepo.

BapTo Takox 3a3HaunTy, Wwo we 1919 poky nayTaHuHa
" MOMW/KM HAaBKONO XBOPOobu Aep3u, 3aaBanocs, 6ynu L03BO-
neHi, konu natonor Onapep, CkotT BopTiH (1866-1931) ynepuwe
06roBOpmMB Liei BMNaAoK Ha 34-My 3acigaHHi AMepUKaHCbKOI
MeanyHoi cninbHoTH [15, 16]. BiH npencTaBuB nauieHTa 3i CTaH-
[LapTHOHO KIiHIYHOIO KapTUHOIO LiiaHO3Y, 3aAMLLKK Ta C1abKocTi,
a pe3ynbTaTi po3TUHY Aanu AoKasu cudiniTM4YHOI XxBopoOu.
Cnin 0cobnunBO 3ynUHMTMCA Ha nikapi BopTiHi, ockinbku BiH
pa3oM 3 KOJIeror CBOro Yacy po3pobuB rictonoriyHe 3abaps-
JIEHHSI, KOTPE 3r0f0M Ha3Banu «3abapBneHHsAM 3a BopTiHoM —
Crappi». Ls xiMiyHa peakLuis AOCi BUKOPUCTOBYETLCS ANS BU-
aBneHHs cnipoxeT [15]. Takox y CBiTOBY MeAWLMHY BBIMLLIO
NoHATTS «cuMnToM BopTiHaw. ig UMM CMMNTOMOM pO3yMi-
10Tb CNeundiYHUA CKPUMYYMIA TOH, SKUIA NTiKap MOXe NoYvyTu
Npu NPOCIYXOBYBAHHI CEPLS Ta IETeHb | SKUIA YKa3ye Ha nepw-
KapauT. BopTiH € aBTOpoM 6aratbox HayKoBMX MpaLb i KilIbKOX
BMOATHWUX NiAPYYHMKIB 3 MATONOriYHOI aHaToMii [17].

o crocyetbeca eninemionorii JIAT, a came npekaninspHoi
dopmu JTT" (cuHapomy Aep3u), To ii mowmpeHicTb HeBenuka. [Mpo-
TArOM POKY AiarHo3 ycTaHOBNOETbCA 1-2 xBopuM 3 1 MAH Ha-
ceneHHs. Haiibinbwa BpasnueicTb 4O XBOPOOM BiA3HAYAETHCS
B XiHOK Bif, 20 no 30 pokiB i B Yonogikis Big 30 no 40 pokis. itn,
nianiTKM Ta Ntoau noxunoro Biky (nicns 60 pokiB) XBOPitOTb piako,
iXHS YacTKa cepen, yCix XBOPUX CTAaHOBUTb He Binblu Hix 7-9 %.
CraTeBoi Ta pacoBOi CXMNbHOCTI [0 naTtonorii He BusBneHo. Ce-
penHin vac Bia nebTy [0 NiATBEpAXKEHHS AiarHO3y CTaHOBUTb
2 poKM, CepeAHs BUXMBAHICTb XBOPUX — Bif, 3 A0 5 pokis [18].
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Eninemia JIAT i JKeneBcbka kondepenuia 1973 poky

Y nuctonaai 1965 poky npenapaT amiHopeKkc dymapat
i3 rpynu aHOpeKTUKiB ByB BUMYLLEHMIA HA PUHKKU B LEAKUX
YyacTMHax €Bponu 1 pekniaMyBaBCs gK 3BMYaMHMI Gespe-
LenTypHWI 3acCib 4Ng NpUTHIYEHHS aneTuTy Ta, K Hacnigok,
3HUXEHHS Macu Tina. Moro cnocib Aii nonaras y niaBuLLeHH]
PiBHS 5-TifipOKCUTPUNTaMiHY (CEPOTOHiHY) B KpOBOOBIry Ta BU-
BiIbHEHHI HOpaapeHaniHy 3 HewWpoHiB [19]. [poTe npenapat
MaB HecnofiBaHwui i GaTtanbHuUii NoBiYHMI eeKT y HEBENUKOI
YaCTUHM HACeNeHHs, Wo npu3Bis Ao 6inbw Hix 20-pazosBoro
36inblIeHHs Yncna BMNaakiB nepeuHHoi JII y BCbOMyY CBITi.
BinHOCHMI pu3unk po3sutky JIAT ctaHoBuB 52:1 nopiBHAHO
3 ocobamu, gKi He npuiimanu amiHopekc [20]. Lle HeMuHyue
CNPUYMHUIO MOTO BUYHEHHS 3 PUHKIB Y XKOBTHI 1968 poky.

Y 383Ky 3 UMM Byno nopyweHo 6araTo NUTaHb LLOAO
MexaHi3My Aii, yepes akui amiHopekc 3ymosntosas JII. Haii-
nonynspHiwa rinotesa npunyckana, Wo niaABULLEHWUIA piBEHb
CEepOTOHIHY CNpUYMHAB Nponidepauito rnagkoi Myckynatypum
NereHeBMX apTepin, npussoasym go npekaningpHoi /I Llikaso,
Wo [ocnipxeHHs, nposeneHi Ixen.M. Kai i cnisaBTopamu,
noKasanu: Npu NpuM3HaYeHHi TBapMHaM aMiHOpEeKCYy po3Bu-
Tok JII He cnocTepiraeca [20]. Le nopywwuno we oaHe nu-
TaHHS WOA0 TOro, SKMM MexaHi3M 3anobiras po3suTky JII
y TBApWH, @ TaKOX Yy BinbLLIOCTi Nt0AEN, IKi TPUAMany aMiHOpeKcC.
Yun Byna WMOBIpPHICTb FrEHETUYHOT CXMALHOCTI B NOMyAALiaX,
y akux possuHynacs JII? CknagHicTb BUBYEHHS nongrana
1y TOMY, Lo Yepe3 piakicHicTb JIT 6yna obMexeHa iHpopmaLis
LWOAO Pi3HMX eTIoNOoriM Ta iXHIX NPUYMHHMX MexaHi3MmiB [21].
YTimM, He3BaXaloun Ha Te Wwo igionatuyHa JIAT 6yna opdaH-
HO XBOPO6010, 3 6OKY HAYKOBOI CMIiNIBHOTU LUBUAKO BUHWUKNA
3HaYHa LiKaBICTb.

Enigemis JIAT, nog'a3aHa 3 aMiHopekcoM, 3yMoBMna npose-
neHHsa 1-i koHdepeHuii BOO3 i3 JII (Kenesa, 1973) ta cTBO-
peHHs nepworo peectpy JIAlL Ha 3yctpiui B XXenesi BOO3
po3rnsAana ABi 0CHOBHi npobnemu [22]. Meplua — 4OCArHEeHHs
KOHCEHCYCY cepef, eKCnepTiB o4O iCTMHHOTO BU3HAYEHHS
nepsuHHoi JII. Sk BifoOMO, LOTM HOMeHKnaTypa wopo JII 6yna
[OCUTb 3aNyTaHOK M Ti CaMi HAa3BM AABaNMUCA AEKINIbKOM eTio-
noriam JII. iicHo, Ha TOM Yac icHyBanu ABi pi3Hi xBopobw,
SKi Ha3MBaNUCA NEPBUHHOIO FiNepTeH3i€l0: O4HA Ha3Ba BU-
KOPUCTOBYBanacs KAiHiuMcTamMu ang susHaveHHs JII yepes
HEeBCTaHOB/IEHY MPUYKHY, @ Apyra BUKOPUCTOBYBanaca Mop-
donoramu Aaa rpynu ricTonaTtoNoriyHUX 3MiH y NereHesin
CYAVHHIM cucTeMi, aki 6ynun TicHo nosasani 3 JIAT [23]. byno
BMPILLEHO MepeiMeHyBaTH Lii MOPHONOriYHi 3MiHM Ha nnek-
COreHHy NlereHeBy apTepionarTito, WO XapaKTepu3yeTbCs YTBO-
peHHAM nnekcndOopMHUX CTPYKTYp, TOBTO BUPOCTiB EHAOTENI0
B NPOCBIT CyAMHU, OCKINbKM TaKi 3MiHM 4aCTO acoLiOOTLCS
3 JIAT. Okpim TOro, ekcnepT KoHGepeHLii AiALan BUCHOBKY,
Lo rinokcis, NikapcbKi npenapaTtu (K-0T aMiHOpeKc), XBopobu
CMOy4YHOI TKAHWHM Ta XpPOHiuHa TpomMboembonis € npuynMHamMm
nepBuHHOI JTI. [JOCATHEHHS B pO3YMIiHHI MeXaHi3MiB, 3any4eHnx
no natobionorii isionatuyHoi JIAT i JIAT, noB'a3aHOI 3 iHWMMM
cTaHamu, Bynum 30cepemxeHi Ha MonekynsapHii 6ionorii, 6ionorii
pO3BUTKY Ta reHeTunLi [24].

[pyra po3rnsHyTa Ha Wil 3ycTpiyi npobneMa — CTBOPEHHS
MiXXHapoaHoro peectpy nauienTie 3 JII. Ockinbkn xBopoba
TpanngeTbcs pigko, 6yno 6 KOpUCHO peecTpyBaTh Byab-aKi
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OHOBJIEHHA WO ii eTionorii, MeToAiB i pe3ynbTaTiB NikyBaHHS,
O MOTEHLIWHO MOrno 61 CNpuaTU CTBOPEHHID CTaHAAPTU-
30BaHOr0 MpOTOKONY NiKyBaHHA nauieHTis 3 JII [25]. BapTo
3a3HAYUTY, WO HA LK 3yCTpivi Takox 6yno BU3HaYEHO KpuTepii
npiarHoctmku JII. OcKinbKy ricTonaTosiorivyHi Ta KNiHivYHi 03HaKu
MOXYTb Bifpi3HATUCS, 30/1I0TUM CTAaHAAPTOM AiarHocTtuku JII
6yno BM3HAYEHO TUCK Y NIereHeBiii apTepii 225 MM pT. cT., BUMiI-
PSAHWIA 33 OMOMOrOK KaTeTepu3salii cepus.

HesBaxatoum Ha nponosuuii BOO3, MixkHapoaHUI peecTp
nauieHTiB 3 JII Tak i He B6yno cTBopeHo. HaTtoMmicTb IHCTUTYT
cepus, nereHb i KpoBi HaLioHaNbHUX iIHCTUTYTIB OXOPOHM 310-
pos’a CLLUA (NIH) 3anyctuB CBilt BnacHWii peecTp, SKuii 3yMiB
3ibpaTh aaHi 3a 6 pokiB 3 1981 no 1987 pik. NIH ctBopunn
Kinbka BigAineHb, gKi nparHynu 36MpaTtu HaWpi3HOMAHITHILWi
[aHi NpO NaLEHTIB i CNPUATU NOWMPEHHIO 3HaHb NPO KNiHIYHY
KapTuHy Ta natodizionorito JIM [18].

Y 25-Ty piuHuLto cBOEI nepwoi 3ycTpiyi, 1998 poky, BOO3
opraHisyBana KoH@epeHLito B KypopTHOMY MicTi EBiaH-ne-beH
(PpaHuis), wob obroBopuTH JOCATHEHHS B gocnigxeHHi JIT
Ha uin KoHdbepeHuii 6yno cTBOpeHO HOBY Knacudikauito,
BiAOMY SIK €BiaHCbKa, WO noainuMna eunagku JII Ha n'aTb
rpyn: 1) JIAT; 2) nereHeBa (BeHO3Ha) rinepTeHsiga BHacNifoK
natonorii niBux Bigainis cepug; 3) JI[, nos’a3aHa 3 XpoHiy-
HMMKU xBOpo6aMu nereHb; 4) XpoHiuHa TpomboemboniyHa JIT;
5) Il 3 HeBM3HaYeHMMM abo BaraToGaKTOPHUMMU MeXaHis-
MaMu. OCTaHHS rpyna OXOMIKE CTaHW, KOIW TOYHA nNpuymHa JII
He3po3yMina 4m xsopoba crpuyMHEeHa NOEAHAHHAM KiNbKOX
dakTopiB. KoxxHa rpyna Mae pi3Hi nigtvnu, wo BigobpaxatTb
KOHKPETHi XBOPOOM UM CTaHM, SKi NPU3BOAATL LO PO3BUTKY
JII. OcobnumBy yBary Ha KoHdepeHuii 6yno npuiineHo nBoM
dbopMaM - CcnopaanyHin i CiMeiHin, 06egHaHNM Ha TOM nepiog,
y nepBuHHY JIT.

Lo Toro X usa kKnacudikauis Mae LofaTKOBI NaTodizioNnorivHi,
KNiHIYHI Ta TepaneBTUYHI NOSICHEHHS: HAaNpWUKNaL, BUOKPEM-
JIOI0TbCS NpekaningapHa v noctkaninapHa JIl, 70610 B Mexax
KOXHOi 3 matu rpyn JII moxe ByTn npekaningpHoto (nigsuile-
HWIM TUCK Y NereHeBi apTepii, HOpManbHUI B0 3HUKEHUIM TUCK
y nereHeBux kaningpax) abo nocTkaninapHo (NiaBULLEHMI TUCK
K y NereHeBiv apTepii, Tak i B 1ereHeBmx Kaninspax).

Takox 6yno BMOKpeMNEHO YOTUPKU DYHKLIIOHANbHI Knacu
Bia | (Hanerwwi) po IV (HanTsxumi). Lium knacudikauia nia-
Kpecnmna, Wo KNiHiYHi NposiBM B3aEMOMOBA3aHi 3 QYHKLIEL,
SKa OLHIOE CTYMiHb TSXXKOCTi CMMNTOMIB i QYHKLiOHANbHUI
ctaH nauieHta (NYHA WHO, 1998).

Y po3rnaHyTin knacmudikauii OLiHIOBANMCS W CTYNeHi TSX-
kocTi JIT, ki 3anexanu Big TUCKY B nereHeBii apTepii Ta noains-
nncs Ha nerkui (21-40 MM pT. CT.), nOMipHuiA (41-55 mMm pT. cT.),
THKKMA (56-100 MM pT. €T.) Ta KpuTHuHKIA (>100 MM pT. CT) [26,
27]. Mpwn po3paxyHKy CUCTONIYHOTO TUCKY NereHeBoi apTepii
CTann BUKOPUCTOBYBATK pPiBHAHHS bepHynni, TO6TO [WBMAKICTb
NOTOKY TPMKyCNiaanbHoi perypritauii (V)%4] + Tuck y npasomy
nepencepai (RAP). AKwo HWXHA nopoxHucTa BeHa <20 MM
y miameTpi Ta konabye nig, vac Banxy, 7o BenmumHa RAP BBaxa-
€TbCS PIBHOK 5 MM pT. CT.; 9KLWLO AiaMeTp HWXHbOI MOPOXHM-
cToi BeHM nepesuiye 20 MM, ane nNpwu LbOMY CMOCTEPIraeTbCs
il iHcnipaTtopHwuii konanc, To RAP = 10 MM pT. CT.; 9KwWoO Aia-
METP HUXHbOI MOPOXHMUCTOI BeHW nepesuilye 20 MM, ane BiH
He 3MiHIETbCA Nif Yyac Bauxy, 7o RAP = 15 mm pt. cT. [28, 29].
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[MoBepTatoumncb 4O eBiaHCbKOi knacudikauii JII, Bigomoi
TakoX gK knacudikauis BOO3, cnig 3a3HaumTy, WO B Hiv npea-
CTaB/IEHO CUCTEMHMI NiaXig A0 AiarHOCTMKM Ta nikyBaHHs JT,
KW IPYHTYETBCS HA PiSHUX NPUYMHAX | MEXaHi3MaX PO3BUTKY
Li€ei xBopobu.

Y 2003 poui Ha Il BceciTHbOMY cumnosiymi 3 JIAT y BeHe-
uii (ITanis)) 6yno NpuiMHATO NepernsHyTy Bepcito ui€i knacudika-
uii. BaxxnMBnMM MOMeEHTaMM CTanm 3aMiHa TepMiHa «NepBUMHHA
JIM» Ha «igionatuyHa JIAl» i BUOKpeMneHHs cimenHoi JIAT
B OKpeMy KaTeropito. HesBaxatoum Ha fesKi cynepeyHocTi,
BeHelincbka KniHivHa knacudikauia JIF 2004 poky gictana
BM3HaHHA ekcnepTiB EBpoONencbKoro TOBapMCTBa Kapaionoris.
Y 2008 poui Ha IV BceciTHbOoMy cumnosiymi 3 JIAT (M. [leliHa-
MornHT, KanidopHis, CLLUA) npuitHATO OHOBREHY KiHIYHY Knacu-
dikauito JIT, 3rigHO 3 KO KNiHIYHI CTaHM 3 HagsHicTio JIT nogi-
NIFK0Tb Ha LWiCTb rpyn 3 pisHMMM NaToONOriYHMMMK, natodiziono-
riYHUMM, TPOTHOCTUYHUMM Ta TEPANeBTUYHUMMU 0COBIMBOCTAMM.
LocTy rpyny BU3HAYEHO 9K «yPOIXKEHI BAM 3 LUYHTYBAHHAM
(3niBa Hampago), acouinosaHi 3 JIM» [27].

Omke, JII BOCNipKyETbCA NOHAL CTONITTA, NPOTArOM SIKOro
[LOCSATHYTO 3HAYHOrO MpOrpecy B PO3yMiHHI Ta NiKyBaHHI Ui€i
xBopobu. Cnoyatky JIT npunyckanacs 3 ornagy Ha AaHi aBToncii,
NOTOBLLEHI NlereHeBi apTepii Ta rineprpodito Miokapza npasoro

LWAYHOYKA. Y KNiHIYHIN KapTUHI BiA3HAYaNMCA LiaHO3, 3aAMLLIK3,
cnabkicTtb. Yepes BiacyTHICTb iHCTPYMeHTIB ang 6e3nocepen-
HbOrO BMMIipIOBAHHA TUCKY B NIereHeBiin apTepii AiarHocTuka
IPYHTYBanacs Ha AaHMX NOCMEPTHUX CrocTepexeHb. Enigemis
JIT, noB3aHa i3 3acTocyBaHHAM 3aco6iB AN NPUTHIYEHHS ane-
TUTY (Hanpuknag, aMiHopekc),y 1960-1970-x pokax cTumynto-
Bafa NoAanbLUi 4OCAIAXKEHHS Ta CTBOPEHHS PEECTPIB NALLIEHTIB.
LocnipxkeHHs, ocobnmeo B 1960-x i 1970-x pokax, nosszanm JIT
3 pi3HUMK xBOpoBaMu Ta CNpUsNN po3pobIEeHHI0 MDKHAPOAHMX
Knacuaikawin.

Enoxa kaTeTepusauii cepus, cepeamHa XX CTonitta, Ta Kii-
Hi4He 1 MopdonoriyHe po3yMiHHs J1T, Lo KOpentoe 3 Heto, fanu
[LOCNiAHMKAM 3MOry NoBS3aTH Liei CMHAPOM 3 6araTbMa XBOpPO-
6amu, 9K-0T TpoMb0oeMbonisa nereHeBoi apTepii, 3aXBOPIOBAHHSA
nereHb, NATONOri NiBMX BiAAINIB cepLs, BPOMKEHI Baau cepus,
XBOpobu 3 HaratodakTopHUMKM MexaHi3MaMu (CcapKoifos,
nereHeBui rictioynTos, nimcbaHrionemomiomaTos, remaTono-
ri4YHi, OHKONOriYHiI XBOPOOM Ta iH.). BuokpemneHo Taki Tvnum I,
AK ifionaTnyHa; CiMenHa; NepcucTMBHA B HOBOHAPOOXKEHUX;
JIT, wo BuHUKNA Ha Ti BIJ1-iHdekuii Ta 6araTboX iHWKMX CTaHIB
[30].Y HacTynHOMY NOBifOMAEHHI Ha Lo TeMy byae AOTPUMAHO
6anaHcy Mixk noTpe6amu nikapiB-nNpakTUKiB i 06CAroM HasBHOI
HaykoBoOI iHdopMaLil.
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