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JleroyHana apTepuanbHaA rmnepTeH3uns

JleroyHana apTtepuanbHaA runepteHsua (cokpauieHHo JIAl) — peakoe 3aboneBaHue, BCTpevalolleecs
npumepHo y 15 4yenoBek M3 mMunnuoHa. Ero npuymHa - o4yeHb BbICOKOE KPOBAIHOE OaBJieHMEe B
apTepuAx, BeAywMUx OT cepAua K JerkKumM, KOTOopble Ha3blBalOTCA «JIerOYHbIMM apTepuammn».
MoBbIlWeHHOe KPOBAHOE AaBfieHWe Bbi3blBaeT Ype3MepHOe Hamnps)XeHue cepaua U Co BpeMeHeM
nNpUMBOOUT K OCTAHOBKE €ro MnpaBOi MONMIOBUHbLI. JlerodyHaA apTepuarnibHaA rMNepTeH3uA - OYeHb
cepbe3Han 605e3Hb, KOTOpad, K cCoXaieHuio, Heusneuymma. OfHaKO Ha CerogHALIHMIA AeHb €CTb MHOIo
BUOOB Tepanuu, CrnocobHbIX MOMOYb CTpaAalolmMM 3TUM HEAYroM U YJTYHLLIMTb UX Ka4eCTBO XXU3HMU.

YT0 Takoe neroyHbie aptepumn?

Nérkne

JéroyHble
apTepuu

Jlero4Hble apTepumn — 3TO KPOBEHOCHbIE COCYAbl, NEPEeHOCALUME
KPOBb C HU3KUM COLEPXXAHNEM KMUCIOpOAa U3 NpaBon HUXKHEN
yacTu cepoua (npaBblil XXENYAOYEK) K MasieHbKUM apTepUAm v
Kanunnapam B nerkmnx. B aTnx kanunnapax KpoBb HacbIwaeTcA
KNCNOpOAOM U HanpasnAeTcA 0bpaTHO K NIEBOW CTOPOHE cepaua,
OTKy4a OHa pasHOCUTCA MO BCEMY Teny.

Y Koro BCcTpeyaeTcA JsieroyHana apTepuasibHaA runepTeH3na?

JlerouHana apTepuanbHaa runepTeH3ra MOXKET NnopasuTb ftoboro
YenoBeKa, He3aBUCMMO OT ero Bo3pacTa, nona unu pacsl. OgHako
yallle BCero oHa BCTpeyaeTca Yy XeHwmH B Bo3pacTe 30 — 50 neT.

|

KakoBbl cumMnTOMbI nerquoFI apTepMaanoﬁ runepTeHsvm? Cepaue
MpaBbi NeBbIn

Tak kak neyexue JIAI HeO6X0OMMO HaYMHATb KaK MOXXHO paHbLUE, xenynodex Xenynodek
BeCbMa Ba>KHO BbIABUTb €€ Ha paHHen ctagmn. OgHako ee Becbma
CMNOXHO ANarHOCTUPOBATbL Ha HaYalbHbIX CTaAMAX, TaK Kak ee CUMMTOMbI
CXOAHbI C CUMMATOMaMN ApYrMX CepaeYdHbIX U NIErOYHbIX 3a60neBaHnin.

Ogpblwka, 0CO6EHHO NPU (PUBNHECKMX YNPadKHEHUAX, 3TO MEPBbIA U [MaBHbIA CUMATOM. 3TO MOXET
OLLyLaTbCA, Kak ByaTo Bbl HE B COCTOAHMM HabpaTb AOCTAaTOMHOE KONMYECTBO Bo3ayxa. 10 Mepe yxyaLeHna
COCTOAHMA MOTYT Pa3BUTLCA OPYrne CUMMTOMbI.

3TV CUMNTOMBI, MPOABNAIOLLMECA NPU Harpy3Kax Unn Bo BPeMA OTAbIXa, BKIHOHAIOT:

CnabocTb — «yTOMNAEMOCTb>»

[ONoBOKpY>XeHne

OB6MOpPOKM — «CUHKOME»

OwyuieHne coaBneHHOCTH Uy 60s1b B rpyau, OCO6EHHO NMpu Harpy3kax
OTeK Hor 1nun noabKeK

YYyalleHHbI U NPepbIBUCTLIN NySbC

Kawernb ﬂ

Kakue Tunbl nero4yHomn aptepuanbHOM rMnepTeH3un CyLecTByoT?

JIEFTOYHAA APTEPUAJIbHAA TMMNEPTEH3UA

JleroyHan apTepuanbHas rMnepTeH3ua KnaccuuumpyeTca B 3aBUCMMOCTU OT TOro, YeM OHa Obina

Bbl3BaHa.
1. «Mpuonatuyeckana» rero4yHanA rmnepTeH3nAa — 3TO NerodyHaA runepTeH3nA Hens3BeCTHOro
NPONCXoXXAeHNA.

2. «CemeWHanA» nero4yHaA apTepuasibHaA rMnepTeH3uA — korga 6onesHb ABMAETCA CNeACTBUEM
reHeTMYeCcKux nNpobnem B Ballen cembe. Bbinio 06Hapy>eHo, 4To Ha JIAI BANAKOT HEKOTOPbIE reHbI,
1 NO Mepe UX U3y4eHnA neveHre byaeT coBepLleHCTBOBaTLCA. Hanbonee BaXHble reHeTudeckune
MyTaumm, ceAsaHHble ¢ JIAL 3aTparusatoT reH BMPR2, cogepxalumii kog npoTenHa, HaxoaAweroca
Ha NMOBEPXHOCTU KIETOK, KOTOPbIe BbICTUMAIOT JIErO4YHbIE apTepun.

3. AccouuupoBaHHaA JsierovyHas apTepuanbHaf rMnepTeH3uA — pasBMBaeTCA Yy NauuveHTOB C
apyrmmmn 3abonesaHuAamn. Croga, Hanpumep, oTHocutcA BUY-mHdekuma, 3aboneBaHna neveHn
unu 3aboneBaHnA COeQUHUTESIBHON TKaHU (Takme Kak CKnepogepma unu 3actonHaAa cebopes).
YnotpebneHve KokauHa, amceTaMuHOB WM npernapaTtoB AnA NOAaBMEHUA anneTuTa Takxke
YBENMYMBAET PUCK 3a60NeBaHNA NErOYHOM apTepralibHON rMnepTeEH3NEN.



JNIEFTOYHAA APTEPUAJIbHAA TMMNEPTEH3UA
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YT0 nponcxoauT Npu Niero4HoM apTepuanbHON rmnepTeH3un?

Mpu JIAT noBbIWaeTcA KPOBAHOE AABMEHME, TaK KaK KPOBb HE MOXET CBOOOAHO LIMPKYNMPOBaTh Mo
KPOBEHOCHbIM COcyaam. OTO MPOUCXOAMT MO CAeayLWMM NpuYnHam:

CY>KEHME KPOBEHOCHbIX COCYA0B M3-3a HaMPAXKEHMA MbILLL, BOKPYT HUX, YTO ONMCbiBaeTCcA
TEPMUHOM «Ba30KOHCTPUKLIMA>
n3meHeHne oopMbl U TOSLLUMHBI KPOBEHOCHBIX COCYA0B U3-32 YBENUYEHNA
MbILLEYHOW MacChbl
OTEK CTEHOK KPOBEHOCHBIX COCYAOB, Bbl3blBAEMbIV BOCMaNIEHNEM
obpa3oBaHme HEOONbLUMX KPOBAHBLIX CryCTKOB B KPOBEHOCHbLIX COCyaax

3popoBas neroyHas
apTepuna

IleroyHan apTepuaA Npu NerovHomn
apTepuanbHoM rMnepTeHavm

Kak mo>xHO AUWarHocTupoBaTb Jiero4Hyr apTepuasibHyto I'Vll'lepTEH3IMO?

[nA ovarHocTMpoBaHWA NEroYHON apTepuanbHON rMNepTeH3nn Bpaun NpoBOAAT pPAL aHanmn3os,
MHOrMEe M3 KOTOpbIX 6yayT MCMONb30BaHbl ANA UCKMOYEHUA ApyrMx 3aboneBaHuii CO CXOAHbIMM
cuMnNTOMaMu.

3aTem MOryT 6biTb MpPOBEAEHbl [AOMOMHUTENbHbIE aHanu3bl, BKo4YaA yHKLMOHaNbHOe
TECTMPOBaHWE NIEerkux, TECTUPOBAHWNE C Harpy3KoW U aHanmn3abl KPOBU.

OKT (anekTpokapauorpamma) | l13mepAeT CKOpOCTb Ballero cepauedbneHnsa n MoXXeT nokasaTb,
€CTb /M Y Bac Kakue-nnbo npobnembl ¢ cepaueM. Ecnn y Bac
nMeeTcA nerovHana aptepuanbHaa rmnepteHsusa, To KT BbiABUT
npobnemMbl B MpaBomn 4acTy Ballero cepaua.

PeHTreHOBCKNUIA CHUMOK CHUMOK Ballen rpyaHon KIeTKU MokasblBaeT, yBenMdeHbl nn y
rpyaHOMN KNeTKu BaC npasanA CTOpoHa cepaua Uim feroyHbIe apTepun. ITO Takxke
noMoraeT WUCKMIOYUTb HEeKOTOpble Apyrne nerodHble U
cepoeyHble 3aboneBaHus.

e donnepoBckan OHa nosBonAeT Bpayy co3fatb MOABMXXHOE K306pakeHune

axokapauorpavmma Balwlero cepgua C NMoMOLLbIO HanpaBfeHHbIX Ha HEro 3BYKOBbIX
BOMH. OTO MO3BOMAET YCTAHOBUTbL pasmMep U ¢hopmMy Ballero
cepoua v oLUeHNTb ero paboTy, a Tak>ke onpeaenvTb AaBfieHne B
NIero4yHon aptepun. IATO MMeeT 60nblioe 3HayeHwe [AanA
npoBepkn Ha Hanuume JIAL[L a Takxke AnA OUEHKU TAXECTU

3aboneBanHus.
3oHAupoBaHue NpaBoun OTO HeobxoaMMO ANA MOATBEPXKAEHMA AuarHosa «jerovHas
CTOPOHbI cepaua apTepuanbHasa runepTeH3na». KpoBAHOE OaBneHue B MpaBoW

CTOPOHE cepAua U B JIErOYHbIX apTepusax 3amepAeTcA C
UCKJTIOUYUTENBHOW TOYHOCTBIO. [MommMo 3Toro, Bpay BuawT,
HacCKOMbKO XOPOLIO MpaBad CTOPOHa cepAua Ka4aeT KpoBb.
CpepoHee KpoBAHOE [AaBfiIEHWE B JIErOYHbIX apTepuAx B
coctoAHuM nokoA — 14 mm pt.ct. OpHako npu JIAT oHO
npesbIaeT 25 MM PT.CT.
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Kak neuntb nero4yHyto aptepuanbHyo runepTeH3uto?

XoTA nerovHan apTepuanbHaAa rmnepTeH3nA He noggaeTcA nosiIHoOMy usneYyeHuto, B nocnegHee
aecatuneTtme 6bin OOCTUTHYT 3HaYNTENbHbIN nporpecc B U3y4eHUn 3aboneBaHunA, 4TO npmBeno K
CylleCTBEHHbIM YyJly4lleHnAM B ero yie4eHun. COBpeMeHHOG ne4vyeHne Tenepb MOXeT MOo3BOJSINTb BaM
BblOepP>XnBaTb 6onee onUTENbHbIE Harpy3kKu un ynyylnTb Ka4eCTBO >KNU3HWU.

BOnNbWKMHCTBO MeaMKamMeHTO3HbIX crnocoboB HanpaBneHoO Ha OCTaHOBKY WM CHUXKEeHUne
MHTEHCMBHOCTU npoLueccos, npuBoaALLMX K 6J'IOKI/IpOBKe NEeroYHbIX apTepvu7| M NOBbILLEHNIO AaBleHnA.
PasnuyHbiM nogav TpeﬁyIOTCFl pa3Hble MmeToAdbl JieHeHUA.

AHTUKOArynaHTbI Mpu neyeHun nerovHoM apTepuanbHOW MIMNePTEH3UN Bam MOrYT
nponucaTh NIEKAPCTBa, Ha3bIBaeMble aHTUKOAryaHTaMu, KOTopble
CHUXXAKOT pUCK 06pa3oBaHnA KPOBAHbLIX CrYCTKOB B JIErOYHLIX apTepuaAXx.

AHTaroHUCTbI Kanbuua He6onbLuoii rpynmne nauMeHTOB C TIEro4HON apTepuanbHo
TMNepTEH3Mel MOXET MOMOYb JleHeHne aHTaroHMcTaMm Kanbuma. Bpay
CMOXET CKasaTb 3TO Mocrne 30HAMPOBaHUA NPaBo CTOPOHbI cepaua.
AHTaroHUCTbI KasibLMA MOMOraioT paccrabuTb MblLULbl KPOBEHOCHbBIX
COCYLOB, YTO YBE/IMUMBAET NOCTYNNIEHME KPOBW 1 KUCNOpoAa B cepaLe
W CHUXAET HarpysKy Ha Hero.

JleyeHue [MpocTaunknnH pacluMpAET NIEroYHbIE apTepun 1 NpeaoTBpallaeT
NPOCTaLUKIIMHOM POPMUPOBaAHNE KPOBAHBIX CTYCTKOB. K coXkaneHuto, NPOCTaUMKIIVH B
TabneTkax, Hanpumep, 6epanpocT, He 04eHb 3hPEKTUBEH, MOITOMY
neYveHve criegyeT NpoBOAUTL APYrMMU criocobamu:;

BHYTpVBEHHBI NPOCTaUMKIIMH Ha3blBaeTCA anonpocTeHon. OH MoXeT
BBOAMTBCA B BEHbI C MOMOLLbIO HAcoca U ABMAETCA OCHOBHBLIM CMOCOO0M
neYvYeHna TAXeENbIX (PopM NIEro4HON apTepuanbHON rTMNepPTEH3NN.
SnonpocTeHon JOMKEH BBOAUTLCA NOCTOAHHO AN1A NONyYeHns
NOOXXUTENBHOIO AthdeKTa.

B cBA3K ¢ TeM, YTO BHYTPMBEHHOE BBEAEHME SMOMNPOCTEHONA MOXET
ObITb AOCTATOYHO CNOXHbIM, ObI1 paspaboTaH BapuaHT eyYeHnA ¢
NCNonb30BaHMEM NOAKOXHOIO BBEAEHUA Npenaparta nog HassaHnem
TPENPOCTUHWS.

HepnasHo 6bina paspaboTaHa oopMa NPOCTaUMKIINHA, KOTOPYIO MOXHO
BAbIXaTb Yepe3 a3p030sbHbIi anmnapar. ATO 03HAYaET, YTO cenyvac OH
6onee NpoCT B NCMOMb30BaHNM 1 BO3OENCTBYET HEMOCPEACTBEHHO HA
nerkue. HasbiBaeTcA OH «UMONPOCT>» 1 0BbIYHO NPUHUMAaETCA 6 pas B
IOeHb. B HacTofALlee BpeMaA UCTbITbIBAETCA TakXKe aspo30sibHan Bepcus

TpenpocTUHUNa.
AHTaroHucTbl 3HAoTenu- | Elle ooHMM BaXKHbIM BUAOM fEYEHUA ABMAITCA aHTaroHUCTI ﬂ

HOBbIX peLenTopoB SHAOTENVHOBLIX PELIENTOPOB. ATU TabNeTKN, NPMHNMaEMbIe OBa pa3a B
[O€eHb, MOMOratoT PacLUMPUTb KPOBEHOCHbIE COCYAbl Y CHU3UTb MPUPOCT
MbILLEYHOW Macchl B HUX. K iekapcTBam 3TOW rpynmnbl NpUHaanexxar
603€eHTaH, CUTaKC-CEHTaH 1 aMbpUCEHTaH.

UHruébutopsbl chocchoauna- | VHrmbutopsl hochoamnacTepasbl TuNa 5, Takme Kak cungeHadpun,
cTepasbl TUNa 5 0Kas3blBalOT pacLumpstoLlee OENCTBUE Ha apTepum nerkux. CnngeHadoun
NMPUHUMAETCA NepopanbHO TpU pasa B AeHb. B HacToAwee Bpema
UCMbITBIBAOTCA HOBbIE Mpenaparbl, Takne Kak Taganacun.

TpaHcnnaHTauuA nerkux | Korga MegvkameHTO3HOE NeveHne He NPUHOCUT pesynbTara,
HEKOTOPbIM MauMeHTaM MOXET MOMOYb OrepaumnaA No 3aMeHe OAHOrO WK
obowx nerkux, a MHoraa u cepaua, Ha 340poBble JOHOPCKUE OpraHbl.

JIEFTOYHAA APTEPUAJTIbHAA TMNEPTEH3UA
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JNIEFTOYHAA APTEPUAJIbHAA TMMNEPTEH3UA

JXn3Hb ¢ nero4yHow apTepuasnbHON runepTeH3ven

[unarHo3 «neroyHasa apTepuanbHaA rmnepTeH3na» He OO/MKEH MOMEeLLaTb BaM BECTU MOMHOLEHHYHO
AKTUBHYIO XXM3Hb, MOKA 3TO HE BbI3biBaET HGONEBbIX OLyLEeHUA unu npobnem. OgHaKko Yem TaXenee
CMMMTOMbI, TEM MeHbLUE BalM BO3MOXHOCTU. Bbl MoXeTe cpaenatb MHOroe AnA obnerdeHua 3Tux
CMMMTOMOB, JaXXe He NMPUHUMAnA NeKapcTBa:

M3berainte 60MbLUNX BbICOT.

M3berainte 6epeMeHHOCTN, TaK Kak 3TO MPUBOAUT K TAXENbIM Harpy3kam Ha Baiwe cepgue u
KPOBEHOCHbIE COCYAbI.

OnpepennTe 3aHATUA, TPebytoLMe OT Bac BOMbLUNX 3aTpaT SHEPTUM, U HANOWUTE UM 3aMEHY.

He >xaneinTe BpemeH/ Ha NPUrOTOBIIEHNE NUTATENBbHOM MUKW, B Ballem paumoHe A0mKHO 6bITb Marno
conu, n cnepyeT udberatb nonycgabpmkatoB. Cnegmte 3a 06 bEMOM NOTPEONAEMON XXUAKOCTH.
EwbTe Tpu pasa B oeHb, He crela u cnaa. Cnegute 3a CBOMM BECOM.

He Kypute 1 He ynoTpebnanTe cnupTHoe. Bbl MOXxeTe 06paTtuTbCA 3a NOMOLLLIO B M36aBNeHUN OT
3TUX MPUBbIYEK.

[MrneHa NonocTu pTa KPUTUYECKN BadkHa ANA NPefoTBpaLLeHns UHAEKLINIA.

MnaHupynTe CBOM AeHb TakMMm 06pa3om, YTO6bI Bbl MO AeNaTh NepepbIBbl ANA OTAbIXa.
OTBennTe OOCTAaTOMHOE KONMMYECTBO BPEMEHM Ha MOATOTOBKY M MPUEM JIEKAPCTB ANA NonyYyeHus
MakcMMasibHOro aggpexTa.

Ecnm Bam Hy>KHO HayaTb HOBbLIA KYPC NleYeHUs, y3HaWTe O HEM KaK MOXHO 6oriblie 1 nonpocute
MHOPMALIMOHHO-CNPABOYHbIE MaTepuarbl.

Mpy Npréme pasnUyHbIX NPenapaToB XOPOLIO O3HAKOMbTECb C TeMU 3hEKTamMn, KOTOPbIE OHM
MOryT BbI3BaTh.

Cos3painte cBolO COBCTBEHHYIO anTeuky. YbeauTecb, YTO Yy Bac €CTb [OOMONMHUTENbHLIA 3anac
NeKapcTB Ha Ntobor HeNPeaBUAEHHbIA ClyYa.

Ecnn npuem nekapcrsa 3aBUCUT OT OHA HEAENW, 3aBEAUTE AHEBHMK.

Bcerna nepxute nog pykov HoMep TenedgoHa MeauLMHCKOro YYPEXXAeHUs, TAe Bbl JIEUNTECH.
Ecnu Bbl cobrpaeTech NyTeLeCTBOBAThb, 3apaHee NOAroTOBbTE BCE, HTO BaM MOXET NOHaA0buTbCA.

Mone3Hble canTbl

EBponeiickana accouuauma no Jiero4Hon runepTeH3um

EBponeickana accoumauma no nerovHon runepteHsum, PHA Europe, 6bina cosgaHa B 2003 rogy. OHa
ABMAETCA 30HTUYHOW OpraHm3aumen ana Accoumauuii no noaaepkke NaumeHToB C NIErO4HON MnepTeH3nen
BO Bcen EBpone. Llensto PHA Europe aBnsetca obbeavHeHne Bcex cTpaH EBponbl u copencTeue
co3aaHnio 3PEKTMBHbBIX HaumMoHanbHbIX Accoumauuini no NOAAEPXKKE MaUMEHTOB C JIero4YHOM
rmnepTeHanein. C NOMOLLUBIO 3TOrO CalTa Bbl MOXETE HaWTM CBOK HauMOHanbHy0 Accoumaumio no
noaaepkKe NaumMeHToB C NIErOYHOM rMNePTEH3NEN.

www.phaeurope.org

Accouuvauma rno f1ero4Homn runepTeH3nm
3apaya Accoumanmm no nerodHom runeptensmmn (PHA) — HainTy nyTu NpeaoTBpaLLeHrA 1 N3nevYeHmA
NEroYHON rMNepTeH3nK, a TakXke OKasblBaTb NOAAEPXKKY OOMbHbIM JIEFOYHON rMNepTeH3vern nocpen-
CTBOM NpefocTaBfieHA NHPOPMALIMOHHO-CNPABOYHBIX 1 MPONaraHANCTCKUX MaTepranos 1 NepenoBbiX
Hay4dHbIX 3HaHu. PHA 6asmpyetca B CLUA.

www.phassociation.org
EBponenckuin  nynbMOHOMOMM-

i S yeckuit cpoHn (European Lung [nAa nony4eHrA [ONONHUTENLHOM
Foundation — ELF) npeactaenseT MHpOPMALIMM 1 CCbINOK roceTnTe
_sodety  obuectBo (European Respiratory
SOCiety = ERS), HEKOMMepPYEeCKY0 MEAULINHCKYIO [aHHbI MaTepuan OCHOBaH Ha MHPOPMaLMM U3 CNEAyIOWMNX Hay4HbIX
MUCTOMHWKOB U OTobpaH C MomMoOWblo 3KcrepTa EBponeiickoro
OpraHu3aumio, HacHuTbIBAIOLLYIO CBbILIE .,8009 PecnupatopHoro O6wectsa no JIAI npodh. Mapka XymbepTa.
ureHoB B 6onee quu‘IOO CTpaHax. EBpOI‘IeI/ICKVIVI 1. Simonneau G, Galie N, Rubin LJ, u gp. Clinical classification of
NysIbMOHOJTIOrM4YeCKnmn CpOHJJ, 3aHuMMaeTcA BOrMnpo- pulmonary hypertension (KnuHuueckaa Knaccucvkauua nerovHom
camMu 3[00pOBbA JErKUX Ha TeppuTopumn BCen runeptexsum). J Am Coll Cardiol 2004; 43: 55-12S.
~ 2. Humbert M, Sitbon O, Simonneau G. Treatment of pulmonary arterial
EBpOI‘IbI - 06be'D‘MHHeT BEAYLIUX €BPONencKux hypertension (JledeHne neroyHon apTepuanbHon runepteHsuu). N
cneunanuctoB B obnactm MeouuuHbl OnA Engl J Med 2004; 351: 1425-1436.
npeanocTaBrieHnA MHd)opMaL[MM nauneHTam wu 3. Humbert M, Sitbon O, Chaouat A, n ap. Pulmonary arterial hyper-
MOBLILEHNA OCBEAOMMNEHHOCTN O pecnupaTop- tension in France: results from a national registry (JlerouHaA aptep-

nanbHaA runepTeHaua Bo dpaHumu: peaynbtaTbl U3 HAUMOHANBHOTO
HbIX 3aboneBaHnAX. peectpa). Am J Respir Crit Care Med 2006; 173: 1023-1030.
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