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JAEI'OYHAA 'HIIEPTEH3HUA

JIlM'- amo 2pynna 3abosiesaHull, xapakmepu3yrouw,uxcsi
rnpozpeccupyrowumM rnosbiWeHUeM Jj1Ie204Ho20
cocyoucmoa0 cornpomueJsieHusl, Kkomopoe rpueooum 8
paseumuro npaeoxxesiydo4ykoeol cepOeYyHoU
Hedocmamo4yHoCcMuU U rnpexoespeMeHHoU a2ubenu
nayueHimoes. narHo3 JII' onpepensierca npu cpegHem
AaBlieHUN B Nlero4yHoun aprtepumn donee 25 MM pT.CT. B
nokoe n 6onee 30 MM pT.CcT. npyn PMU3NYECKON Harpy3Ke




KIIMHUNYECKASA
KITIACCUDOUKALUA JIT

1. IleroyHan apTepuanbHasga runepteH3sus (J1AlN)

2. JleroyHasi runepTeH3us, accoummpoBaHHas C
nopaxeHMaAMMU rnieBbIX OTAENOB cepaua

3. JIl, accoummnpoBaHHasa ¢ NaTonorueu
AbiXaTenbHOU CUCTEeMbI U /N rMNoKceMmueu

4. Il BCheacTtBue XpOHUYECKUX TPOMOOTHUYECKUX
unm amoonuyecknx saboneBaHun

5. CmewaHHble (popMbl




INATOI'EHE3 JIT

B naTtoreHe3e nero4Hom runepTeH3umn y4yacTBYOT OCHOBHbIE naTtocusnornormyeckue
MeXaHU3Mbl:

1.Ba30KOHCTPUKLMUSA,
2.peayKuus neroyHoro CocyaucToro pycna
3.CHMKeHne 3aNacCTUYHOCTU CTEHOK JleroYHbIX COCyaoB,

4.06nuTepaumnsa npocBeTa Niero4yHbIX cocyaoB (Tpom603, nponudepaums
rMagKoOMbILWEeYHbIX KIeTOK

5.B crniyyae nepBMquﬁ neroyHomn rmnepTeH3Inn natosiorn4yeckne "AMeHeHnA BO3HUKakoT B
CTeHKaX ANCTal1bHbIX Jiero4yHbIX apTepun. Onpe.qenmoTc;l FM"GQTQOQMH MeaOuu,

HQOHMQeQaTMBHbIe u QMGQOSHbIe n3mMeHeHnsa MUHTUMbI (KOngHTque_CKMe_VI
3KCLI,eHTpM'~Ie_CKMeL aABeHTULINN C NpUsHakaMum NepmnBacKynsapHoOu BoCcnarnunTesribHou
MH@MHI:T@MM n covYetTaHHbIiMU noBpexaeHnamu (annartaums, TQOM603!.

6.BmecTe c TeM Beayllee 3HaYeHUe ANA pa3BUTUSA JIEFrOYHOM MTMNepPTEeH3UN OTBOAUTCH
ANChYHKLMN IHaAoTEeNnns, obycnosnuBarLlen HapylleHMe 6anaHca Ba3OKOHCTPUKTOPOB
M BasoausiataTopoB, Bbi3blBaroLle Ba3OKOHCTPUKLUIO U aKTUBUPYIOLLIEN
3HOOoTeNMM3aBMcCMMoe 3BeHO remocTtasa. BocnanurenbHble KNeTKn n TPOMOOLUTbI TaKXke
MMEIOT BaXXHOE 3HaYeHue B pa3BUTUM NIEro4HOM runepteH3un. B nnasme kpoBu y
NauMeHTOB C NIero4HOM rmnepTeH3nen onpeaensaoTcA NOBbIWEeHHbIe YPOBHMU
npoBocnanuTeribHbIX LUTOKMHOB, B TPOMOOLMTaxX — HapyLweHue metabonmama
CepPOTOHMHA.




CHUMIITOMBI

lNMouyTn y BCex naumMeHTOB HabnagaroTCcA nporpeccupyrowias oabillka U 6bicTpas
YyTOMIAAEMOCTb Npu PU3nYeCKOU Harpyske. ATUNUYHbIN AUCKOMMDOPT B rPyAHOU KrneTke
M royioBOKpYyXeHue Unm npegoobmMopoyHoe cocTosiHue npm ou3nyecKou Harpyske MoryT
COMNMpPOBOXAAaTbCH OAbLILWKON U CBUAETESIbCTBYHOT O Ooree Tshkeriom 3aboneBaHUn. ITn
CUMNTOMbI OOYCNOBIEHbI Npexae BCcero ymeHbLeHueM cepaeyHoro Bbibpoca,
BbI3BaHHbIM NpPaBoOXesyA04KOBOM HEAOCTAaTOYHOCTLIO. CMHApPOM PenHO BCcTpeyvaeTcs
npnbnusntenbHo y 10% nauneHTOB C MQUONaTUYECKOMN NIEro4HOM runepTeH3neu,
nopasnsirowee 60NbLWNHCTBO — XEeHLWMHbI. F[eMONTU3NC BCTpevyaeTcA peaKo, HO MOXeT
ObITb NeTanbHbIM. luchoHnA U3-3a caaBrieHUA BO3BPATHOro ropTaHHOro HepBsa
yBeJIM4eHHOM NneroyHoun aptepuen (cuHapom OpTHepa) TakKe BCTpe4vaeTca peako.

Ha no3gHux ctagusix 3aboneBaHUsA NPU3HaKM NPaBOXeNnya04YKOBOM HeJOCTaTOYHOCTHU
MOryT BKIio4aTb BblOyXxaHue npaBoro xenyaoyka, 3HaymTesibHoe pacliensieHme
BTOpPOro ToHa cepaua (S2), ycuneHHbIN nerovyHbin KOMnoHeHT (P2) S2, nerouHoun
LWeslY0K N3rHaHusa, 3 TOH NpaBoro Xxenyao4dka (S3), wym TpuKkycnuaarnbHOW
peryprutauum n HabyxaHuwe sspeMHoOM BeHbl. K no3gHuUM nNposiBNeHusiM OTHOCUTCA
3aCTOMHOE yBenM4yeHue nev4eHn u otekn. Ayckynbrauums nerkmx oobi4HO B Hopme. Y
NauMeHTOB TaKXXe MOryT HabnoaaTbCA NPOABNEeHUs NPUYUHHBLIX UITU COYEeTaHHbIX
HapyLUeHUN.




KIIMHNYECKUE
[TPU3HAKHA

OTmMmeuatoTca cnabocTb, yCTaNnocCcTb, OAblLKa, KpOBOXapKaHbe, aHMMHO3Has
6onb B ob6rnacTtu cepaua, rorioBoKpyxeHue, abaoMmHanbHbIM AUCKOMAOPT.

®dun3nkKanbHbIe NPU3HaKN BKNOYaloT
*nynbcaumio crieBa oT rpyaAuHbI B YeTBEPTOM Mexpebepbe,

eyBeJsin4eHme npaBoro Xxenyaoyka (npu sHauynTenbHou runeprtpocdun n/nnn
avnarauyum),

* Npu aycKynbTauum cepaua — ycuneHme 2 ToHa BO BTOPOM Mexpebepbe
cneBa, NAaHCUCTONMYECKUN WYM B Clly4yae TPUKycnuaanbHom
HegocTaTo4yHOCTH, WyMm Mpexema — Ctunna.

*K npu3sHakam npaBoXenyao4KkoBOM HeJOCTAaTOYHOCTU OTHOCSATCA Nynbcauus
LUeNHbIX BEH, renatomMeranus, nepudepmnyeckme oteku, acuut. Boissnsarrca
NPU3HaKWU, XapaKTepHble A1 OCHOBHOro 3aboneBaHusA: npu amduseme
nerkux — «6o4ykoodpasHasi» rpyaHasi Knetka, usmeHeHue gucTarbHbIX
danaHr nanbueB — «bapabaHHbIe NaroYKN» U «4acoBble CTeKIay, Npu
HacneacTBEeHHOW reMopparm4eckom TereaHrMo3KTasmm u CUCTEMHOM
CKnepose — TefleaHrMo3KTa3um Ha KoXe U CIIM3UCTbIX, AUruTarnbHble A3Bbl U

T.0




TIMATHOCTHUKA

JIlN- npeaBapuTenbHbIN ANArHo3

. aHaMHeCTn4ecKne cBeaeHuns
. KNMMHUYECKME NPU3HAKN N CUMNTOMBI
. cUMNTOMbI NporpeccuposaHuns J1I
. CUMMNTOMbI, CBA3aHHbIE C COMYTCTBYHOLMMN 3aboneBaHNAMN
. donsnkanbHoe obcnenosaHne
Bepudukauma guarHosa JII'
. OKI
. BKI, ®KI
. peHTreHorpagua opraHoB rpyaHON KIETKMU,
. OXOKI
. [Tpoba ¢ 6 MUHYTHOM XO0ab0O0M
. OueHka remoanHaMuKn (Katetepusauuns npasbliX OTOENOB

cepgua v nero4Hom aptepumn, OPIT)




PeHTreHonornyeckoe uccnegoBaHme rpyaHou Krietkm B
90% cny4yaeB uanonaTtUYeCcKoun Jyiero4uHOM runepTeH3nmn
yKa3blBaeT Ha XapaKkTepHble usmeHeHus. OTmeyaroTca :

NOBbILWEHNe NPO3PaAYHOCTU NErovyHbIX Nonemn Ha
nepucepun BcneacTene oobegHeHNA Nero4yHOro pUCyHka

BblIOyXxaHune cTBONa 1 yieBOMN BETBU JIEro4YHON apTepuun,
dopmupyrowmnx Il ayry no neBomMmy KOHTYpy cepaua (npamas
npoexkuus),

paclumpeHne KOpHen ferkux, ysennvyeHue npaBbIiX OTAENOB
cepaua (puc. 3). NMNpu peHTreHONoOrM4ecKom uccriegoBaHnmn
BbISIBINIAKOTCA U3MEHEeHUSA Nerkux n cepaua, Kotopbie Mornu
UHULUMUPOBATb Pa3BUTUE NTErO4YHOU MMNepTeH3nn.




HeT cneundumyeckmnx nabopaTtopHbIX Npu3HakoB nsonuposaHHowu JII. UHoraa moryT ObITb
naTonorn4ecKumMm pesynbraThbl Cregyrowmx nccrnefoBaHuin, B OCHOBHOM MO NpUYiMHe 3aboneBaHuUn,
cBsizaHHbIX ¢ JII™:

1) rasomeTpusa aptTepuanbHON KPOBU — YyMepPEHHasi rMnokcemMus (3HauMTernbHasa npu 3aboneBaHusx
JIero4HOM NapeHXMMbl NN BPOXAEHHbIX NOPOKax cepAaLua Ha cTaaum ob6paTHOro LYHTUPOBAHUA UMK
npaBoO—1eBOro WYHTUPOBaHUA Yepe3 OTKPbITOe OBafibHOEe OKHO); runepkanHusa npu XOBJ1 n
LeHTpanbHbIX HAPYLIEHUAX perynsaumm agbixaHus

2) aHTUHYKNeapHble aHTuTena =1/3 6onbHbIX ¢ uanonatTuydeckon Jil. PytuHHo onpepensante aHntn-BUY
aHTUTEna.

3) noBbIWeHKe MapKepoB noBpexaeHus nevyeHn npu JIIN, cBsA3aHHO C BTOPUYHOMN rMNepTeH3nen.

2. OKTI': B HauanbHoM ctaguu JIIN YacTo B HOpMe; No3Xe npaBorpamma, P pulmonale, 6nokaga npason
HOXKM ny4ka N'Mca, cumnToMbl runepTpodun N neperpysKku NnpaBoro xenyagoyka. Takke moryTt
NosIBNATLCA HapyLWeHUs cepaeyHoro putma (Hambornee 4acTto npeacepaHble TaXUKapaMu U TpeneTaHue

npeacepaun).

3. PT rpyaHOM KneTKU: pacluMpeHue CTBONA Jiero4HOM apTepum U NPOMeXYTOYHON apTepun, yBerinvyeHue
nNpaBoro xenyao4vka 1 NpaBoro npeacepans; CAMNTOMbI 3aCTOsi B ManoMm Kpyre KpoBoo6paieHuu npwm JT,
3aBMUCSALLEN OT HeAOCTAaTOYHOCTM NIeBOrO Xenyaouka, U npyu oonutepupylowemM 3aboneBaHMU NEroYHbIX
BeH (Toraa 6e3 ancdyHKLMM NeBoro xenyno4vka Ha axokapauorpadum); NnpusHakm MHTepCTULManbHOro
3aboneBaHnA unun amcgpusemosl npu neroyHon npuymnHe JI.




¢yHKuMOHaﬂbHoe nccecrnenoBaHume Jfierknx.

1) cnupomeTpuAa — 4acTto B HOPMEe; CUMIMTOMbI PECTPUKLUU UNUN
o6cTpykumn npu JIlN Bcneacreve napeHXUMaTo3HOro 3aboneBaHus
Nerknx unm 6pPoHxXoB, CUMMTOMbI JIEFKOM OOCTPYKLUN HA YPOBHE MeSIKUX
OpoHxoB npu aptepuanbHon JII

2) nnetnamorpaduna — npom3BoONibLHO ycTaHOBNeHa rpaHuua 60% ot
ob6wen emkoctu nerkmnx (OEJ1 [TLC]), HUXKe KOTOPOM MHTEpCTULMANBbHANA
OonesHb cuMTaeTcsa AoMUHUpYowen B pa3sutum JII, ocobeHHO npu
conyTtcTBylowemM hpubpose nerkux Ha KTBP

3) anddy3moHHana emkocTb Ana okucu yrnepoaa (DLCO) — moxeT ObITb
noHMXxeHa npu nanmonatn4veckoun J1I, ocobeHHO HU3Kasa Nnpu
UHTepCcTULMarbHbIX 3aboneBaHUAX Fferkmx.




5.9xokapauorpadus: ¢ uenbio noaTBepxaeHUa nonospeHusn Ha JIIN n noncka
npuy4nHbl. I3meHeHuUs, cBsAizaHHbIe ¢ JII': yBenn4yeHme nomnocTy npaBoro
Xernyaoyka M pacluMpeHue fnero4yHoro cTBorsa, a Ha 6onee No3gHUX cTagusix
— yBefniMyeHue npaBoro npeacepausi, ymeHolweHue n gecpopmauumsa nesoro
Xenyaodka v neBoro npeacepavs. UccnegoBaHue B AoNMNIepOBCKOM
pexume, o0CO6EeHHO BOJIH peryprutauum yepes KnanaHbl NpaBou 4acTtu
cepaua, ¢ uenblo OLEeHKU AaBrieHUA B fIlero4yHon apTepumn.

6. Nepdy3noHHasa cumHTUrpadma nerkux: npu aprtepuansHon JIr
CUMHTUrpamMMma nerkux B npegenax HopmMbl UNu ¢ cyécermMeHTapHbIMU
Aedekrtamu nepdgy3nmn; ocHOBHOE UccrnegoBaHue nNpu AMarHoCcTuke
Tpomb6oambonunyeckou JIIN — cermeHTapHble 1 6onblne aedekTbl nepdysuu;
HapyLweHus nepdy3nm cpegHen CTeneHu TSHXKeCTU BO3MOXHbI TaKxke y
G6onbHbIX 1' rpynnbi JII

7. KaTeTepusauusa npaBbiX OTAENOB cepaua v fiero4yHoOn apTepun: 30510TOU
CTaHOApPT NPU OLEHKe reMOANHAMMUKU NEero4HOro KpoBooobpalyeHus.
BonbHbIM ¢ apTepuanbHon JIIN BbINOMHUTE OCTPYH reMOAUHAMUYECKYHO
npoOy c JIC, koTopoe CUMbHO paclunpsieT fierouHble cocyabl (OKCUA a3oTa,
NPOCTAUMKIIMH UMK afeHO3UH B/B)




Ocmadnenne
COCYAHCTOrO
PHCYHKA

Pacuuup enme
VN

Pacuup exne
JIerOMHOM
apTep uu
W e NPABON
BeTBH

Puc. 3. Npamana u npasas 00KOBaA PEHTreHOrpaMmbl OpraHoB rpyAHON KNeTKK Npu
nauonaTuyecKon nerovyHon runepteH3uu (MX — npasbiv Xenyao4ex)

KateTtepusauyma npaBbiX OTAENOB cepAua 1 OCTpble TECTbI HA
Ba30pPeaKTUBHOCTb BbIMOSTHAKTCS AN OLLEHKN CTEMEHMN TSXKECTUN NEro4YHoOm
rMNEePTEH3NN, Pa3BUBLLUNXCHA reMOANHAMUYECKUX HapYLLEHU, NPOrHo3a

3 (PEKTUBHOCTM NPOBOANUMOro fnedeHusi. B Tabn. 2 npeacraBneHsb
npenapaTbl 4Ns OCTPOro Basoaunartmpyowero Tecta. [1py BbINONHEHNN
KaTeTepusauum aHanmsnpyoTca OCHOBHblE reMoaAnHaMU4YecKmne
napameTpbl
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KaTe'repu:;auua npaBbixX OTAEenoB cepaua npu amarHose neroyHas
rMNepTeH3uA




Karerepsaius nNpaBhIX OTAEI0B Cepaua

Karerepusanpis npaBbIx 0T/IeJI0B
cepavp pebyercagna
TOATBEPKAEHNA guardosa JIAT
JIAT onpenenseTcAmno clefyiommm
napaMeTpaMm

e clJIA 225 MMpT. CT. B

COCTOAHUH MOKOA
o JIBJIK<15 mMpT CT.

Galié et al. Eur Heart J 2009.
Cranpgap THBRIE TOYKH JOCTYTIA I KaTeTepa




6. KateTtepusaumua npaebix oTANOB cepaua u NA

g
* .0

e

OCHOBHOM MeToA NPAMOro uamepeHua AaBrneHuAa B NAA

«NMAaBalOWMH» KaTeTep CBaHa-lFaHLa BBOAUTCA uyepes
BHYTPEHHIOIO APEMHYIO, HAPY)XHYIO APEMHYI0,
NOAKAIOUHMUYHYIO UAU OeppeHHYI0 BeHY B MM, 3atem B DK u AA,
YTO NO3BOAAET U3MEePUTh AaBAeHUe B 3TUX Kamepax cepaua

npoeeAeHUue nNpoob ¢ Basoaunararopamu (NO, apeHO3UH,
NPOCTaUUKAMH, UAONIPOCT) ANl BbISBAEHUA NALUEHTOB C
XOpoLwWKXM OTBETOM Ha Ba3OAUAATUPYIOLLYIO TEpanuio

L] MyShared




Tabnuya 2

MpenapaTtel MM OCTPOINo BA30AMNATHPYIOWETro TecTa

LN U

H MeTOAMKA MX NPHMEeHeHHA

DO AU SO

Epoprostenol | BHytpuBeHHaa | 2 HI/Kr/MIH B 2—10 Hr/Kr/MuH
WHGpy3UA TeyeHue 10-15
MUH
Adenosine BuyrpusenHaa | 50 mkr/krimuH B | 50-250 mkr/kr/
WHehy3uA TeYeHue 2 MMH | MIH
Nitic Oxide | WHranayuoHHo - 10-80 ppm




lemogunHamunyeckue napameTpbl, Heobxoanmbie ons
ANarHOCTUKU JNIero4HOMN rMnepTeH3umn:

ICaTypauunst KUCrnopoAaa;
[laBneHue B npaBoOM npeancepaumn n npaBom

XKenyagouke;

‘J[laBrneHune B Nero4yHou apTepuu — cucTonuyeckoe,

AnacTtorin4yeckoe, cpenHee,

"|daBreHne 3aKNMHUBAHNA B NIeroYHbIX Kanunnapax;
ICepaeYHbIN BbIOpOC/MHAOEKC;

_JleroyHOe cocyanucToe conpoTuBrieHne;
ICncteMmHoOe apTepuarnibHoe AaBrieHue;

YacToTa cepaeyHbIX COKpaLLEeHUMN;

IPe3ynbTaTbl OCTPOro Tecta ¢ BasoaurataTtopom.




Pe3ynbkTraTthl 3xokapavorpaduu, AeMOHCTpUpyoLime
CUCTONNYECKY ANChYHKLUIO NpaBbiX OTAENOB cepaua
(Takme Kak cuctonmnyeckasi 3KCKypcus nNJyIoCKOCTHU
TPUKYyCNUAanbLHOro KonosLua) n onpegeneHHble pe3ynsraTtbl
KaTeTepu3auuu rnpaBbiX OTAESIOB cepAaua (Takme Kak HU3KUKn
cepaeYHbIv BbIOPOC, BbICOKOE cpeaHee aAaBrieHue B
riero4yHon apTepumn U BbICOKOEe AaBneHue B NpaBoM
npeacepavu), ykasbiBarOT Ha HanNU4ne TAXerion nero4yHoum
runepTteH3nun. [lpyrme nokasartenu TsHKeCcTu nero4yHom
rmnepTeH3nm oueHNBaKTCA ANA OLEeHKU NPorHosa v ans
MOHUTOPUHra peakuum Ha Tepanuio. OHN BKNHOYaKOT HU3KNe
nokasaTtenu tTecta 6-MMHYTHOU XO0AbObI U BbICOKUM
nna3sMeHHbIN ypoBeHb N-TepMUHaNbLHOro Nnpo-Mo3roBoro
HaTpunypetudeckoro nentnga (NT-npo-MHI1) unn mosrosoro
HaTpuunypeTudeckoro nentuga (MHI).




KJIACCUDUKAILNS

Mo cTeneHu NoBbLIWEHNA AaBNeHUs B fiero4yHon aptepum (
onpepensaeTcs Npu KateTtepusauum cepgua unm MeToaom
JxokKkapauorpadgumn) BoiaenaroT 3 CTeneHu ee:

1 cteneHb — 25 -45 MM pT.CT.
2 cteneHb - 45—65 mm pT. CT.

3 cTteneHb - Oonee 65 MM pT. CT.




OLIEHKA TSDKECTH JT
OYHKIIMOHAJIBHBIN KITACC
(OK)

nacc |- bonbHble ¢ JIIN 6e3 orpaHnyeHusa pusnyeckon

akTuBHocTU. OObIYHanA CbVI3VI‘-IeCKaf-| dKTUBHOCTb HEé Bbi3blBaeT
nosisnneHne oAbILUKMU, C.l1360CTVI, oonu B rpyaun, rorioBOKpyxeHus.

Knacc lI- 6onbHble ¢ JII, npuBoasilen K HEKOTOPOMY CHUXEHMIO
donanyeckon akTUBHOCTU. B nokoe oHM oLy aroT cebs

KoM OpTHO, 0AHaKO 0ObIYHasA (pusnyeckasa akTUBHOCTb
CONpoBOXAaeTCcH NosABrIeHUEeM OAbILWKK, crnabocTu, 6onu B rpyau,
roNOBOKPYXEeHUS.

Knacc lll- 6onbHble ¢ JII, npuBoasilen K Bblga)KeHHOM
orpaHnyeHunio chmanyeckon aktTuBHoctTu. Heoonbwan pusanyeckas
aKTUBHOCTb BbI3bIBaeT NosiBneHue oabIiWwKu, cnadocTtu, oonu B
rpyaun, ronoBOKPYXEeHUS.

Knacc IV- 6onbHble ¢ JIIF HecnocoOHbI BbINOSTHATL JOOYHO
don3nyeckyro Harpy3Ky 6e3 BbillenepevnucrieHHbIX KNMMHNYeCKNX
cumnTomoB. Opbllika Unu cnabocTb MOTryT NPUCYTCTBOBaTbL Aaxe
B NokKoe, auckomdopT Bo3pacTtaeT Nnpy MMHNMaNbLHON Harpy3kKe.




Mpu nonoxuntensHOM pe3ynbTaTe OCTPOro Tecta Ha
Ba3oOpeakTUMBHOCTb Ha3Ha4alT 6rnoKaTopbl KarbLueBbIX
kaHanoB (BKK), acpthekTMBHOCTb KOTOPLIX NP flero4yHoun
rmnepTeH3nn nokasaHa B KIIMHUYECKUX UccriegoBaHUAX
(ypoBeHb aokasatenbHocTu I-C npu K I-lll) (Tabn. 4).
PekomeHaoOBaHbI K MIPUMEHEHUIO AUNTUA3EM U
aurnaponupuanHosblie BKK, npun atom BbIOOp npenaparta
onpeaensieT UCxoA4Has YacToTa cepAeYHbIX COKpaLleHUN.




Tabnnuya 3
OCHOBHbBI® NOKA3ATeNIM TAXKECTH TOUSHHA M NpPporHosa npm neroyHoO# TMNepreHsm

KnuHiyeckue npusHaku Orcyrceyior Mpucyrcreyor

NpasoXenynoukoson

HeQOCTaTOYHOCTH

CropocTb nporpeccupoBaHua Huskas Bucokas

CUMMNTOMOB

Cunkone Her Ha

@K (WHO) Ll v

OucraHyua 6-MX OnvHuan, > 500 m KopoTtkasa, < 300 m

Kap auonynsMoHanbHbil Muxkostiit ypoeeHsb noTpebne- Muxoebiid yposeHs notpebne-

HarpysouHbiil Tect HUA O, >15Mn/tMnH/Kr HIA O, < 12MIVIMMH/Kr

BNP HopmanbHuii MosbileH

IxoKI OrcyrcTByer Onpegenserca
nepuKapauansHein BbINOT nepuKapamansHbiil BbINOT

[ertopuHamuueckne Hdasnexue 8 npasom rpepcep- | JaeneHue 8 npasom npepcep-

noKasarenu AWK < 8 MM PT.CT., COpaedHEn | auun >15 MM PT.CT., CepLeuHblil
WHOeKe = 2,5 niuHm? mHpeke < 2,0 n/rnH e




Amnoaunud (Hopmogunun, OAO «'egeoH Puxtep», BeHrpus)
OTHOCUTCS K nNpenapartam nepBoro psiaa y nauMeHToB C NeroyHom
rmnepTeH3nemn u NpaBoXenyao4KkoBou cepaevYHON HeJ4OCTAaTOYHOCTbIO.
JleyeHne Ha4YMHaKOT C ManbIX 403 Npenapara, OCTOPOXHO NPOBOAAT
TUTPOBaHMe A0 BbICOKUX 803 (12,5-15 Mr/cyT), KoppenupyroLwmx ¢
YPOBHEM cpeaHero AaBfieHUA B fiero4yHon aprtepuun). KnnHuko-
remoguHamunyeckue ahphekTbl (CHUXKEHNe AaBNeHNs1 B Nero4yHomn
apTepuu, yMeHbLUeHNe FIero4HOro CoCyaAucToro ConpoTuBeHns) npu
ANUTeNbHOM NMpPUMEeHeHUn amnoaunuHa Haobngartca y 50%
nauueHToB.

B cnyyae oTpuuaTtenbHOro orBetTa Ha ocTpoe BBeAeHue
Basogusiatatopa HavyanbHasi Tepanusi Iero4yHoOM runepTeH3nmn
npoBoAUTCS NpocTarfnaHanHaMmum, aHTaroHMCTaMu peLenTopoB
3HAOOTeNIMHa, OKCMAOM a3oTa U UHrMoutopamu cocdoanacrepasbl TUNA
5 (tabn. 5




MNMpoctarnanauHbl (Epoprostenolol lloprost, Treprostinil, Beraprost)
paccMaTpMBalrOTCs Kak NepcnekTUBHAaA rpynna npenaparoB AfA fie4eHus
JIero4yHOM rMnepTeH3nn, NOCKOSIbKY OHU NPOABASAIOT BasoagunaTupyroLime,
aHTuarperayuoHHble 1 aHTunponudepaTuBHblie cCBOMCTBA. Pe3ynbraTthl
HabnoaeHnn 3a 3ppeKTUBHOCTLIO MPUMEHEeHUsA npocTarraHaMHoB
noKasanu, YTo 1 B CllyYaax oTpuuaTtesibHOM OCTPOU NPoObLI Ha
Basogunartauuio y naumMeHToB, Nofy4YyaBlUMX NpenapaTtbl yKa3aHHOW rpynnbl,
OoTMe4arnoch yry4weHue Te4eHUs fiero4yHoOM rmnepTeH3un aMonaTu4ecKon u
accouuuMpoBaHHOMU C CUCTEMHbIMU 3ab0neBaHMAMU COeAUHUTENbHOWN TKaHMU,
nopokamu cepagua, BUY-nHdekunen.

NpumeHeHMne aHTaroHUCTOB peLenTopoB 3HAoTennHa (Ambrisentan,
Bosentan, Sitaxentan) ocHoBbIBaeTCsl Ha 3KCNpPeccumn B NEerkux
3HOOTeNnnHa-1, Bbi3blBaroLEero Ba30KOHCTPUKTOPHbIN U MUTOTE€HHbIN
ac¢pcdhekTbl, N ero ponu B natoreHese Nero4yHon runepreHsuu. inurenoHoe
Ha3Ha4YeHue npenapara NpogeMoHCTpupoBano cHumxkeHue ®K, yny4weHume
TONEpPaHTHOCTM K hU3nYeckon Harpyske, reMogMHaM1U4eCKMX napameTpos.
NosiBneHne HexenaTenbHbIX peakuun (NoBbIWEeHMUe YPOBHSA Ne4YeHOUYHbIX
cdepmMeHTOB, aHeMUA, 3aaepKKa XKUOKOCTU, BO3MOXHaA TECTUKYNAPHasn
aTpocma n ap.) orpaHMYMBaET Ha3HA4YeHMe aHTaroHUCTOB peLenTopoB
3HOoTeNnuHa.




Okcup a3zota n nHrmoutopsbl pocoamnacrtepasbl Tuna 5 (Sildenafil,
Tadalafil) npumeHaroTca y 60NbHbLIX C UANONATUYECKOWN NTEro4HOM
rmnepTteH3veun B criyyae Heath(hpeKTUBHOCTM CTaHOAPTHOM
MeauKamMeHToO3HoM Tepanun. OKcua a3oTa Ha3Ha4YaeTCA UHransuMoHHO B
TeyeHue 2-3 Heaenb 2—40 ppm B Te4yeHue 5—6 yacos. [lpumeHeHuUue
MHrMounTopos pocchoanacTepasbl TUNA 5 CHMXKaET fneroyHoe
cocyamucToe COonpoTUBIieHUe, yrydllaeT reMmoanHaMUKy U
nepeHocCMMocTb PU3NYEeCKOU Harpy3ku. PesynbraTbl UCCrneaoBaHUA
Sildenafil nokaszann xopowyro nepeHOoCUMMOCTb U 3(phpeKTUBHOCTb
npenapara rnpuv nNero4yHou runepTeH3umn pasfiMiHoOnN 3TUOSIOrUN.

B cny4yae Heah(peKTMBHOCTU MOHOTEpPanun B Fie4YeHUN JSTIero4YHOM
rmnepTeH3nmn UCnosib3yrT KOMOMHUPOBAaHHYIO Tepanuio, Ha3Havyasa ABa
nubo Tpu npenaparta pasHbiX rpynn. Xupypruiyeckue Metoabl fie4eHUs
BKJ1HOYAIOT OansioHHY0 npeacepaHyo CenTocCTOMUIO U TPaHCcnaHTauuro
Nerknx nIMbo Kommnnekca nerkue—cepaue.




Tabnuya 4
Jlo3bl BKK ANA neyeHHA NeroyHon rurnepreHsHu

Cyrounan gosa (Mr) npH cpepHeM aasneHin
B nerodHoll aprepim

<50 um 50-100 MM >100 MM
pr.cr. pr.cr pr.cr
80-120

WecpaguniH 25-5 Ha2,5-5 75-10 10-125 12,5-15
AMnoguniH 25-5 Ha25 10 125 15
NayuapniH 24 Ha2 4 4-8 8

180-240

Tabnuua 5
OuppepeHunpoBaHHan HavyalbHaA Tepanua NeroyHon rMNepTeHsuu

@K Il (WHO) @K IV (WHO)

Ambrisentan, Bosentan,
Bosentan, Sitaxentan, Sildenafil,
Sildenafil Epoprostenolol, lloprost
inhaled
I-B Tadalafi Tadalafil, Treprostinil, loprost
inhaled
lla-C Sitaxentan lloprost, Treprostinil Ambrisentan, Bosentan,
Sitaxentan, Sildenafi,
Tadalafil, Treprostinil,
lloprost inhaled, KoM6MHu-

poBaHHaA Tepanua




CIIMCOK JIMTEPATYPDI

 Hau pykoBoacTBO nop pepakumen YyvyanmHa

 PykoBoAcTBO NO HEMLIEMUYECKOWN Kapauosiorum no
penakuueu LLocTak.




