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BBenenue

Jlerounas runepten3us (JII') — pacpocTpaHeHHOE COCTOSIHUE, C KOTOPBIM
CTaJIKUBAETCS KaXXIbIM Bpad — T€PAIEBT, IIyJIbMOHOJIOT, KapAUOJIOT, XUPYPT,
MH(EKIIMOHHUCT, PEBMATOJIOT U JIp. JIerouHyo runepTeH3uio AMarHocCTUPOBaTh U
JIEYUTH JIOBOJIBHO CJIOKHO, OCOOEHHO HA PaHHUX dTanax pa3BUTHUS.

Jlerounasi aprepuanbHasi TUIIEPTOHUS SBJSETCS TAXKEIbIM 3a0071€BaHUEM,
OTIUYUTENIbHON 0COOEHHOCTHIO KOTOPOTO SIBJISIETCS CY)KEHUE KPOBEHOCHBIX
COCYJIOB JIETKHX, B PE3YJIbTATE YETO BO3HUKAET JbIXaTeJIbHAs U CEpACYHAs
HEI0CTAaTOYHOCTh. DTUM 3a00JIEBAHUEM CTPAJAIOT NPEUMYIIECTBEHHO JIIOIU
TpyAocnocobHoro Bo3pacta, 80% u3 KOTOpBIX KeHUIUHBL. [Ipu oTcyTcTBIM
JICYECHUS CPEHSAS IIPOJOJKUTEIIBHOCTD JKU3HU MMALUEHTOB HE NPEBBIIIAET TPEX

JICT.
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Jlerounas runeprensus (JII') - 3To rpynmna 3abosieBaHuil, XapakTepu3yro-
HIUXCS] TPOTPECCUPYIOLIUM MOBBIIIEHUEM JIETOYHOTO COCYJIUCTOTO COMPOTHUBIIE-
HHUs1, KOTOPOE IIPUBOJIUT K PA3BUTUIO IIPABOXKEIYAOYKOBOU CEPACYHON HENOCTA-
TOYHOCTH U MPEKIECBPEMEHHOMN THOENIN MaIllMeHTOB.

Juarnos JII' onpenenseTca npu cpeaHEM AaBICHUU B JIETOYHOU apTEPUU
6onee 25 MM pT.cT. B okoe u Oosee 30 MM pT. CT. pu (PU3UUECKOMN HArpy3Ke.

JIT" BBI3BIBAET TSXKEJIbIC HAPYIICHUS B )KU3HEHHO BAXKHBIX OpraHax M CUCTEMax,
HO TMpPEXkJIe BCETo B JIETKUX U CepJilie. DTO U 00yCIIaBIUBAET IOHUMAaHUE
oonprHcTBa (hopm JII' kak cMHApPOMA, BKITIOUYAIOIIETO MTPU3HAKUA HAPYIICHUS
JIETOYHON W BHYTPUCEPACYHON TéMOIMHAMUKH.

HcTopuyeckne cBeJeHUS ¥ INMUAEMHUOJIOT S JIETOYHOI THNIEPTEH3 U

Bomnpoc o cymecTBoBaHMHM Mapajienn3Ma MeX/1y YPOBHEM JaBJICHUS B
0OJBIIOM U MaJIOM Kpyre KpoBooOpalieHuss 00CyKaaeTcs C TaBHUX BPEMEH.
Eme ®.Crapaunr (1913) B sxcnepuMeHTe mokKas3a, 4TO MOBBIIIICHHUE
NaBJIEHUS B a0pTE€ MPHU MOCTOSIHHOM BEHO3HOM MPUTOKE CONMPOBOXKAAETCS
noIbEMOM JaBiieHUs B JIA, mpaBoM KellyTo4yKe U IpeAcepInu B
cootrBeTcTBUU Cc pediaexcom Kuraena [3].

Nzyuenne JII' pa3BUIOCH CYIIECTBEHHO 3a MPOLLJIOE AecATHIeTHE. [IepBhIit
KJIMHHYCCKUN DKCIIEPTHBIHN cormacutenbhbiii 1okyMmenT ACCF/AHA 1o JII' 6t
npusAT B 2009 1. B Hacrosiiee BpeMs U3BECTHO Oosiee cTa 3a00IeBaHUM, TpU
KOTOpBbIX pa3zBuBaercs JII', BTopuyHas B 3TUX CIydasiX, T. €. OCIOKHEHHE
OCHOBHOTO 3a0o0neBanus. M3BecTHa u accennuanshas JII', mpuunHa KOTOpoi
OCTAaETCsl HEBBISICHEHHOM.

Cornacuo pexomernamusim BO3 (1961) ato 3a0oneBanre HOCUT Ha3BaHUE
«nepBUYHAas Jerounas runeprensusi» (I1JII'). 91o — OricTponporpeccupyto-
mast 00JIe3Hb C PACPOCTPAHEHHOCTHIO 1-2 Ha MUJITTMOH YelioBeK. Mamonatuyec-
Kas JjierouyHas aprepuanbHas runeprensus (MJIAIDY) Oonee pacnpocTtpaneHa y
xenmuH. Cemeiinas JIAT gacto ciienyer u3 mytanuu B bone morphogenic protein
receptor-2 (BMPR2) u Haciienyetcs Kak ayTocoMHasi JOMUHAHTHAsI 0OJIE3Hb C

HETNOJIHOM YaCTOTOM MPOSIBJIICHUS T€HA U TEHETUYECKUM OXuaanueM. Jlo cux mop
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IIPOJIOJKAETCS JUCKYCCUSI OTHOCUTENBHO HO30JIOTMYECKON HHINBUAYAIBHOCTH
[IEPBUYHOM JIErOYHOMN TUNIepTEeH3UU. HEeKoTophle HecienoBaTen CUUTAIOT €€
MHIUBUAYabHBIM 3a00neBanreM. Ho Bce-Taku MHOTO MyJIbMOHOJIOTOB U
MOP(OJIOTrOB ONPEEISAIOT IEPBUYHYIO JIETOUHYIO TUIIEPTEH3UIO KaK CUHIPOMHOE
nonsTe. [lepBuuHas (nauonaruyeckas) JeroyHas TUNEPTEH3Us CPEeId CEPACUHO-
COCYAMUCTBIX Oose3Hen cocTaBisieT okoio 0,17 % u aBnseTcs npuInHOMI
JIErOYHOTr0 cepaua npuMepHo B 1 % cinydaeB. Pacno3HaBanue nepBUYHON
JIErOYHOW TUNEPTEH3UU 0a3upyeTcs Ha UCKIIOUEHUH UHBIX OOMICTPUHATHIX U
0oJee pacnpoCTpaHEHHBIX MPUYMH MOBBIIIEHUS JABJICHUS B MaJIOM KpyTre
KpoBooOpaiieHus. OHa CTaHOBUTCS MPUUMHON MHBAJIUAU3ALMN U IPU OTCYTCTBUU
JICYCHUsI IPUBOIUT K MPEXKIEBPEMEHHON cMepTH 00JIbHOTO [2].
ITHOJIOTUS, TATOMOP(OJIOTUsl, MATOTeHE3

J10 HACTOSIIIETO BPEMEHU TOYHO HE YCTAHOBJIEHBI IIPOLIECCHI, UTPAIOLINE
IIyCKOBYIO POJIb B Pa3BUTHU MTATOJIOTMYECKUX U3MEHEHUH B JIETOYHBIX COCYAAX
npu JII'. CoBpemennsbie Teopuu narorenesa JII' pokycupyroTcss Ha 4eThIpEX
OCHOBHBIX MAaTO(QU3HOJIOTMUECKUX (PEHOMEHAX:
1. Ba30OKOHCTPUKIMU
2. peayKLUMH JIETOYHOI'O COCYAUCTOrO pycia
3. CHIKEHUU IACTUYHOCTH JIETOYHBIX COCYJI0B
4, o0muTEpaIliH JIETOYHBIX COCYI0B (TpoM0b03 INn Situ, mponudeparus
IJIaJKOMBIIIEYHBIX KJIETOK).

Paznuuarot GyHKIMOHATBHBIE U OPTraHUYECKHUE MATOTCHETUYECKUE MEXaHU3MbI
aerouHoil runepren3uu. K pyHKIIMOHATBHBIM MEXaHU3MaM OTHOCST CY)KEHHE
apTepUoJI IPU HU3KOM ITapLIUaTIbHOM JIaBJIEHUH KMCIOPOJA B aIbBEOJISIPHOM
BO3/lyX€, YTO MPUBOAUT K Pa3BUTHIO TMITOKCUYECKON Ba30KOHCTPUKIIMM, B OCHOBE,
KOTOpo# Jiexkut pediekc Diinepa u Jlunsectpanaa (1946). Ha tonyc cocynos
MaJjioro Kpyra BIMSIOT TaK)Ke€ albBEOJISIPHAs TUIIEPKAITHNASA U TUIIOKCEMUSL.
Cyl1iecTBEHHOE 3HAU€HHE UMEIOT HapyIIEHUs! TPOLECCOB MUKPOLIUPKYJIALINH.
Ba30KOHCTPUKTOpPHOE I€WCTBHE HA JIETOYHBIE COCY Il OKa3bIBAIOT Pa3IuyHbIC

rymopaibHbie (hakTopbl (THCTAMUH, aHTUOTEH3UH, KATEX0JIaMUHBI, JICHKOTPUEHBI,
5
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CEpPOTOHUH, NMPOCTATJIaHIMHbI, BBIJICTSIONINECS NPU TUNoKkcun ). Bo3nukaet
TUC(YHKIUS SHIOTENMS, YTO BEIET K CHUYKEHHUIO YPOBHS aKTHBHOTO
Ba30JMjIaTaTOpa NPOCTAUMKINHA. JIErOUHON rUNEePTEeH3UU CIOCOOCTBYIOT
MOBBIIICHUE JaBJIEHUS B OpOHXaX, KOMIIEHCATOPHOE YBEIMYECHUE MUHYTHOTO
o0beMa KpoBOOOpallleHHs], MOBbIIIEHHE BA3KOCTH KpoBU. [Ipuunnoii JII' MmoryT
OBITH BPOXKJICHHBIE WU TPUOOPETEHHBIC HAPYIICHUS B CUCTEME IeMOCTasa,
KOTOpBI€ MPUBOAAT K TpoMmO03y [K. Moser u coasnt., 1983]. Hapymienus peoio-
TUYECKUX CBOMCTB U arperaTHOr0 COCTOSIHUSL KPOBU YXY/IIIAIOT BHYTPUOPTAHHYIO
MUKPOLUUPKYJIAIHIO, TKAHEBYIO TUIIOKCHUIO, IICHTPAIBHYIO U TIepUEepUUIECKYIO
reMOANHAMHUKY. BciaeacTBre 3TOro mpoucxoauT NpOrpeCCUPOBaHNE NMPU3HAKOB
JIETOYHO-CEPACYHON HETOCTATOYHOCTH, YBEIUUEHUE KOJIUYECTBA OCIOKHEHUN C
yacTbiM pazButueM JIBC-cunapoma [JI. @. Konomnea, 1990]. K anaroMmudeckum
MEXaHU3MaM JIErOYHOM TMIEPTEH3UN OTHOCIT PENYKLIMIO COCYAUCTOrO pycia
JIETKUX B pe3yJIbTaTe 3aKPhITUSI TPOCBETA JIETOYHOU apTepUu MpU dMOOITUH,
BaCKYJIMTE, P YMEHBIIEHUH 00beMa JIETOUHON TapeHXUMEBI. B psijie ciydaes
UMeEeT 3HaYeHUEe KOMOMHAIUS aHATOMUYECKUX U (PYHKIIMOHATBHBIX (DAKTOPOB.

B nartorenese nepBUYHOMN JErOYHON TUIEPTEH3UH BEAYILIUM SIBIISETCS
MOBPEXKAECHUE IHAOTEIHNS JIETOUHBIX COCYI0B C BA30OKOHCTPUKTOPHBIMHU
HapyIIEHUSIMHU U TPoMOO03aMH in Situ. B HEKOTOPBIX ciydasx ©MeeT MeCTO
BPO’KJICHHAS NIATOJIOTHS CTEHOK JIETOYHBIX COCY/I0B, B OCHOBE €€ JIeKaT
OPraHUYeCKUE U3MEHEHUS B MEJIKUX JIETOYHBIX COCYAaX, KOTOPBIE MTPUBOIST K
MOBBILLICHUIO JIETOYHO-COCYAUCTOrO COIPOTUBIICHUS IIPU COXPAHEHUNU
HOpPMaJIBHOTO JaBiieHu 3aknuHuBanus. s [UIIT xapakrepHo Hanuuue
BbIpakeHHOM JII' ipu OTCYTCTBUM NTPU3HAKOB IMOPAKECHUS MAPEHXUMBI JIETKUX,
3a0oeBaHmil cep/ia, a TaKKe TpPOMOOIMOOIIHIA BETBEH JIETOUHOM apTepuu
(TOJIA). Y 6onpmmHCcTBa 60TBHBIX ¢ ceMerinoi JII', a Taxke y psia O0NBHBIX CO
criopaanyeckumu cirydasimu JII' — NJIT' BeIsiBIsIETCST accoumanus ¢ MyTalusiMU
reHa, JOKAJIU3YIOIIErocsl Ha 2 XpOMOCOME U KoJupytomiero peuentop tuna Il k
MPOTEUHY KOCTHOTO MopdoreHesa. OIHaKO J0 CUX MOP HE yCTaHOBJIEHA

MaTOOHMOJIOTHYECKas] B3aUMOCBSI3b MCXKAY 'CHCTHYCCKUMHU HAPYIICHUAMUA U
6



pazButuem JII'. O6paiiaeT Ha cebst BHUMaHue Bbicokas yactota I u Huzkas
neHerpauus npu cemeinoi JII' (mpumepno 20% MyTanuii IpUBOIUT K
MaHudecTalny 3a00JIeBaHUs) U YKa3bIBAIOT HA TO, YTO JJISI PA3BUTHS
3a00J1eBaHUsI HEOOXOUMBI JOTIOJHUTEIbHBIC TPUTTEPHI. ITO MOKET OBIThH
nonumopdusm reros, koaupywimux NO-cunraszy, kapbamun-docdar cuHTasy,
CUHTE3 MEPEHOCUUKOB CEPOTOHUHA, WM IPYTUE CTUMYJIbl, OTBETCTBEHHBIE 32
KOHTPOJIb POCTA JIETOYHBIX COCYJUCTBIX KIETOK. Y OTACIbHBIX MAIlUEHTOB, a
TaK)Ke B CEMbSIX C HACJICICTBEHHON TeMOpparndeckon TeaeaHrudkrazuen (601e3Hb
Ocnepa-Bebepa-Panzio) onucanbl MyTalii reHOB PELIENTOPOB (pakTOpa HEKpO3a
OMyXOJIH 3, aKTUBUH MOJA00HON KMHA3bI 1, SHIOTIMHA.

OcnoBnas npuuuHa JII' ipu TOJIA — peaykuusi CoOCyaucToro pycia
JIETOYHOM apTepHu; MPUINHON IPOrPECCUPOBAHUS SIBIISIOTCS HE CTOIBKO
noBTopHBIe TOJIA, CKOIBKO POCT HEpacTBOpuUBIIerocs TpomoOa. [Ipu ocTpoit
TOJIA mexaHnuueckoe nepeKkprITie 3MO0JIOM COCyZ]a — HE €IMHCTBEHHAS
IpUYMHA BOBHUKHOBEHUS JIETOYHOM TUNEPTEH3UH. MIMEIOT 3HaueHne peakuuu
JIETKUX Ha SMOOJI U BBIJICJIICHHE UMU U arperaTaMu KJIETOK OMOJIOTHYECKU
aKTUBHBIX BeniecTB. OCHOBOM naToreHe3a xponuueckoit TOJIA saBisiercs
MOBPEXKAECHUE IHAOTENNS COCYJI0B C TUIIEPIIPOAYKIIMEN Ba30KOHCTPUKTOPHBIX U
POKOATYJISIHTHBIX BELIECTB.

B 10 e BpeMst y O0JIBHBIX C XpOHUYECKUMH OOCTPYKTUBHBIMH 3a00JICBAHUSIMHU
nerkux (XO3JI) npu KNIMHUYECKUX MPU3HAKAX MMPABOKETYA0UYKOBOI
HEJI0OCTaTOYHOCTH AaBieHue B JIA MOXeT ObITh B TOKOE HOPMATbHBIM UITU
HEMHOT'O MOBBIIICHHBIM. J[a)ke y MAallUEHTOB C BBIPAKEHHBIMU BEHTUJIALINOHHBIMU
HapyLICHUSIMU MOBBILIEHUE JTaBICHUS peaKo npesbimaeT 40 MM pT. cT. TonbKo y
5-40% GOMBHBIX XPOHUYECKUM 00CTpYKTUBHBIM OponxuToM (XOB) BcTpeuaeTcs
JIT" [JI. Y. Bonkoga, 0. U. lreitnrapar, 1995]. Oto cBsizaHo ¢ Tem, 4TO y psiaa
OOJBHBIX TUIEPTPOPUH MPABOTO JKETYIOYKA B OTBET HA TOBBINICHUE JIETOYHO-
apTepUalIbHOTO AaBJeHUs (IOCTHArPY3KH) MPEIIIECTBYET TOKCHUECKas U
TUIIOKCUYECKasi MUOKapAHOIUCTPO(Usl, YTO MPUBOJUT K PAHHEMY PA3BUTUIO

MPABOKEITYI0UYKOBON HEeTO0CTATOUYHOCTH. [IpoBeieHHbBIE B MOCIEAHUE TOIbI
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HCCJIE0BAHUS CBUAETENBCTBYIOT, YTO B IATONCHE3€ 3aCTOMHOM CEPACYHOU
HEJIOCTATOYHOCTU Y 00JIbHBIX XOBb BaskHOE 3HAUEHUE UTPAIOT BHECEPICUHBIE
(baKTOpbl — MOBBIIIEHNE BHYTPUTPYTHOTO JAABICHUS C SKCTPATOPAKAIHHBIM
JIETIOHUPOBAHUEM KPOBHU U YMEHBIIIEHUEM €€ BEHO3HOTO BO3BpaTa K MPaBbIM
otnenam cepaua [H. P. [Tanees u coast., 1997, 1999; K. Yamamoto et al., 1996].

Takum oOpazoM, OTaeIbHbIE TATOOMOIOTUUECKUE MTPOIIECCHl B KJIETKAX U
TKaHsAX 007bHBIX JII' yCTaHOBIEHBI, OJTHAKO B3aMMOJICHUCTBUS STUX MEXaHU3MOB B
Pa3BUTHHU U MPOTPECCUPOBAHNU 3a00JI€BaHMS TOUHO HEU3BECTHO. TEOpEeTUIECKU
MO>KHO TPEJINOI0KUTh, YTO HACTECTBEHHAS MIPEAPACTIONIOKEHHOCTh PEaTu3yeTCs
1oJ1 Bo3ieicTBrEM (DaKTOPOB PUCKA, YTO MPUBOJUT K U3MEHEHUSAM Pa3TUIHBIX
TUIIOB KJIETOK (TPOMOOITUTHI, TJIAIKOMBIIIEYHBIC, YHI0TEIHATLHBIE,
BOCIIAJIUTEIbHBIC KJIETKH), @ TAKXKE B IKCTPAIEIUTIOJISIPHOM MaTPUKCE MUKPOIIUP-
KyJISITOPHOTO pycia JETKux [6].

Hucbananc Mexay TPOMOOTHYECKUMHU, MUTOT€HHBIMH, POBOCTIAIUTENh-
HBIMH, BA30KOHCTPUKTUBHBIMU (haKTOpaMHU U MEXaHU3MaMU 0OpaTHOTO AEUCTBUS -
AHTUKOATYJISTHTHBIMH, aHTUMHUTOT€HHBIMH, Ba30IWJIATUPYIOIIUMH, CIIOCOOCTBYET
Ba30KOHCTPUKIIMK U TpoMO03aM, posinepaTuBHBIM U BOCTIATUTEIbHBIM
HU3MEHCHHUSIM B JIESTOYHOM MUKPOLMPKYJIATOPHOM pyciie (mpuiaoxkenue 1).
NMeHHO 3TH MEXaHU3Mbl OTBETCTBEHHBI 332 PA3BUTHUE U MPOIPECCUPOBAHUE
NaTOJIOTUYECKUX OOCTPYKTUBHBIX MPOIIECCOB B JIETOUHBIX cocynax mpu JIT,
YBEIIMYEHHUIO JIETOYHOT O COCYIMUCTOTO COMPOTUBIICHUS, IEPETPY3KE U
JICKOMIIEHCAIIMU TIPABOTO JKETy104YKa, THOETH OOTbHBIX.

B 3aBHCHUMOCTH OT JIOKaau3aluy COMPOTUBIEHUS KPOBOTOKY Pa3IMYaloT:
NPEeKANNLISIPHYIO M IMOCTKANWLISAPHYO JII'.

Hpexanunaspuas JII' xapakrepusyeTcs HapaCTaHUEM CONPOTHUBIICHHUS B
aprepuanbHoM oTaene MKK, 4To 00ycioBieHo najieHreM napinuaibHOTO
JaBJICHUS KUCIOPO/Ia B AJIbBEOJIAX MPHU CIISAYIONNX 3a00JICBaAHMSIX
XpoHnuueckue 0ponxoiezounvle 3a00,1€6AHUA:

- 00CTPYKTHBHBIE (XpOHUUYECKUI OOCTPYKTUBHBIA OPOHXUT, SMPU3eMa JIETKUX);
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- pECTPUKTHUBHBIE (ITHEBMOCKJIEPO3, MUJIUAPHBIN TyOepKyJe3, CapKoua03,
(uOPO3UPYIOIINIL AJIBBEOTUT U IPYTHUE).
Hopasxcenue apmepuanvhuix cocyooe nezkux (11, poM00361 1 SMOOTHHN
JIETOYHOM apTepHuu, CUCTEMHbBIEC BACKYJIUThI, BPOXKIECHHBIE TTIOPOKHU CEP/IIA C
YBEJIUYEHHBIM JIETOYHBIM KPOBOTOKOM (CHUHAPOM DI3EHMEHTEPA).
Topakoouagppazmanvusvie 3a601e6anusn:
- HEPBHO-MBIIICYHbIC (MUACTEHUSA);
- nedopmarnuu ckenera (KU(POCKOINO3 U IpYyrue).
Yenemenue ovixamenwvnozo yenmpa (cunapom [ukkBuka u 1pyrue).
3abonesanus, conpogosicoaroujuecs ZUunepKUHemudecKum munom
Kposooopauienusa (BpOXJACHHBIC TOPOKH CeP/Illa C YBEIUYECHHBIM JIETOYHBIM
KPOBOTOKOM BCJICJICTBHE IITYHTUPOBAHUSI KPOBH CJIEBA HAIpaBo, 00JIE3Hb
[TemxeTra, THPEOTOKCUKO3, TSKENAsk aHEMHUS U APYTHE).
Hocrkanunusapuas JII' pa3BuBaeTcs npu MOBBILIEHNUH J1aBICHUS B JIEBOM
npencepanu 6oiee 20 MM pT.CT. U HAOTIOJAETCS TIPH:
- J1€80MHCeNY00UKOBOU HEeOOCMAMOYHOCHU 11000 IMUOT0ZUU;
- HapyuieHuu HanoJHeHUus j1e6020 HHcelyoouka (MUTPAIbHBINA CTEHO3, MUKCOMA
WIH APOBHUIHBIN TPOMO JIEBOTO MPEACEPIU U IPYTHE).
JlnutenbHOE MOBBIIIIEHUE TABJICHUS CIIOCOOCTBYET Pa3BUTHIO HEOOPATUMBIX
OpraHUYECKUX U3MeHeHur cocyauctoro pycia MKK, koTopsie u cTaHOBSTCS
NPUYUHOW CTOMKOM U mporpeccupytomen JII'.
DaKTOpbHI PUCKA U ACCOUMUPOBAHHBbIE KIMHUYECKUE COCTOSTHUS

®daxrop pucka (OP) JII'- 370 m0060# IK30TreHHBIN MO0 SHIOTCHHBIN (HaKTop,
COCTOSIHME WM 3a00JI€BaHNE, KOTOPOE MOXKET UTPaTh MPEIPACIIONAralonlyl0 pPoJib
i cnocooctBoBaTh pa3Butuio JII'. ®P mMoryT ObITh peHOTHTIMYECKHE TIPU3HAKU
(Bo3pact, o), JIeKapCTBEHHbIE MTpenapaThl, XAMUUECKUE BEILIECTBRA,
WH(DEKITMOHHBIC areHTHI U T.JI. TEPMHUH «aCCOIMUPOBAHHBIC COCTOSHHUS
UCIIOIb3YyeTCsl 111 0003HAUCHUS TAKUX KIIMHUYECKUX COCTOSIHUM, HaTuuue
KOTOPBIX CBSI3aHO CO CTATUYECKH JJOCTOBEPHBIM YBEJIMUEHUEM BEPOSITHOCTH

pasButus JII'.
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Paznuuaror onpeaesiennsie OP JII' u accouMupoBaHHbIE COCTOSIHUS, YTO

O3Ha4acT HAJIN4YUC BSaHMOCBHSGfI, IMOATBCPIKACHHBIX HCCKOJIbLKUMHU

HE3aBUCHUMbBIMHU Ha6J'I}O,Z[eHI/IHMI/I, BKJIIO49as KOHTPOJIHUPYEMBIC NCCIICTOBAHUA U

AOKAa3aHHBIC SIIMACMHHU, BEPOATHBLIC, O KOTOPBLIX CBUACTCIILCTBYCT PAL HC

MPOTUBOPEYALUX APYT APYTy HAOIIOJEHUN, B TOM YUCIE CEPUU CIYYaeB,

OIHAaKO UM HC IIPUIIUCBIBACTCA POJIb YCTaHOBJIeHHOfI MNPpUYNHBI, BO3MOKHBIC,

KorJga MPpUYIUHHO-CICACTBCHHAA CBA3b IIPCAIIOIAracTCA HAa OCHOBAHUU CCPUN

KIIMHUYCCKHNX Ha6HIOﬂeHHﬁ, PETUCTPOB, MHCHUHU SKCIICPTOB; MAJTOBECPOATHBIE, C

HaJIMYUCM KOTOPBIX CBA3BIBAJIMCH ClIydan HF, HO B KOHTPOJHUPYCMBIX

UCCJIEJIOBAaHUSAX MPUUNHHO-CJICICTBEHHAsI CBsA3b HE OblIa JIoka3aHa (Tabnuna 1)

Tabnuya 1

dakTopsl pucka JII' u acconuupoBaHHbIe KIMHUYECKUE COCTOSTHUS

OmnpeneneHnble ’ BeposiTHbie | Bo3moxHbIe \ MaJjioBeposiTHBIE
Jlexapcmeennvle npenapamsi U MOKCUHbBL
AMHHOpEKC Amperamun Merta amperamMuHbl | AHTHAETIPECCAHTHI
dendaypamun L-tpunrodan Kokaunn OpanbHbie
Hexchendypamun XUMHUOTEpanus KOHTPALENITUBBI
Pancosoe macno DCTpOreHsl
TabakokypeHue
Hemoepaghuueckue u meouyurcrue ycnosus
ITon bepemeHnHOCTH Oxupenue
TUNIEPTOHMS
3abonesarus
onpeJaeJeHHbIe BEpPOSATHbIE Bo3MmoikubIe
BUY-undexmus [TopranbHas 3aboneBaHUs IUTOBUHOM KeEIE€3b
TUIIEPTEH3US / 3a00J1€BaHUS KPOBU
3a0oseBaHus COCTOSIHUE TIOCJIE CIUIEHIKTOMUU
NIEYEHU CEpHOBUIHO-KJIETOUYHAS aHEMHUSI
CucremHbIe -Tamaccemus
3a0oneBaHus

COEIMHUTEIBHON TK
Bpoxnennsie cucre

XPOHUYECKHUE

MuenonpoaudepaTuBHbIC

3200JIEBAaHUA
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JICTOYHBIC TIYHTHI | PEIKUE TEHETHYECKHE 3a00JICBaHMUS
CHUCTEMHO-JIETOYHBI WJIK 00JIE3HU OOMEHA

MOPOKH CepJla -0one3nb [omie

(npuioxkenue 3), | -Oone3nb GpoH I'bepka
BEHOOKKJTIFO3UBHASL | HACJEACTBEHHAs

00JIe3Hb JIETKUX reMopparndeckasi TeJIeaHTUIKTa3HS

(mpuioxenue 2). | (6o1e3un Ocniepa-Bedepa)

KJACCUDPUKAIIMA JIETOUYHBIX 'MIIEPTEH3UI

B nHacTosimiee Bpems cyiiecTByeT HeckoJibko kinaccudukaruit JII,
COCTaBJICHHBIX 1O Pa3JIMUHBIM MpUHIHMNAM. B knaccudukanusx, mpenmokeHHbIX
narosioroanatroMamu [M. K. Ecuniopa, 1976; A. I1. MunoBanos, 1981], oCHOBHBIM
KJIaCCU(PUKAITMOHHBIM TTPU3HAKOM SIBIIICTCS YPOBEHBb HAUOOJBIIIETO MOPaKEHUS
COCYJIOB MaJIOTO Kpyra KpoBoooOpamenus. Knaccudukaius sxkcnepro BO3
(1960), o6o3HauaeMast Kak KiaaccuPuKaIus JEroyHoOro cepaia, u ee MoauUKaIIus
b.E. BoTuana BbI3BIBAIOT psiJ BO3PAKEHUN B CBA3U C HCUACHTUYHOCTHIO TTOHITUIA
«JIeTOYHasi TUIIEPTEH3UA» U «JierouHoe cepaue». B 1980 rogy W. Rossman u
E. Braunwald caenanu noneITky 00beIMHUTE Bee M3BecTHBIE hopmbl JII™ B
KJ1acCU(HUKAINIO, ITOCTPOCHHYIO B (JOpME TIEPEUHUCIICHHS] OCHOBHBIX 3a00JIeBaHUH,
IPU KOTOPBIX MOKET BO3HUKHYTh JII'. O1HaKO OHa HE COAEPIKUT
NAaTOTCHETUYCCKON 1 KIIMHUYECKON XapaKTepUCTUK oTnelbHBIX popMm JII'. Takum
oOpazom, eauHOM obmenpuHATON Kiaccudukaruu JII' B HacTosIee BpeMs HET.
ITepBuunas JII' nmpexie BCEro BKIOYAET UANOINIATHYECKYH0, CEMEMHYIO
AHOPEKCUYECKYI0. DTH IpyMNIbl BKIOYaOTCs BeceMupHoOl opranu3anueit
3npaBooxpanenus (BO3) B rpynny | JIAI'. Ipyrue kareropuu BO3 Bkitouarot
rpynmy Il: JIT' ¢ Gone3nsto neBoro cepaua, rpynny l1: JII' acconuupoBanHnas ¢
OOJNe3HIMM JIETKUX U/min runtokcemueit, rpynmy 1V: JII' u3-3a xpoHuyeckoin
TPOMOOTHYECKOW /MU IMOOTNIECKOM O0ne3Hn u rpynmny V: pa3Hble MPUIHHBI
JIT" (mpunoxenue 4).

N3BecTHO, uTO OcTphIie JII' Bcerjia BTOpUUHBI, SIBJIAIOTCS OCIOKHEHUEM

Pa3IMYHBIX ITATOJIOTHYCCKUX cocTossHUM. OOBIYHO B KJIMHUYECKOU KapTHHC 9TUX
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6one3nei cunapom JII' He BBICTYNAaeT Ha NEPBBIN MJIaH U HE TpeOyeT
CHEUaNbHOIO JeueHus. Jlerounoe aprepranbHOE JaBJIEHUE HOPMAITU3YETCs, KaK
TOJIBKO CTUXAIOT MPOSBICHUSI OCHOBHOTO 3a0osieBanus. [loaTomy B TaHHOM
ciydae peub uaet o kinaccudukanuu JII', nporekaromeit xponnuecku. Pabouas
knaccupuxanus JII' B 3aBUCUMOCTH OT OCOOEHHOCTEH KIMHUYECKOTO TEUEHHUS
ObLJ1a IpeIo’KEeHa COTPYIHUKAaMU Kadeapsl rocnuTanbHoi Tepanuu Ne 1 HMY
uM. A. A. bBoromosbia (1976) npeumyiiiecTBeHHO A1t cocyaucTthix Gopm JII', a
H. P. ITaneessiM (1990) o aTomy xe npunuuny — juist JII' npu xpoHnyecknx
Hecnenupuyeckux 3adoneBanusx Jerkux. Knaccudukanus, npeacraBieHHas B
OPWIOKEHUH 5, TPOLUIA KIMHUYECKYIO anpoOalfio B TeYeHHE MHOTUX JIET
JUCIIAHCEPHOI0 HAOIIOeHUSI OOJBHBIX ¢ pa3iauuHbiMu hopmamu JII' 1 okazanack
yIOOHOM JUTsl KITMHUYECKOW MPAKTHKHU.

dTtuonaroreHerudeckasi kiaccupukanus JII' A.I1. MuinoBanosa (1981)

|. Apmepuo-apmepuonsapnas ¢popma, oobenunsromas 6omee 20 3a00JIeBaHUM,
00yCIIOBIEHA TPOTPECCUPYIOLIEH TUITIOBEHTWISALIUEN aTbBEO0J, aH-
ruocrnacTuyeckum pediexkcom Ditnepa-JInnbectpanaa u runepTpodueid cpeaHeit
000JIOYKH B aJbBEOJIAX U apTePUAX MbIIeYHOTO THa. COOTBETCTBYET
npexanuusipHon JII' u pazBuBaeTcs npu 3a00JI€BaHUSX JIETKUX, TPYTHON KIIETKH,
OOCTPYKIIMU apTepPUU U MATOJIOTUYECKUX COCTOSTHUSX, CBSI3aHHBIX C BO3/IEHCTBHEM
AKCTPEMAJIBHBIX YCIOBUHM BBICOKOTOPbS M 3alOJIAPbS.

Il. Kanunnapuas gpopma, xapakTepu3yeTcs: BEIpaKEHHBIMU H3MEHEHUSAMHU
KamWUISIPOB M MEKaTbBEOJSIPHBIX eperopoaok. OOycioBiIeHa penyKIuei
kamwursipaoro pycina MKK BeneacTBue cnaBienns KanmuuispoB Ipu SMpuzeme
JIETKUX, OPOHXUAIBHOM acTMe, a TakK)Ke MPU HHTEPCTUIIMATBHBIX (UOpo3ax, Koraa
MEXaJIbBEOJISIPHBIE IEPErOPOIKU 3aMEIIAOTCS KJIETOUHBIMU U COEIMHUTEIBHO-
TKAHHBIMH 3JIEMEHTaAMH.

I1l. Benyno-eenosnasn ¢popma, BO3SHUKAET MIPH 3a00JIEBAHUSIX JIEBBIX OT/ICIIOB
cep/illa, HECOCTOATEIbHOCTH CPUHKTEPOB YCTUN KPYIHBIX BEH U COOTBETCTBYET

noctkanumuspaon JII.
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V. Apmepuosenosnas ¢popma, pazBUBaETCs IPU BPOKICHHBIX TTOPOKAX cep/ilia
1 KPYITHBIX COCYJIOB C BHE- U BHYTPHUJIETOYHBIMHU apTEPUOBEHO3-HBIMU LITyHTaAMU U
M30BITOYHBIM KPOBEHAMOIHEHUEM JIETKUX.

V. K nesacnvim goopmam otHocarces JII' ¢ HeyCTaHOBIEHHBIM [TaTOT€HE30M.
Oto JII', BO3HUKAIOIME MIPU TTpUEMeE JIEKApCTBEHHBIX MpenapaToB (TOpMOHATIbHbIE
KOHTpalENTUBbI, aHTUOMOTUKU, AHTUKOATYJISTHTBI), UJIU TIPHU IIUPPO3€E NIEYCHH,
apTepUAIbHOM CUCTEMHOM THUIEPTEH3UH, IITUTEIILHOM I'eMO JUanu3e U
rJIoMepyJioHepuTe.

Ha Bcecoro3nom cbesze TepaneBToB B 1964 r. Obuta npuHsTa Kjlaccu-
dukanus, paspadorannas b.E. Botyanom, nononHsomas XxapakTepuCcTUKY
mpoiiecca 1o JICUSHUI0 U (YHKIIMOHAIBHOMY COCTOSIHUIO KPOBOOOpAIIICHUS,
OJIHAKO U 3Ty KJIaCCU(UKAIIUIO HEb3sI TPU3HATH YJIa4YHOM, TOCKOJIBKY B €€ OCHOBE
JICKUT HE BETYITUH MaTOreHETUUECKUH (DAKTOp — TUTIEPTEH3US, & OCIIOKHECHHE
Oosie3Hu, 0003HaAaYaeMOe TEPMUHOM "JIerouHoe cep/ie'.

Knaccupukauus gerounoro cepaua mo b.E. BOTYAIY
L. Ilo meuenuio:
1. Octpoe neroynoe cepie (pa3BUBAETCS TEUYEHUE HECKOJIBKUX YaCOB WM JTHEM).
2. IlogocTpoe sierouHoe cepaie (Heaenu, MECAIIbI).
3. XpoHuyeckoe JierouHoe cepate (Tobl).
1. Ilo npuyunam:
1. TlopaxeHnue cocyaos.
2. IlopaxkeHue MapeHXUMBbI JIETKHX.
3. [Mopakenue rpyaHON KIETKH, Tra(parmMsl.
IIl. Ilo cmenenu komnencayuu:
1. KomnencrupoBaHHOE.
2. JIeKOMIEHCUPOBAHHOE.
Knunnueckas knaccudukanus JII' HeoOxoaumas i1 cTaHIapTH3AIUN
JUArHOCTUYECKUX MOAX00B U JICYEOHBIX MEPONPUSITUHM, TPOBEICHUS
KOHTPOJIMPYEMBIX UCCIEAOBAHUM B OJTHOPOJAHBIX TPYIIAX NAllMEHTOB ObLa

npunsTa B 2003 r.
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Ha ocHoBanMM KIMHUKO-MOP(OIOTHUECKUX JAHHBIX BBIICIAIOT TPU CTaIuU
teuenus JII':

llepsas cmaous nabunvrou unu mpanzumopuou JII' xapaktepusyercs
MOBBIIIIEHUEM JiaBlieHus B JIA mpu nmoBbIIEHHOM Harpy3ke, a y 6oapHbIx XO3JI —
1pu 000CTPEHUH BOCTAIMTEIILHOTO MpoIiecca, yCyryOJeHUH TUIIOKCUH.
Cuctonuueckoe nasieHue B JIA B mokoe MoxeT ObITh B npeaenax 30-

35 MM pT. CT., IpH Harpy3ke nosbiaercs 10 60-70 MM pT. CT.

Bmopas cmaous JII" (cmabunvuas) oTINYAETCS YCTOMUYUBBIM MOBBIIICHUEM
naBneHust B JIA. AHaTOMUYECKH €l COOTBETCTBYIOT TUNEPTPOdHs MPaBOTO
KeTyI0YKa, HauyaJbHbIE TIPOSIBJICHUS CKIEPOTUUECKUX AUCTPOPUISCKUX
U3MEHEHUH B COCYJIax.

Tpemwvs cmaous Heobpamumoti JII' 1 CKIEPOTUUECKUX AUCTPOPUISCKUX
U3MeHEeHN B cocyaax JIA ocnoxHsAeTcs pa3BepHYTON KIMHUYECKON KapTUHOU
JIT'. AHaTOMHYECKH €Il COOTBETCTBYET rUIEepTPOdUs MPABOTO KEITY0UKA C
pacUIMpPEHUEM €r0 MOJIOCTH, ATEPOCKIEPO30M OCHOBHOTO CTBOJIA U BeTBEH JIA,
OTMEYAETCs MTPABOKETYT0YKOBAsI HEJOCTATOYHOCTh. B CBA3M ¢ 3TUM
CUCTOJIMYECKOE AaBieHue B JIA UMeeT TEHAEHINIO K CHUKEHHUIO.

B 3aBHCUMOCTH OT BEIMYUHBI CUCTOJIMYECKOTO AaBieHus B JIA BoinenseTcs
yeTrbipe crenenu JII':

25- 50 MM pT. CT.

51-75 MM pr.cCT.

76-110 MM pT.CT.

Bbie 110 MM pT. CT.

[To xapakTepy TeueHHUs pa3aInyaroT:
OBICTPOIIPOTPECCUPYIOTYIO,
MEJIEHHO TPOTrPECCUPYIOLIYIO

peuuauBupyronryro JII'.

3aboneBaHure MOXKET ObITh B (pazax:

oboctpenus (Hanpumep, npu XO3J1, penuausupytromeit TOJIA, IUIT u npyrux),
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peMuccuu U 0OpaTHOTO Pa3BUTHS, YTO XapaKTEPHO JIJIsl IEPBOM CTaUU
3a00J1€BaHMs, a TAKXKE MOCIIE YCIEITHOTO XUPYPruYeCcKOro JIeYeHUs MopoKa
cepAla WIH JICKAPCTBEHHOW TEPAUHU.

OnucaHbl ciTy4au MOJHOTO BBI3IOPOBIICHUS, IOATBEPKACHHOTO
KaTeTepu3almel cepia B uHaMuke gaxe mnpu tsoxenou [T [D. V. Bourdion,
1976; A. Fuji et al., 1981].

Jluaenos oondcen ompasicamo umerouwuecst OCIOHNCHEHUS: CePOeYHAs.
He00CmMamoyHoOCmy, HedoCmamo4Hocmo Knanana JIA, anespusma JIA, napywenus
pumma u npo8oOUMOCHU, KPOBOXAPKAHbE U Jlec0uHoe KpogomeyeHnue [7].
Knunuueckue npusnaxu u cumnmomul, ykasviearowue Ha Haiudue JII'.

Bce knmuanueckne cumnromel JII', BeISIBIISIEMBIE TTPU PACCIIPOCE U OCMOTPE
OOJIbHBIX, HE SIBJISFOTCS] MTATOTHOMOHUYHBIMU, YTO YaCTO 3aTPYAHICT PAaHHIOO
TUarHocTuky. KiimHu4ecKkrne CUMMITOMBI - OJIBIIIKA, CTA00CTh, TOBBIIICHHAS
YTOMJIIEMOCTB, OOJIM B 00JIaCTH CepIla, TOJOBOKPYKEHHS U CHHKOTIAIbHBIC
COCTOSIHUS - 00YCJIOBJICHBI, TJIABHBIM 00Pa30M, IByMsI OCHOBHBIMH MPUYUHAMHU -
HapyIIEHHBIM TPAHCIIOPTOM KHCJIOPOIa U CHIKEHUEM CEepJISUHOTO BHIOpOCa.
Kpome Toro, xapakrepubiMu cumiiromamu JII™ ABisiroTCS Kamenb u
KpPOBOXapKaHbE.

Ha nHauanbHOM 3Tare 3a00jieBaHUE MOXKET IMIPOTEKATh 0ECCUMIITOMHO, TEM
HE MEHEe, OJIbIIIKA ITPU (U3UIECKUX HArpy3Kax SBISIETCS HanOoJee YaCThIM
ne6roToM 3a00IEBaHUS.

OO0vluika VHCTIUPATOPHOTO XapaKTepa BbIpakeHa B Pa3JIMYHON CTEIEHH: OT
MHWHHAMaJIbHOM, BOBHUKAIOIIEH JIMIIb IMPU 3HAYUTEIBHON HArpy3Ke, 10 UMEIOIIEH
MeCTO Jaxke B rmokoe. Kak mpaBuiio, ¢ TeueHueM OO0JIE3HH OJBIIIKA MPOTPECCUBHO
Hapactaet. [Ipu 3ToM npUCTYyNOB yylIibs OOBIYHO HE HaOJ01aeTCsl.

bonu 6 epyonoti kiemxe y namueHToB JII' 0OBIYHO UMEIOT HEOTIPEICIICHHBIN
XapakTep: JaBdlllke, HOIIINE, KOMIOUIUE, CAKUMAIONINE; 0€3 YeTKOro Havaa,
MPOAOJKUTENBHOCTBIO OT HECKOJIBKUX MUHYT O CYTOK, YCUJIMBAKOTCS MPH
dr3nYecKUX HArpy3kax, 00ObIYHO HE KYMHUPYIOTCS IPUEMOM HUTPOTIIULIEpUHA. Y

psana nauueHToB ¢ JII' oTMeuaroTCa THMYHBIE IPUCTYIBI CTEHOKAPAUY -
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MHTEHCHUBHBIE TPUCTYNOOOpa3HbIe 00JIM CKUMAIOIIETO XapaKTepa,
JTOKAIM3YIOIIUECS 32 TPYAUHON, MHOTIa UPPATUUPYIOLIKE B JIEBYIO JIONIATKY U
JIEBYIO PYKY, YTO MOKET MAaCKUPOBATh UIIEMUYECKYIO0 O0JIE3Hb CEP/La U Jaxe
OCTpBI HHPAPKT MUOKap/Ia.

Bonee yem y nonoBunbl 6051bHBIX JII' OTMEUAIOTCS 201080KpYIHCEHUS U
0OMmopoxu, poBoLpyeMble puznueckoit Harpy3koi. OObIYHAS
IPOJOJIKUTEIBHOCTh 0OMOPOKOB A0 2-SMUHYT, HHOTAA A0 20-25MHUHYT.

BonbmmHCTBO O0IBHBIX KATyeTCsl Ha cepednenHus u nepedbou B padbote
cepana (mpu 3troM Ha DKI' 310kavuecTBEHHbIE HAPYIIICHUS pUTMAa KaK MPaBUIIO HE
PETUCTPUPYIOTCS, Yallle - CHHYCOBasi TaXUKaAPIUs).

Kawenv otmeuaercs y Tpetu 0osbHBIX ¢ JII', CBsI3aH, MO-BUAUMOMY, C
3aCTOMHBIMM SIBIICHUSIMU U TIPUCOEIMHEHNEM BOCTIAIMTEILHBIX U3MEHEHUN B
JIETKUX U OpOHXaX.

Kposoxapkanwve (10 10% 60npHbIX ¢ JII') 0OBIYHO BO3ZHUKAET OJTHOKPATHO,
HO MOXET MPOAO0HKATHCS HECKOJIBKO JHEH, CBSI3aHO KaK ¢ TPOMOOIMOOIHUSIMU B
MEJIKHE BETBH JIETOYHOW apTEPUH, TaK U BCIEACTBUE Pa3pblBa MEJIKUX JIETOUHBIX
COCYIOB B CBsI3U C BbICOKOM JII'.

AndepeHunanbHasg JUATHOCTUKA PA3JIUYHbIX KIMHUYecKUX popm JII'.
Knunnueckue npossnenus JII' 3aBUCAT OT CTENEHU MOBBIICHUS JABJICHUS B
JIA u xapakTepa OCHOBHOTO 3a00JIeBaHUs, CAMITOMBI KOTOPOTO TIPH YMEPEHHOM
BbIpakeHHOCTH JII” mpeo01aatoT B KIMHUYECKON KapTUHE (MpUitoxKeHue 6).
Hapacranue runepreH3nn MOXKET, B CBOO 0YEPEb, IPUBECTU K U3MEHEHUIO ITUX
cumntoMoB. Hanbonee sspko npusHaku cuaapoma JII' BeipakeHbI IpH
scceHIMabHOM (nmepBuuHOi) JII', KOTOpas MOKET paccMaTpUBATHCS Kak
eCTeCTBeHHas ee Mojenb. Hanbomnee xapakTepHbIM MPOSBICHUEM SIBIISICTCS
WHCTIUpaTopHas oapika. OHa 4eTKO CBsi3aHa ¢ (GU3UIECKON M SMOITMOHAIEHON
HArpy3Koi u 00bsSICHACTCS (PUKCUPOBAHHBIM MaJIbiIM MUHYTHBIM 00BEMOM CEP/IIA.
[lepuoauyecku ofpllliKa MPUHUMAET XapaKTep NapOKCU3MaIbHOM, OCOOEHHO MpU
AMOIMOHAIBLHOM CTPECCE, U CBsI3aHa C elle OOIBbIINM MOBBIIICHUEM JJaBJICHUS B

JIA — runepToOHUYECKHUI KPU3 B MaJIOM Kpyre KpoBOOOpAIEHUs; OHA HE
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COMPOBOXKJAETCS KIMHUYECKUMU MTPU3HAKAMU OPOHXUATIBHON 0OCTPYKIIUH,
xapaxkTepHo# st 6onbHbIX ¢ JII' Oponxonerounoro renesa. Ciaeayer OTMETUTD,
YTO ISl peKanwuIsipHbIX popMm JII' He XxapakTepHO pa3BUTHE CEPACUHON aCTMbI U
oteka Jerkux. bombHbie ¢ JII' mpeabsaBisioT xkano0bl Ha ¢1ab0CTh, OBICTPYIO
YTOMJISIEMOCTD, BBIPA)KEHHOCTh KOTOPBIX HAPACTAET C MPOrPECCUPOBAHUEM
3a0oneBanus. [ '010BOKpyxkeHHE, 0OMOPOKU MPU PU3HUUECKOM YCUIHH —
MPU3HAKK MAJIOTO CEPAIEYHOr0 BHIOPOCA, HE CIIOCOOHOTO YBEIUYUBATHCS TIPU
Harpy3Ke M3-3a YMEHBIICHUS IPUTOKA KPOBHU K JIEBOMY CEPJILLY. DTUM K€
OOBSICHSIIOT M YaCTO BO3HUKAIOIIME Y OOJBHBIX 007U B 00JIaCTH ceplia
CKMMAIOIIIETO, JaBSIIET0 XapaKkTepa, HHOT1a C TUMMMYHOW CTEHOKAPAMOTHYECKOM
uppaguanuei, OTIIMYMEM KOTOPBIX ABJISETCS COUETaHUE UX ¢ ofbIKon. Kpome
CHWIKEHHUS CEPJICUHOT0 BBIOpOCa, B TaTOTeHe3e 00JIEBOro CHHAPOMA UMEIOT
3HAYCHHUE BhIPAXKECHHAs TUTIEPTPOPUs MPaBOro KeJIyA0uKa, pacTsKEHUE JIETOUHON
apTepuu ¢ peIIeKTOPHBIM CYKEHUEM KOPOHAPHBIX cocyn0B. [Ipu BeIpaxeHHOM
TUIIOKCEMUH, KaK 3T0O ObIBaeT y OOJIBHBIX C BPOKIACHHBIMU ITOPOKAMHU, C TIPABO-
JIEBBIM IIYHTOM, MPU XPOHUYECKUX OOCTPYKTUBHBIX 3a00JIEBAaHUSX JIETKUX, B
naneko 3amenmeit craauu [1JII°, B matoreneze 6071€BOro CHHAPOMA UMEET
3HAYCHUE U TUIIOKCUYECKUNA MEXaHU3M. MOTyT BOZHUKATh CYXOHW KallleJlb,
KOTOPBIH CBSI3aH C pa3ipakeHHEM CTEHOK OPOHXOB yBEJIMUEHHBIM CTBOJIOM JIA,
MHOT1a U3MEHEHUS ToJioca (OCUILUIOCTh, XPUIIOTA) U3-3a CAABIMBAHKS BO3BPATHOTO
HEpBa U Mape3a rojaocoBoil cBsi3ku. KpoBoxapkanbe 0oiiee XapaKTepHO st
noctkanuuisproit JII', HanpumMep, mpu MUTpPaILHOM CTEHO3€, pa3BUTHH UH(]apKTa
nerkux y 6oipHBIX ¢ TOJIA. Tlpu Beicokoit JII' kpoBoxapkaHbe, Haiie BCEro,
00yCIIOBIICHO pa3pbIBaMHU JIETOYHO-OPOHXUATBHBIX WIH apTEPHUOBEHO3HBIX
aHACTOMO30B, KOTOPbIE KOMIIEHCATOPHO Pa3BUBAIOTCS Y ATUX OOJBHBIX.

[Tpu o6BbexTHBHOM HccaeaoBanuu 00MbHBIX ¢ [1JII" BBISBISIOTCS MPU3HAKA
HHU3KOTO CEePJICUHOr0 BEIOpOCa — OJICTHOCTh KOXKH, XOJOAHbIE KOHEYHOCTH,
MaJlblil yJibC, MPU ITTUTEILHOM T€UEHUHU O0JIE3HH — aKkpolraHo3. B oTiuuue ot
storo, st 0oabHbIX XO3JI ¢ npIxaTeibHOM HEAOCTATOYHOCTHIO, C AedeKTaMu

MEePEropoa0K, OTKPBITHIM apTEPUATILHBIM ITPOTOKOM IIPU COpPOCE KPOBU CIIpaBa
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HaJIEBO XapaKTepeH paHHUW U Py3HbIA IHAHO3, KOTOPHIN YaCTO COUETAETCA C
MOJINIIUTEMHEH, NU3MEHEHUSIMU MAJIbIEB B BUIE «OapabaHHBIX NAI04YeK» U HOTTEH
B BHJIE «YaCOBBIX CTEKOJ», U3MEHEHUEM (DOPMBI IPYAHOM KIETKH Y OOJBHBIX C
sMpuzemoii nerkux («boukooOpaszHas» rpyaHas kierka). [Ipu pazButuun
MIPaBOKETYI0YKOBOM CepIeYHON HEJOCTATOYHOCTH Y OOJBHBIX OTMEYAIOTCS
HaOyX1Ke 1elHbIe BEHbI, FenaToOMeraaus, nepupepruieckue OTeKH, acluT.
MepuatenbHas apuTMusi HaOIIOAaeTCs PU MUTPAIBHOM CTE€HO3€, AeeKTe
MEXIPEICEPAHON MEPETOPOJIKH, PEAKO MPU XPOHUUECKUX OOCTPYKTUBHBIX
3a00JIeBaHUAX JIETKUX M MPaKTHUYeCKH He ObiBaeT y 0onbHbIX [1JII. ApTrepuanbHoe
JABJICHUE UMEET TEHAEHUNIO K CHUKEHUIO, XOTSI HE UCKIIFOYEHO U €TO
NOBBIIICHUE.

IIpu ocmoTpe 1 nanbnanuy rpyaHON KIETKU ONPENEIIIeTCs MyJIbCcalus
npasoro xenynouka B [II-IV mexpebepre y 1eBoro Kpas rpyAuHbl, a y O0JIbHBIX
XPOHUYECKUMHU OOCTPYKTUBHBIMU 3a00JI€BaHUSMHU JIETKUX U B CITydasx
IPABOXKETYTOYKOBOM HEIOCTATOYHOCTH — B AIIUTACTpaIbHOM oOnactu. Yacto mpu
BBICOKOM JaBJIeHUH B JIA MOKHO MaJIbIIaTOPHO ONPENEIIUTh AKLIEHTHPOBAHHBIM
Il ToH. IlepkyTOpHO rpaHHUIIbI CEp/lla YBEINYUBAKOTCS BIPABO, HO MHOTJA 33 CUET
3HAUYUTENIBHOTO PACIIMPEHHS IPABOI0 KENyA0YKa U OTTECHEHUS JIEBOT'O
KEITyA0UKa MOXKET OOHAPYKUBATHCS YBEIIMUEHUE TPAHUIL CEPIIa BIEBO.

[Tpu ayckymnpTanuu ¢ OOIBIION JT0IeH BEPOSTHOCTH MOKHO YCTAHOBHUTH HATTUIHE
MaTOJIOTUU JIETKUX U CEPALA, a TAKXKE BbIpakeHHOCTH JII'. XapaktepHbIMU
aycKyabTaTUBHBIMU Npu3HakaMu JII' sBnsitoTcst akueHt |l Tona Hazg neroyHoit
apTepuen, NaHCUCTOJNYECKUM CUCTOJIMYECKUAN IIIYM TPUKYCIIUAAIBHON
HEJ0CTaTOYHOCTH, IIyM ['pexema Ctuiuia (IIyM OTHOCUTENIBHON HEAOCTATOYHOCTH
kianana JIA). Hepenko y O0JIbHBIX C BBIpaXKEHHOUN NEPErpy3KOM MPaBoro
npeacepaus BeicaymmBaetcs IV ToH (couetaercs ¢ «P-pulmonale» na OKT'), mpu
Pa3BUTHH NIPABOKEIYA0UYKOBOW HENOCTATOUYHOCTH B PAJIE CIy4aeB ONPEAEIACTCS
MPaBOKEITYI0YKOBBIN puTM ranona. Hax JIA npu pa3Butum ee ckiaepos3a u
JIUJIATAllMU BBICIYIIMBAETCS CUCTOINYECKUN IIIyM U3rHaHusA. CHCTOINYECKHUN IIIyM

Y OCHOBAHUA I'PYAWHBI, @ HHOI'Id 1 Ha BEPXYIIKC, BO3ZHUKACT 34 CUCT
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OTHOCHUTEJIBHON HEJIOCTATOYHOCTH TPEXCTBOPYATOIO KJIalaHa. DTOT IIYM
ycunuBaetcs Ha Boxe (cumntom Pusepo-KopBamio) u conpoBokaaeTcs
MOJIOKUTENIbHBIM ITyJIbCOM Ha sipeMHOM BeHe. Y OonbHbIX XO3JI B nepByto
ouepenb BoisBIsieTcs cumnTomaTtuka XO3J1 (3kecTKoe JbIXaHUEe, CYXUe XPHUIIbI,
YIJIMHEHHBIN BBIIOX, KOPOOOUYHBIN MEPKYTOPHBIN 3BYK), JbIXaTeIbHAsI
HEJIOCTATOYHOCTH U JAJIEKO HE MOCTOSHHO — HEPE3KO BbIpaxkeHHas JII' ¢
runepTpodueit mpaBoro xkeayaouka. AyCKyJIbTaTUBHbBIC U MEPKYTOPHBIC TaHHBIC
CO CTOPOHBI JIETKHX COOTBETCTBYIOT OCHOBHOMY 3a00JI€BaHUIO (HAIIpuMep, pu
TOJIA — ykopoueHure NepKyTOPHOTO 3BYKa, KPEMUTAIUs, IIIyM TPEHUS TIJIEBPHI).
ApTpasiruu, KO>KHbIE MPOSIBIICHUS], JINXOPaJKa, CHHAPOM PeitHO yKka3bIBalOT Ha
cBs3b JII' ¢ KoJTareHOBBIMU COCYAUCTHIMU 3a00JIEBaHHUSIMU.

JAUATHOCTHUKA

[Tpu oOHapyKeHUM T€X WU WHBIX MATOJOTUYSCKUX U3MEHEHUM, YKa3bIBAIOIIUX HA
Hanuue JII', HeoOX0IMMO IPOBECTH PSiJT MHCTPYMEHTAIBHBIX 00CIIEI0BAHMIA.

Inexmpoxapouoepagus (OKI') BbIABISIET MpU3HAKU TUIIEPTPOOHUH U
Heperpy3Ku MpaBoro KelyAouKa, TUilaTallui U TuIepTpoduu mpaBoro
npeacepaus (P-pulmonale), oTkinoHeHre 3ecKTpUYECKON OCH Cep/ilia BIPaBo.
['uneprpodust mpaBoro xenyaouka BeIsiBAsIETCs y 87%, OTKIIOHEHUE
AIEKTPUUECKON OCH cep/itia BrpaBo y 79% 6ombabix ¢ UJIT'. YuuteiBas, uyto
gyBctBUTENbHOCTD DKI mpu JII' coctaBnsieT numib 55%, a cnenuduanocts 70%,
OKI He Bceraa sBIIETCS METOAOM CKpUHUHTA B tarHoctuke JII'. Y GOJBHBIX ¢
Tskenoil JII' MmoxeT oOHapyxkuBathest HensMeneHnHast DKI'.

Ecnu n3amenenus na OKI' BO3HUKAIOT JTUIIb IPU HATMYHUU TOCTATOYHO
BBIPKEHHOHW THIEPTPO(PUH MPaBBIX OTJAEIOB CEPAIla, TO C MTOMOIIBIO
8eKMopKapouocpaghuu MOKHO THarHOCTUPOBATH 3TH U3MEHCHHS B 00JIee paHHHUX
craausix. DoHokapouoepaghuueckoe ucciedosanue O3BOISIET HE TOIHKO
JTUArHOCTUPOBATh TUIEPTEH3UIO WU TUIIEPBOJIEMHUIO B MAJIOM Kpyre
KPOBOOOpAILIEHUS, HO M1 OTHOCUTENbHYIO HEJOCTATOUYHOCTh TPUKYCITUIATBHOTO
KJIallaHa M KJiaraHa JISTOYHOW apTepHH, a TaKKe OOHAPYKUBATh MPUOOPETCHHBIE

Y BPOXKJICHHBIE TOPOKHU CEPJLIA, COMTPOBOXKAaronecs: Bropuunon JII'.
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Penmeenoepaghus opeanos epyonoui kiemxu no3BOISIET YTOUHUTH 3TUOJIOTUIO
JIT': BBISIBUTH UHTEPCTUIIMATBHBIE 3a00I€BaHUS JIETKUX, TIPUOOPETEHHbBIE U
BpPOX/ICHHBIE TOPOKHU CEPJILA, a TAKXKe CyAuThb 0 TskecTu JII'. OCHOBHBIMU
peHTreHonorndeckuMu npusznakamu JII' sBisroTcst BBIOyXaHHe CTBOJIA U JIEBOU
BETBHU JIETOYHOM apTepuu, KOTopble (GOpMUPYIOT B npsiMoit ipoekiuu |l qyry no
JIEBOMY KOHTYpPY CEpAla, paCIIMPEHNE KOPHEN JIETKUX, YBEIMUEHUE MPABBIX
otnenoB cepana. Y 90% 6onbubix MJII' Ha MOMEHT YCTaHOBJICHHS JUArHO3a, y
6onbpHBIX ¢ Msrko# JII' BciencTBue 3aboneBanuii JeBbIX 0TAEN0B, pu JIBOB
PEHTIEeHOJIOTHYECKasl KapTHUHA JIETKUX U Cep/illa MOXKET ObITh HE U3MEHEHa. Y
oosnbirHCcTBa 00JbHBIX UJIIT 0TMEUaeTcst MOBBINICHUE TIPO3PAYHOCTH JIETOUHBIX
noJiei Ha nepudepun 3a cueT 00eTHEHUS JISTOYHOTO pUCyHKa (TIpuiiokeHue 9).

Tpancmopakanvuas sxokapouoepagus (IXOKI') cuutaercs Hanbosee EHHBIM
HEWHBA3WBHBIM METO0M aAuarHocTtuku JII', Tak Kak HE TOJIBKO MO3BOJISET OLICHUTh
YPOBEHBb CUCTOJIMYECKOTO JIAaBJIICHUS B JIETOYHOW apTEPUU, HO U JAET BAXKHYIO
uHdopmanuro o npuunHe u ocioxkHeHusx JII' [8]. C momoribio 3Toro Metoa
JUArHOCTUKHA MOYKHO MCKIIFOYUTh MOPAXKEHUSI MUTPAIIbHOTO, a0PTAIILHOTO
KJIanaHoB, 00JI€3HN MUOKap/1a, BPOKICHHBIEC OPOKH C IIYHTUPOBAHUEM KPOBU
CJIeBa HAIIPaBO, MPUBOAAIIKE K pa3BUTHIO JII'.

[Ipu oTcyTcTBUM OOCTPYKIIMU BBHIHOCSIIIETO TPAKTA MPABOTO KEIyA0UYKa 110
CTENEHU TPUKYCHUAAIBHON pErypruTaliii MOKHO PACUETHBIM ITYTEM ONPEAETUTh
BEJIMYMHY CHUCTOJMNYECKOro JaBiaeHus B jerouHoit aprepun (CIJIA) ¢ momoribio
Moau(pUIMpPOBaHHOTO ypaBHeHus beprymnu: AP= 4V2, rae AP — rpaauent
JABIICHUS Yepe3 TPEXCTBOPYATHIN KianaH , V- CKOpOCTh TPUKYCIHAAIBHOM
peryprutanuu B M/c. Ecau AP<S0MM.pT.CT., TO CHCTOJIMYECKOE JTaBICHUE B
nerounoi aprepuu paBusietrcst AP. IIpu AP< 85mm.pt.ct. CIAJIA paBHO AP
+10MMm.pT.cT., ipu AP >85mm.pT.cT. CIIJIA paBHO AP+15MM.pT.CT.
TpukycnuaanpHas peryprutaius onpenensercs y 0onbirHcTBa 00bHbIX ¢ JIIT

(74%) B uccnenoBanusix ycTaHOBJIEHa KoppensiuuoHHas cBs3b (0,57-0,93) mexay
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nasieHneM, naMepeHHsIM npu DX OKI' u Bo Bpems KaTeTepU3alvu IPABBIX
OT/IEJIOB CEpAllAa W JISTOYHOM apTEepHUH.

Cucronn4eckoe AaBICHUE B MPABOM KETYAOUYKE Y 3I0POBBIX JIO/I€ B Bo3pacTe |-
89 net cocrapnget 2815 MM.pT.cT. (15—57 MM.pT.CT.) U YBEJIMUUBAETCS C
BO3pPAacTOM U YBEJIMUCHHEM HHJEKca Macchl Tena. Msirkast JII' MmoxkeT ObITh
yCTaHOBJEHA MPpU 36-50M.pT.CT. WK CKOPOCTH TPUKYCIUAAIBHON pPErypruTannu
2,8-3,4 m/c..

VY naruenTtoB ¢ JII' BBISBIISIETCA pacIIMPEHUE TOJIOCTEM TPABOro MpeAcepaus U
npaBoro xkenynouka (IDK), yrommenue nepeaneit crenku DK, uamensercs
XapakTep ABUKECHUS MEXKETYAOUKOBOW MEPETOPOJKHU: B CUCTOIY OHA CMEIIAETCS
napajioKcajibHO B CTOPOHY MPABOTO KeNyJ04YKa. BHyTpUBEHHOE BBEICHUE
(bM3HOJIOrMIECKOT0 PacTBOPa MO3BOJISIET ONMPEICIUTh OTKPHITOE OBAITLHOE OKHO,
JIMIIII Tuma BeHO3HOTO cUHYyca. [ mOATBEPKACHUS HAJIUUHS OTKPBITOIO
OBaJIbHOTO OKHa uiu Hebombiioro JMIIIL, onenku ero TouHoro pasmepa
TpebyeTtcs mpoBeaeHue upecnumieBogHor IXOKIT .

Kamemepuzayus npasvix omoenos cepoya NpoOBOAUTCS C LEJIbIO BepUDHUKAIIHH
nuarHo3a JII', OLleHKH TAKeCTH reMOJUHAMHYECKUX HApYILIEHU U TPOBEACHUS
TECTOB HA Ba30PEAKTUBHOCTH. He00X0IMMO OIIEHUBATH CJIETYIONINE TTapaMETPHI:
JABJICHUE B IIPABOM IIPEACEPIHH, TABICHUE B JIETOYHON apTepHUH (CUCTOJINYECKOE,
IUACTOJIMYECKOE, CPETHEE), 1aBICHUE 3aKIMHUBAHMS B JIETOYHON apTepUu
(3JIA), cepaeunsiit BEIOpOC (METOAOM TepMOAIIONHMH Win 10 DUKy B cirydasx
HaJM4YUsl CUCTEMHO-JIETOYHBIX ITYHTOB), AJl, IETOYHOE U CUCTEMHOE COCYIUCTOE
CONPOTHUBIICHUE, HACBIIIEHUE KUCIOPOJIOM apTepUaIbHON U BEHO3HOM KPOBH (a
TaK)K€ KPOBH M3 BEPXHEU MOJI0I BEHbI IPU CUCTEMHO-JIETOYHBIX IIYHTAX).
Jlerounas aprepuaibHas THIEPTEH3US ONPEAEISAETCS IPU CPEIHEM aBICHUU B
JIETOYHOM apTepuu OoJiee 25 MM.pPT.CMT., B Tokoe 1 06osee 30 npu Harpyske,
nasnennn J3JIA menee 15 mm.prt.cT., JICC Gonee 3 MM.pT.CT./JI/MUH. (€THHUIIBI
Byna). Karetepusaiius JieBbIX OT/AENIOB cep/illa HEOOX0AMMa B PENIKUX CIydasx,

Korjaa He yjaetrcs usmeputs JI3JIA.
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Bepudukanus nuarnosa JII' ¢ momoiibio kaTeTepu3aluy NpaBbiX OTAEIOB CEpALa
HeoOxoauMa Ji7ist 00JIbHBIX ¢ Msirko JII' mo JaHHBIM AOMIIEPOBCKOTO
uccnenoBanus, umeromux Il u 111 ®K (BO3) ans onpeneneHus TakTUKY JICUEHUS.
VY 60abpHBIX ¢ yMepeHHOH U Tspkenoi JII' mpoBeneHne karerepusannuy npaBbix
OTJIEJIOB Cep/illa C ONpeAeICeHNEM IeMOIMHAMUYECKHUX MToKa3aTeliell He0OX0AMMO
IUIs1 OLICHKH POTHO3a.

[ToBbllIEHHOE CpeIHEE AABICHUE B IIPABOM IIPEICEPAUHN U CPEIHEE
nasieHue JIA, HU3KUM ceplieuHbI BHIOPOC U CHUKEHHAs caTypalysi BEHO3HON
KPOBH KHCJIOPOJIOM CBUJETENBCTBYIOT O XyJlIeM porHose 6oiabHbix WIIT.

C nomortnpto octphix papmakonorudeckux mpod (ODII) Bo Bpems
KaTeTepU3allluy IPaBbIX OTAEIIOB CEPALA U JIETOYHON apTEPUU MOXKHO ONIPENAECIUTD
MOTEHIMATBHBINA YCIIEX JICUCHUSI aHTaroHuctamu kaiabius. s npoBenenus ODII
UCIIOJIb3YIOTCSI KOPOTKOAECHCTBYIOIINE Ba30AUIIaTaTOPbI, BO3IEHCTBYIOIINE HA
MaJblid KpyT KpoBooOparieHus: mpocraryiianiud E1 v MHraasiuoHHbIA OKCH/T

aszora (Tabnwuia 2):

Tabnuya 2
npemnapat | myTh BBeaeHus | T Y4 cTapToBas | JieueOHas JUTUTETTEHOCTD
703a n03a
II" E1 BHYTPUBCHHBIM | 3MHH. |5 10 30 30-40muH.
HT/KT/MUH. | HT/KT/MHH.
Oxkcun UHTATAIUOHHBIN | 15-30 10 ppm 20-40 ppm | SMmuH.
azoTa CeK.

Octpsie (hapMakoIOrHIecKHe MPOOHI JIJIsT OICHKH Ba30PEaKTHBHOCTH OONBHBIX JII
ppm- gactuisl NO B ra3oBoii cmecu

[Tonoxurensuas OPII onpenensiercs npu cauxenuu cpennero JJIA 6onee uem Ha

10 MM.pT.CT., HOCTHK€HHH aOCoNOTHOW BenuuuHbl cpeanero JJIA menee 40
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MM.PT.CT. IPH YBEJIMYEHUU WJIH OTCYTCTBHM JUHAMUKH CEPAEYHOTO BBIOpOCA..
Tonpko uyerBepTh OosbHbIX WMIII', xoTOphle uUMeEOT nojoxkurenpbHyto OO®IL.
MOKHO C YCIIEXOM JJIUTEIBHO JICUUTh aHTATOHUCTaMU Kasblysl. M3-32 BO3MOKHBIX
CEpPbE3HBIX OCIOXKHEHUI HE cleAyeT Ha3HayaTh AaHTarOHUCThl — KaJIbLIMS
sMnupuuecku, 0e3 nposegaeHuss OPII.

Y OOoNbHBIX € XPOHHMYECKOH TpoMOO3MOONMe JEero4Hoi aprepuw,
BPOXKJIECHHBIMH TOPOKaMHU cepAla HeoOXxoaumo Takxke oneHuBatb O®II s
oTpeJieNieHHs] MOTEHIMAIBHOT0 ycreXa Tepaniy aHTarOHUCTAMK KaJbIIHs.

Crnenyromuid 3Tan AMATHOCTHKM HAIPAaBIICH HA ompe/eseHre KIMHHUYeCKOro
kjaacca JII'. Ha sToM sTane HeoOX0AMMO MPOBECTH JIETOUHbIE (DYHKIIMOHAIbHbIE
TECThI (Ta30BbIM COCTaB apTepHATbHON KPOBH), BEHTHILISIIUOHHO- Nep(y3MOHHYIO
CIUHTHUTpaUIO JIETKUX, KOMIBIOTEPHYIO TOMOTpaduio, aHTHOIYIBMOHOTPA(UIO.

Hccneoosanue ¢pynkyuu enewinezo Ovixanus TIO3BOJISICT BBIIBUTH BKIIAJ
MOpaXXEHUS JIbIXaTeNbHBIX MyTeH WM MapeHXWMATO3HOTO 3a00JIeBaHUS JIETKUX B
pasButue JI[': BBIABUTH OOCTPYKTHUBHBIE WM PECTPUKTHUBHBIE U3MEHEHUS C IEIbIO
muddepennmanbHoi 1uarHocTUKU JII' U yTOUHEHMS TSHKECTH MOPaKeHHs JETKHUX.
Jns Gonbubix  JIIT xapakTepHo yMmeHblneHHE AUGPY3HOHHON CIOCOOHOCTH
MoHOOKcuaa yriaepoga (40-80% oT HOpPMBI), HEOONBIIOE WM YMEpPEHHOE
CHU)KCHHE JIETOYHBIX 00HEMOB, HOPMAJILHOE MJIM HE3HAYUTENIbHO CHIDKeHHOE P,O»
U OOBIYHO CHIDKEHHOE U3-3a anbBeossipHoN runepBeHTWwIsinnu P,CO,. Hamnuune
HeoOpaTUMOI OOCTPYKITUU JBIXaTEIbHBIX MMyTEH CBUIETENHCTBYET B 1063y XOBJI
Kak npuunHbl runokcuueckod JII.  CHKEHHbIE JIETOYHBIE OOBEMBI W
muddy3nonHass  CmOCOOHOCTh  JITKMX  MOTYT  YKa3blBaTh HAa  HAJIWYUE
WHTEPCTUIIMAIBHOTO 3a0o0yieBaHUs JieTkux. [IpoBeneHue moaucoMHoOrpapuu
MO3BOJIIET HUCKIIOUUTh OOCTPYKTHMBHBIE HApYUIEHUS BO BpEMsS CHA WU DMHU30bI
JecaTypaiuu.

Benmunauyuonno-nepgpyzuonnaa cyunmuzpagua neckux —y 6onpubix JII'
MOXHO OOHAPYXUTh KaK a0COJIOTHO HEM3MEHEHHYIO KapTHUHY, TaK U HEOOJbIINE
nepudepuueckue cyocermeHTapHbie neekTsl nepdys3uu 6e3 HapyluIeHHON

BCHTUJIALINHA. 2T10T MCTO ABJIACTCA HauoOoJiee I/IH(i)OpMaTI/IBHBIM B JTUAarHOCTHKEC
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KJIIMHUYECKOT O Kilacca 4 - XpOHUYECKOH TpoMO03MOO0INH JIETOYHOUM apTEpUH U €€
BeTBeil. [Ipu aToM nedexTsl nepdy3un oOHAPYKUBAIOTCA B IOJIEBBIX U
cerMeHTapHbIX 30Hax. B nuddepennumansuoit quarnoctuke NI u xpoHuueckoit
TPOMO03MOOINH UYBCTBUTEIbHOCTh BEHTUIISIIUOHHO- Nepdy3UOHHOM
cuuaturpadun nerkux coctapiseT 90-100%, a cnenuduanocts 94-100%. YV
OOJBHBIX C TAPEHXMMATO3HOM OOJIE3HBIO JIETKUX NEPPY3UOHHBIE Ae(EKThI

COBIIAAAarOT C I[e(i)eKTaMI/I BCHTHWJIAIIUH.

Komnsromepnasa momozpaghusa (KT) urpaer BaxxHy1o poib B
muddepenunansHoit tuarHoctuke JII'. ObecneunBas eTaabHOE U300pakKeHUE
JIETOYHOM MapeHXUMBI, TTO3BOJISICT JUAarHOCTUPOBATh HHTEPCTUIIHATBHBIC
3a0oneBaHus Jerkux u ampuzemy. [Ipu 3acToitHON J€BOXKETYT0UYKOBOM
HEJ0CTaTOYHOCTU MOKET OOHAPYKUBATHCA (PEHOMEH «MATOBOTO CTEKJIA» M
YTOJIIEHUE UHTEPAOOYIApHBIX cenT. Juddy3Hoe 1BycTOpoHHEE YTOIICHUE
UHTEPIOOYIISIPHBIX CENT, HAaJUYHE MEJIKHX, JI0XO0YEPUECHHBIX 04aroBbIX TeHEH
ykaspiBaeT Ha JIKI'A. KT mno3BoisieT OLEHUTh COCTOSIHHE JIETOYHBIX MOJIEH, a
TaK)Ke CepJIlla U COCYAOB C IOMOIIbIO KOHTPACTUPOBAHMS MOJIOCTEN cepaua u
IIPOCBETA COCY/I0B IIpU BHYTpUBEHHOM BBeJIecHUHU 80-120 MJ1 KOHTPACTHOTO
BemecTBa. KT- kapTHa XpOHUYECKONW TPOMOOIMOOIINH - TTOTHAS OKKII03us JIA
WIH €€ BETBEH, HATMYNe SKCIEHTPUUECKUX 1e(DEKTOB BCIESACTBUE TPOMOO30B HIIN

peKaHaIM30BaHHBIC TPOMOBI.

Maznummno-pesonancuana momozpagus (MPT) ucnonszyercs y 6onpabIX ¢ JII
JUIsE  OLIEHKH Mopdonorndecknx W (YHKIUOHATBHBIX HW3MEHEHHH cepana u
JIETOYHOTO KPOBOOOpAIICHHS, OOBIYHO HE MCIOJIB3YETCS B PYTHMHHOW TPAKTHKE.
['MaBHBIM TIPEUMYIIECTBOM METOAA SBISETCS TPEXMEPHBIM (0OBEMHBIN) CIOCO0
MOJTY9eHHs U300pakeHnit 0e3 apTe(pakToB OT KOCTEH M JIETOYHBIX TOJIEH, BBICOKOE
MPOCTPAHCTBEHHOE pa3pelieHrne, a TaKXKe OTCYTCTBUE JIy4YEeBOM HarpysKu,
HEMHBAa3MBHOCTh, €CTECTBEHHBIM KOHTPACT OT JBHXKYIIEWCS KpoBHW. Yaie Bcero

MPT wucnons3yercss npu oOcnenoBanuu mnarueHtoB ¢ MIII, tpombosamOomueit
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JIErOYHOW apTepuH, BPOKJIECHHBIMU MOPOKaMHU cepaua co cOpOCOM KpOBU CIIEBa
HaIpaso.

AHeuonynemonozpagua TpaaULMOHHO CUMTAETCAd HAaWIY4yIIMM METOJO0M,
MO3BOJIIONIUM YCTAaHOBUThH TIOKa3aHUS K DHAAPTEPIKTOMUM. Y OOJIBHBIX C
noj03peHrneM Ha xpoHuuyeckyro TOJIA, He MOATBEPKACHHYIO NIPU CHUHTUTpaduu
JETKUX, JJI1 JUArHOCTUKHU JUCTAIBHBIX OOCTPYKIHI JIETOYHOTO COCYIUCTOIO
pycaa 1eecoo0pa3Ho MPOBeICHUE aHTUOMYJIbMOHOTpapuu.

[Ipouenypa MIPOXOJUT 0e3 OCJIOKHEHUN npu HaJTUIuu
BBICOKOKBATU(UITUPOBAHHOTO nepcoHarna, MPUMEHECHUH COBPEMEHHBIX
KOHTPACTOB, MPH 3TOM BO3MOKHO CEJIEKTUBHOE KOHTPACTHPOBAHUE IMPaBOU U
JIeBOM OCHOBHBIX BeTBeW JIA M aHAJIM3 B MHOXKECTBEHHBIX MPOEKITUSX.

BonpubiM JII' Takxke HEOOXOAMMO MPOBOJWTH PYTHHHBIE J1a0OPATOPHBIC TECTHI:
OMOXMMHUYECKUN U OOIIUI aHATU3bl KPOBH, MUCCIIEAOBATh KOAryjJorpaMmy, YPOBHH
D-numepa, antutpomOuna Ill, mporenna C mnga uckimrodeHus TpoMmOodmm,
OLICHMBATh TOPMOHANBHYIO (YHKIMIO IIUTOBUIHOW >KEJIe3bl, OMPEAeNsiTb TUTP
aututen K docdonunuaaM (BOJTYAHOYHBIM  aHTUKOATYyJSHT, aHTHUTENA K
kapauonunuuy). IlpumepHo Tperh O60abHBIX WJIIT MMEIOT MOBBIICHHBIM THTP
aHTUHYKJIyKJIeapHbiX aHTuten (menee 1:80). bonbhbie JII' ¢ cymiecTBeHHO
NOBBIIICHHBIM TUTPOM aHTUTENl WJIM NOJAO3PEHHUEM HAa HAJIUYUE CHUCTEMHOrO
3a00JIeBaHUSI COCIMHUTENHLHON TKAaHU HYXKJAIOTCSI B KOHCYJbTAllUd PEBMATOJIOTA.
Bcem OonbHBIM B 00s3aTENHHOM MOPSAKE CIEAyeT MPOBOAUTH TecT Ha BUY-
UHDEKITHIO.

AHanu3vl Kpoeu u UMMyHOI02UYECKUE NOKA3ameu.

- 00muii (ypoBEeHb TeMOTJIOOMHA, JPUTPOLUTOB, TE€MATOKPHUTA, JEHKOIIUTOB,

TPOMOOIIUTOB),

- OmoxuMmuueckuii (O1leHKa (DYHKIINH MOYEK, IeYSHH, COJepKanms Oenka),
- MUMMYHOJIOTMYECKHIA (anTHTENA K KapJIMOJIUIIUHY, BOJTYaHOYHBIN

AHTUKOATYJISIHT),

- KoaryjorpaMmma KpoOBH,

- TOPMOHBI IIUTOBUAHOM kene3bl, TTT,
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- cepoyoruueckuit rect Ha BY

Y3U enympennux opzanoé no3BoIsSET HANEKHO UCKIKOYUTh HUPPO3 NEYEHU U
/My MOpTaJbHYIO TUNepTeH3uto. lcmonb3oBaHue IBETOBOM Jommiieporpaduu
no3posisieT  audPepeHurpoBaTh  MACCUBHYIO  NOPTaJbHYI0  THIEPTEH3UIO
BCJICICTBUE IIPABOXKEIYAOUYKOBOW CEPAEYHON HEAOCTATOYHOCTU WIIM BCIIEICTBUE

BO3HUKHOBCHHA TPAHCIICYCHOYHOI'O BEHO3HOT'O I'PpaAUCHTA ITPU HUPPO3C IICUCHU.

Hns ouenku Tskectd JII' M 1UHAMUKHM KIMHUYECKOTO COCTOSIHUS Ha (hoHE
IPOBOJIUMON Tepanmuu HeoOXoauMa OOBEKTUBHAS OlEHKAa (YHKIIMOHAILHON
CrOCOOHOCTU JaHHOM KaTeropuu OONbHBIX. [IpM M3ydeHUM TOJNEPAHTHOCTH K
dbu3uYecKUM Harpy3kam HauOoJiee 4acTo MCIOIb3YeTCs TeCT 6-MHUHYTHOU XOIbOBI
U KapIMOMyJIbMOHAIBHBIN HATPY30YHBINA TECT C OLIEHKOM Tra3000MeHa.

Tecm 6-munymmnoit xo0u661 (6-MX) - pOCTON NOCTYNMHBINA TECT, UMEIOUIUN
MPOTHOCTHYECKOE 3HadueHue g nauumeHToB JII'. Jluctanumst B tecte 6-MX
obpatHO KoppenupyeT ¢ (pyHKIMoHanbHBIM KiaccoM (BO3) (mpuiioxkenue 7).
TecT OOBIYHO JOMOJHSAETCS OIEHKOW OJBIIKKA 10 bopry (mpuiaoxkenue §).
CHIKeHUEe HACBIIIEHHs KUCIOPOAOM apTepHalibHOM KpoBU Ooiiee yeM Ha 10% Bo
BpeMs Tecta 6-MX yKa3bIBaeT Ha MOBBIIICHHBIN PUCK CMEPTH. JUCTaHIIUS B TECTE
6-MX sBisIeTCS TIEPBUYHON KOHEYHOM TOYKON B OOJIBIIMHCTBE MHOTOILICHTPOBBIX
uccienoBanuii y 6omabHbIx JII.

Kapouonynvmonanvuotiit. Hazpy3ouHslii mecm J1a€T BO3MOXKHOCTb OLICHUTH
BEHTWISIIIMIO W Ta3000MEH BO BpeMs JIO3UPOBAaHHOW (DU3UYECKON HArpy3Ku
(MHIIEKC MMKOBOTO MOTPEOICHUs KUCIOpoa, aHadpoOHbIi mopor). Y 6onpHbIX JII'
CHI)KCHA BENMMYMHA aHa’pOOHOTO MOpora U MHUKOBOE MOTpeOJIeHHWEe KUCIOPOJa.
KapaunonynbMoOHaNbHBI ~ HAarpy304HbId ~ TECT  pPaHEE  HCHOJB30BAICS B
MHOTOLICHTPOBBIX MCCJIEJOBAHUAX, HO HE IMOKAa3aJl OYEBUJHBIX IPEUMYILIECTB
nepe TectoM 6-MX, Tak Kak TEXHUYECKH 00Jiee CII0KEH, HE MO3BOJISIET OLICHUBATh
3G PEeKTUBHOCTh Tepanuu, a TMOJYyYEHHbIE pe3yJbTaThl 3aBHUCSAT OT OIbITa

MCIHUIMHCKOI'O I€pCoOHaIa.
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Jns  xapaktepuctuku  Tskectm  JIIT  ucnonb3yercss  GyHKUMOHANIbHAs
knaccudukanusa (BO3)- monudunupoBanHblii BapuaHT kiaccudukamuu Hero-
Hopkckoit  Accormannn Cepaua (NYHA), npemnoskeHHOH JUIS NAIMEHTOB C
CEpJIeYHOM HEIOCTATOYHOCTbIO:

Knacc |- 6onbnbie ¢ JII' Oe3 orpannyeHus: puznyeckoid akTUBHOCTH. OObIUHAs
(¢u3nueckass akKTUBHOCTb HE BBI3BIBACT IMOSIBICHHE OJIBIIIKH, Cl1a00CTH, 00U B
IPy/AH, TOJIOBOKPY>KEHHS.

Knacc 11- 6onbabie ¢ JII', npuBoasieil K HEKOTOPOMY CHIKEHHIO (hU3myeckoit
akTUBHOCTU. B mokoe oOHM omymarT ceds KOoM(GOPTHO, OJHAKO OObIYHAs
¢u3nueckass akTUBHOCTb COIPOBOKIAETCS MOSBICHUEM OBIIIKH, CIa00CTH, OOIH
B IPY/IH, TOJIOBOKPY>KEHHUS.

Knacc 111- OGombubie ¢ JII, mpuBoxsiieldd K BbIPaKEHHOMY OrPaHHUYECHHUIO
¢usznueckoir akTuBHOCTU. HeOonbiias (¢u3nUeckass AaKTUBHOCTh BBI3BIBAECT
HOSIBJIEHUE OJIBILIKH, CIA00CTH, 00N B IPYAH, TOJIOBOKPYKEHHUS.

Knacc 1V- 6onbnble ¢ JII' HeCIOCOOHBI BBINONHATH JIIO0OYI0 (PU3NUECKYIO HATPY3KY
0€3 BBIIIECTIEPEUNCICHHBIX KIMHUYECKUX CUMOTOMOB. Opplika MU ci1abocTb
MOTYT IIPUCYTCTBOBATh J1aXKe B MOKOE, TUCKOM(OPT BO3paCTaeT MPU MUHUMAIBHON
Harpyske.

buoncusa neckux. IlpoBeneHue Kak OTKPBITON, TAK U TOPAKOCKOTTMYECKOMN
OMOTICHH JIETKUX COTMPSDKEHO ¢ PUCKOM OCIIOKHEHUH. B pyTHHHON KIMHHYECKON

MPAKTHKE 3TOT METOJ OOBIYHO HE UCHOJb3yETCHI.
daxkTopbl, BIUAKIINE HA IPOrHo3 00JabHbIX JIT':

e OK (BO3)

e Hanuuune npu3HAKOB NPAaBOKEITYAOUKOBOU CEPACYHOM HETOCTATOUHOCTH
e TonepaHTHOCTH K PU3HUECKUM HArpy3Kam

e JlucraHmus B TecTe 6-MUHYTHOU XOIBOBI

e VYpoBeHb NMKOBOrO MOTPEOJIEHUS KUCIOPOa

e DOXOKI - napameTpsl
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e Hanuuue nepukapauaibHOrO BBINOTA

e Pa3smepsl mpaBoro npeacepaus, JIEBOro KelygouKa

e [‘emonMHaMHuuecKue rmapaMeTpsl (1aBI€HUE B MPaBOM MPEICEPANUU, CPEIHEE
JaBJI€HUE B JIETOYHOMN apTepUu, CEpJIEUHbINA BHIOPOC)

e VYpOBEHb CaTypald BEHO3HOU KPOBU

e Jlanuwie OPII

e Hanuuue runepypukemMun

e VYpoBEeHb MO3TOBOI0O HATPUIYPETUYECKOTO MENTUAA

e VYpoBeHb TPONOHHHA, HOPaIPEHATINHA B TIa3Me KPOBU

e VYpOBEHb PHAOTENNHA-]1 B M1a3Me KPOBU

Jleuenue JII'

Ha npotrsokeHnn MHOTHX JecSTIIeTH B JieueHun OoyibHBIX JIIT HabGmromascs
KpaitHe MeJJIeHHbIN nporpecc. CuTyanus CylecTBEHHO U3MEHUJIACh B MOCIIECIHUE
rojapl, Ojaromaps 3HAYUTEIBHOMY YBEJIIMUCHUIO YHCJIA KOHTPOIUPYEMBIX
UCCIIeIOBaHUNA. AHTarOHUCTHI KaJbliMs, aHTUKOATYJSHTBI, CEP/ICUHBIE TITUKO3HU/IbI,
KUCJIOPOJOTEpATIHS B HACTOSIIIEE BpEMs, HECMOTpS Ha OTCYTCTBUE
COOTBETCTBYIOIINX PaHIOMU3UPOBAHHBIX HCCJICIOBAHHH, COCTAaBJISIIOT
CTaHJAPTHYIO TepaIuio, IUPOKo nmpuMeHsemyr y OonbHbIX JII' [10]. BMecte ¢
TEM TOSIBUJIMCH HOBBIC TPYIIIBI JIEKAPCTBEHHBIX IpernapaToB, 3PGEeKTUBHOCTh U
0€301acCHOCTh KOTOPBIX JI0Ka3aHa Pe3yabTaTaMu KOHTPOJIMPYEMBIX UCCIICIOBaHU.

OO0uue pekoMeHIANUNT

Jlns Bcex 6e3 mckimoueHus 0oibHBIX JII' akTyaabHBI OOIIME PEKOMEHIAINH,
COOJIFOJICHUE KOTOPBIX TO3BOJISECT YMEHBIIUTH PHUCK BO3MOXKHOTO YXYIICHHUS
TeUYCHUS 3a00JICBaHUS BCIIC/ICTBUE BIMSHUS BHECITHUX (pakTOpoB. B moBcemHEBHOM
*)u3HU nanueHTtel ¢ JIIT momkHBI m30eraTh YCIOBHH BO3HHUKHOBCHHUS TaKUX
MOTEHIIMAIBHO OMACHBIX CUMIITOMOB, KaK BBIpa)K€HHAsl OJbIIIKA, CHHKOIIE, OOJIU B
rpyau. 3amnpemarTcs GU3NYeCKUe HArpy3KH MOCHE €bl, MPU HEOJIaronpusTHOM
TeMmrepaTtypHoM pexume. B To ke Bpems OonbHbIM JII' ciienyeT moaiepKuBaTh

aICKBATHOC COCTOAHUC CKEJIETHOM MYCKYJATypbl, BbIIIOJIHAA CXKCIHCBHBIC
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JO3UPOBAHHBIE (¢u3nuecKre Harpy3kd, HE BbI3bIBAIOIINE BBIIECYKA3aHHBIX
CUMIITOMOB, YTO CHOCOOCTBYET YJIYYIIEHHMIO KAaueCTBAa >KU3HU U YMEHBIIEHUIO
TSYKECTH KIMHUYECKOW CUMIITOMATHKH.

['unokcus ycyryOmiser Ba3oKoHTpUKLMIO 1pu JII', mo3TOMy BO BpeMsi IOJIETOB
Ha aBuaTpaHcnopte s OonbHBIX ¢ JII' HeoOXoauMo 0OCYXIaTh BO3MOXKHOCTD
IIPOBEEHUS TOMIOJHUTEIBHON KUCIOPOIOTEPAIIHH.

[IpodunakTrika HHPEKIMOHHBIX 3a00JIEBAHUM SBISAETCA KpallHE Ba)KHOU
3agadert ;s 6oapHbIX JII'. CrnenyeT pekoMeHA0BaTh MallueHTaM BaKIIMHUPOBAHUE
OT TpUIlla M THEBMOKOKKOBOM HH(eKkuuu. BO3HUKHOBEHHWE MHEBMOHHH
ycyryosser tedeHue JII' m sABiIseTcs NPUUMHON CMEPTEIbHBIX HCXOM0B y 7%
6ompHbIX JIT'.

bepemeHHOCTSD, pOJIbI, 3aMECTUTEIIbHAS rOPMOHOTEpaNus B
NOCTMEHONAY3aJIbHOM TEPUOJE CBSI3aHbl C TMOBBIILICHHBIM PUCKOM YXYAIICHHS
TeueHHs] 3a00JieBaHUS U CMEPTHOCTH Yy OJTOoM Kareropuu OoibHBIX. Bceem
naruenTkaM ¢ JII' penpoayKTUBHOTO BO3pacTa JOJDKHBI ObITh PEKOMEHOBAHBI
COOTBETCTBYIOIIIME METOJABI KOHTpAUECNUUU. TspKenaple CepAeyHO-COCYIUCTBIC
3a0oneBanusi 1o AaHHbIM EBpomneiickoro Oo6mectBa KapamonaoroB BBI3BIBAIOT
MaTE€pUHCKYI0 cMepTHOCTb B 30-50% ciyuaes.

B3aumocBs3u  Mexay HCHOJB30BAHMEM OPaJIbHBIX KOHTPALENTUBOB U
BO3HUKHOBeHHeM JII' B 3HauuTeILHOM  YHCJIE HCCIEIOBAaHUM JIOKAa3aTh HE
ynanock. Y 60apHBIX JII' Gosiee mpeanouTuTeIbHO UCTIOIB30BAHUE HECOIEPIKAIINE
ACTPOreHbl KOHTPALENTUBBI, OapbepHBIX METOJOB KOHTPALECNIMH, IMPOBEACHHUE
XUPYPrUYECKOM  CTepUIM3alMU. 3aMECTUTENbHAs TOpMOHalbHAasi  Tepamnus
nokaszaHa mnamueHtkaMm JII' B moOcTMEHOmnay3e JuIIb IPU  BBIPAKEHHBIX
KJIIMMaKTEPUUYECKUX CHUMIITOMax IIPU YCJIOBHM JIOCTHXKEHHSI aJEKBAaTHOIO
KOHTPOJISI CUCTEMBI CBEPTHIBAHUS KPOBH.

Bonpubie JII' BHICOKOUYBCTBUTEIBHBI K CHHUXKEHHIO YPOBHSA T'€MOrjoOWHa B
KpOBHU, MO3TOMY Jla)K€ HEBBIpAKEHHAsi aHeMUsl TpeOyeT ObIcTporo 3¢ (PEeKTUBHOTO
nedyenus. Y 6onpHbIX JII' ¢ BhIpa)keHHOW TMIOKCUEN, HanpuMep Ha (HOHE JIETOUHO-

CUCTEMHBIX IIYHTOB, BO3HHUKA€T BTOPUYHBIN »puTpouuTo3. llpm ypoBHe
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remaTokpura Oonee 65% wu HaJU4YUM CHMIOTOMOB, YKAa3bIBaIOIIMX Ha
MOBBIIIEHHYIO BSI3KOCTh KPOBH (TOJOBHBIE O00JIM, HapylIEHHWE KOHIICHTpaIuu
BHHMAaHUs) TOKa3aHbl KPOBOITYCKAHUSI.
MeaukaMeHTO3HOE JIeYeHue

Anmuxoazynaumol u oezazpezanmal. 110Kka3aHus I HA3HAYEHUS OPaJIbHBIX
antukoaryistHToB (OAK) y 6onbabIX JII' cBsSI3aHBI ¢ TPaAUIIMOHHBIMU (haKTOpaMHU
pUCKa BEHO3HBIX TPOMOOAMOOJNIMM, TaKMMU KakK cepjeyHas HEJOCTaTOYHOCTD,
MaJIOTIOJIBIKHBIM ~ 00pa3  JKU3HU, a TaKXke MPePacloioKeHHOCThIO K
TPOMOOTHYECKUM H3MEHEHHSIM B JIETOYHBIX COCYJaX - MHUKPOIMPKYJISITOPHOM
pyciie U 3JIaCTUYECKUX JIETOUYHBIX apTEPUSIX.

bnaronpustabie 3¢ dexter OAK y 6onbubix JII' moka3zanbl B OJTHOIEHTPOBBIX
PETPOCHEKTUBHBIX HccienoBanusix y OombpHbix WJIIT  u JII', pa3BuBIeics
BCJIEACTBHE TIpueMa aHOpeKTUKoB. lleneBoil ypoBeHb MEXIyHApOIHOTO
HopmanuzoBanHoro otHoueHuss (MHO) nmpu WJII'  coctaBnsger 1,5-2,5. ITlpu
npyrux ¢opmax JII' pemenune o nHazHaueHun OAK MOMDKHO B KakaOM ciydae
OPUHUMATBCS  MHIUBUIYaJIbHO HAa OCHOBaHMUU OIEHKH COOTHOILIECHUS
pUCK/3h(PEKTUBHOCTS.

B kauectBe anpTepHaTHBBI BapdapuHy y manueHToB JIIT ¢ TOBBIIICHHBIM
PUCKOM KPOBOTEUEHMI WJIM HENEPEHOCHMOCTH IIpenapara, paHee Mpeaiaraioch
UCIIONIB30BaTh HeOoubimue g03bl remapuda (mo 15000-20000E]l B cyTtkum) 1o
MOBBIIIEHUS AKTUBUPOBAHHOTO YaCTUYHOTO TPOMOOIIACTUHOBOTO BpeMEHH B 1,5-
1,7 paza 1o cpaBHeHHI0O ¢ HOpMOW. B mocnemHue roasl yCHENIHO BHEIPEH B
KIIMHUYECKYIO MPAKTUKY HOBBIA KJIACC AHTUKOATYJISIHTOB - HU3KOMOJIEKYIISIPHbBIC
renapuHbl. OT0 (parMeHThl CTAHIAPTHOTO TeMapuHa C MOJICKYJISIPHBIM BECOM OT
1000 mo 10000 mansToH. HM3MeHeHHWE MOJIEKYJIAPHONW MACChl CYIIECTBEHHO
M3MEHWIO (papMaKOKWHETHUKY TIPETapaToB: OOJBITMHCTBO OCJIKOB IJIA3Mbl C HUMH
HE CBS3BIBAIOTCS, a OJTO oOOecmeuynBaeT OTIUYHYIO OHOJOCTYMHOCTH TIPH
MPUMEHEHUN HHU3KOMOJICKYJIIPHBIX TEMapuHOB B  HEOONBIIUX J103aX U
MPEACKA3yeMOCTh AaHTUKOAryJIsIHTHOTO A(ddekta npu (UKCUPOBAHHOU J03€.

Haubonee  nOCTYmHBIMM  HU3KOMOJIEKYJSIPHBIMU  TE€MapUHAMU  SIBJSIIOTCS
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HAJIOTIAPWH W YHOKcamapuH. B TedeHue 1-ro mecsia Tepanuu MPUMEHSIOTCS 10361
HagonapuHa 15000 UAXa IC 2 pa3a B JeHb WM PHOKcamapuHa |Mr/kr Beca 2
pasa B JICHb, B MOCJCAYIONEM - MEHbITHE NPOQUIAKTHISCKUE 03Bl HATOTApUH

7500 UAXa IC 1-2 pa3za B nenpb 1 3HOkcanapun 20-40mrx1-2pa3sa.

Ba)XHO MOMHWTbL O BO3MOXHOCTWN Ha3HauyeHun aesarperaHTos 60abHbIM JIT. Hanbonee nonyaapHbim
npenapaTom U3 3TOM rpynnbl ABAAETCA acNMpPUH (KMCNOTa aLeTuacannLMIoBan), NPoCcTon B
npuMeHeHUn npenapaT, Ha3sHaYeHne KOTOPOro He COMpPAXKEHO C HeobXoAMMOCTbIO 1abopaTopHOro

KOHTpoAA. MpeanoyTUTeIbHO MCNONb30BaHWe cneLynanbHol GopMbl acNMPUHA, MOKPbLITOW

KuLLIe4YHopacTBopuMor 060104KoN, BbICBODOXKAaeMOM B LefouHOoW cpeae KUIIICUHUKA, YTO
CBOJUT K MUHUMYMY PHUCK YJIBIIEPOTCHHOTO JEHCTBHUS.

Jluypemuku. ModeroHHble ipenaparbl MO3BOJSIOT YIYUYIITUTh KINHUYECKOE
coctosiHre 00bHBIX JII' 1 PEKOMEHIYIOTCSI BO BCEX CIydasiX pa3BUTHUS
JIEKOMIICHCAIINH, XOTS CTCIUaIbHbIE PAaHIOMHU3UPOBAHHBIE HCcC/le[0BaHuUs /10
HACTOSIIIIETO BPEMEHH HE MPOBOAMINCE. [IpaBo BEIOOpa KOHKPETHOTO Mperapara
OCTaeTcs 3a KIMHUIMCTAMHU. [[03bl TUYypETUKOB TOKHBI AKKYPaTHO TUTPOBATHCS
BO M30€KaHME PE3KOro MajieHus: 00beMa IUPKYIUPYIONIEH KPOBU U CHIKEHUS
cucteMHoro nasnenus. [Ipumensitores netnessie quypeTuku: Gpypocemun 20-
120Mmr/cyTku, kuciaora atakpuHoBas 50-100mMr/cyTku, Topacemua 5-10Mr/cyTku.
[enecooOpa3Ho NOMOTHUTEIHLHOE HA3HAYEHUE aHTarOHUCTA AJIbJOCTEPOHA!
criupoHoiakToH 25-150mr. Bo Beex ciydasx Ha3HaYeHUS TUYPETUKOB HEOOXOIUMO
THIATEJIbHO KOHTPOJIMPOBATh YPOBHU AJIEKTPOJIIUTOB KPOBH, a TAKIKE COCTOSIHUE

byHkIIM ouex [9].

Kucnopooomepanus. BOJILIIMHCTBO NaLMeHTOB JIT HMEKT
HE3HAYUTEJNbHYI0 apTepuaJbHyl0 THUIOKCAI B TMokoe. HckiawouyeHueM
ABJAOTCA nauueHTbl ¢ JII' Ha QoHe BpOXKJEHHBIX MOPOKOB cepAla, v
KOTOPBIX BCJEJACTBUE IIYHTUPOBAHUS KPOBM ClpaBa-Ha/IeBO pPa3BUBAETCA
pebpakTepHass K KUCJAOPOJAOTEpaNUM TUINOKCeEMHUs. Y psga OO0JbHBIX C
BbIpa>KEHHOM THUINOKCEMHUEW O0OHapy>KMBaeTCsd BTOPUYHOE OTKpbITUE
OBaJIbHOTO OKHAa. IPPEeKTUBHOCTb JJIHUTENbHBIX (10 12-15 yacoB B CYyTKH)

WHraJsauui kucaopoza (24/MuH.) nokasaHa y 6oJibHbIX JII' Ha ¢pone XOBJL.
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[Ipy 3TOM BaXHO MOJJEpP>KMBATh CAaTypalUl0 KPOBHM Ha YPOBHE HE MeHee

90%.

Cepoeunvie 2nuxo3udvl u uHomponuwvle npenapampl. CHWXKeHUe
COKpPAaTUMOCTHU NpaBoro xeaygodka npu JII' aBisgeTcsa o4HUM U3 BaXKHEUILIUX
MEXaHHW3MOB Pa3BUTHUSA U MPOTPECCUPOBAHUSA CEPAEYHON HEJOCTAaTOYHOCTH,
N03TOMY HMHOTPONHBIE NpenapaTbl MOTYT ObIThb NMOKa3aHbl 00JibHBIM JII.
BHyTpuBeHHOe BBeJleHHWe JUrOKCMHa OosbHbIM WJII' cnocobcTByeT
HEKOTOPOMY TMOBBIINIEHUID CePAEYHOr0 BbIOpOCA UM  COMPOBOXK/AETCA
CYLleCTBEHHbIM YMeHbIlIEHHUEM YPOBHS HOpPaJpeHa/iMHa B IJla3Me€ KPOBH.
CepfieyHble TJIMKO3WJAbl MOTYT Ha3HayaThCd B  peAKHUX  CJAyvasx
MeplaTeJbHOW apUTMUM y 60JbHBbIX JII' [/ ypekeHUs Keaya04KOBOTO
putMa. JlobyTaMuH y 60JibHbIX JII' Ucno/sib3yeTcs JiMilb B TePMHHAJbHOU
cTajguu 3ab0JieBaHUA U B pAJie Cly4daeB MO3BOJISAET AOCTHYb CTAOMJIU3ALUU

COCTOAHHA.

Anmazonucmel  Kaavyusa. Ba3zoKOHTpUKTHUBHasE Teopusi nmartoredeza JII
0a3upyeTcs Ha NPHUCYTCTBUU THMNEPTPOPHH MEJAWH B JIETOYHBIX apTEPHUSAX H
apTepuosiax, a TaKXe CHUXEHHUHM JIETOYHOTO COCYJIUCTOTO CONPOTUBJICHUS TPHU
Ha3HA4YCHUH BazoAmnaTaTopoB. O4EeBUIHO, TOJIHKO Y MEHBIICH yacTu 00iabHBIX JIIT
Ipyd Ha3HAYECHUM BaA30JWJIATATOPOB, B YACTHOCTH AHTAaroHUCTOB KaJbIIMs,
BO3MOKHO JOCTHYh KIMHHYECKH 3HAYMMOT'O CHM)KCHHS JIaBJICHHMS B JICTOYHOH
apTepum.

brnaronpusTHbIe KIMHUYECKHUE W MPOTHOCTHYSCKUE A(h(PEKTHl aHTarOHHUCTOB
KaJbIMs, TPUMEHSIEMBIX B BBICOKHX J103aX 00JbHBIM JII' C MOT0XKUTEILHOM OCTPOM
nmpoOoi, ObUTM TIOKa3aHbl B  OJHOICHTPOBBIX  HEPAHJIOMH3UPOBAHHBIX
nccienoBanusx. K uucimy pexomMeHmoBaHHBIX Ui JiedeHus JIIT B HacTosiee
BpEMsI OTHOCSTCA JUTHUIPONUPUINHOBBIC AHTATOHUCTBI KAJIBIHAS U TUJITHA3EM.

Boibop npemapata ompedensieTcss  MCXOJHOW  4YacTOTOM  CEepIEUYHBIX

cokpaiieHui. [lanenTam ¢ 4acTOTOM CepAECUHBIX COKpAlleHUN B mokoe MeHee 80
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yAapoB B  MHUHYTY ClelyeT pPEKOMEHJIOBATh AaHTAarOHHMCTBl  KaJIbIUs
JUTUAPONUPUIMHOBOTO psila. AMIOAWIUH SIBISETCS MpemnaparoM BbIOOpa st
nanueHToB JII' ¢ sABIEHUAMU MIPAaBOKEIYIOUYKOBOM CEPACYHON HENOCTATOYHOCTH.
CyTouHble 103bI MpenapaToB, JoKa3aBiire 3PHEKTUBHOCTh, JTOCTATOYHO BBHICOKHE
(tabmuna 3). Ilpu oTHOCHTENBHON TaXUKapAuU (YACTOTA CEPACUHBIX COKpAIICHHM
B nokoe 0osiee 80 yaapoB B MUHYTY) ClIelyeT OTAaTh IPEANOUYTCHUE TUIITHA3EMY.

BaxxHo mnomuepkHyTh, YTO TEpamui0 aHTArOHUCTAMU KajblMs CIETyeT
HAYMHATh TOJI CTPOTUM TE€MOJAMHAMUYECKUM KOHTPOJIEM TOJbKO OoJibHBIM ¢ JIT,
OTBEYAIOIIUM Ha TPUMEHEHHE BazoJuiIaTaTopoB. /[l mpoBeneHus: TPOOBI
UCIIONIB3YIOT CIICIYIONINE HaudalibHbIC J103bl TMpernapaToB: 20Mr HU(ETUNUHA WA
60Mr muiaTHa3zeMa, 3aTeM KaKJIbI Yyac Ha3zHadaeTcs Ta ke go3a g0 20% -Horo
CHWIKEHHUS CUCTOJIMYECKOTO JABJICHUSI B JICTOYHON apTepUH, ONPESICHHOTO IPH
Karerepusanuu npabbix oTaenoB cepana uiau IXOKI. 50% ot sddexTuBHON B
ocTpoil mpobe 1036l HEOOXOAUMO Ha3zHayaTh Kaxiable 6-8 YacoB €XeIHEBHO.
TutpoBanue n03bl TpemnapaTa AOMHKHO TPOBOAUTCS  MOCTENEHHO B TEYEHHE
HECKOJIbKUX HeIelb J0 MaKCUMalbHO TnepeHocuMoir. HMuHorma cucremHas
TUIIOTOHUS, OTEKH TOJICHEH U CTON MPEMSITCTBYIOT YBeJIMUEHUI0 103bl. Haznauenue
JTUTOKCHHA W/WJU JIUYPETUKOB B HEKOTOPBIX CIydasX IMO3BOJISET CIPABUTHCS C
1m060YHBIMHU () (PEKTaMU aHTATOHUCTOB KAJIBITHSI.

Tepanus aHTaroHWCTaMHM KalblMs MOKA3aHA:  MAIMEHTaM C CEpACYHBIM
uHjekcoM Gonee 2,1 n/Mun/M? u/umu carypanueii Oz BeHO3HON KpoBH Gonee 63%
W/WIM JABJICHUEM B MPABOM mpencepanu MeHee 10MM.PT.CT. ¥ ¢ TIOJOKUTEIbHBIM
OTBETOM Ha OCTpO€ Ha3HAYCHUE Ba3zoAwiIaTtaropa. [larueHTh, HAWITYYIINM
o0pa3oM pearupyloniie Ha Ha3HAYCHHE AHTArOHUCTOB KajbllMs, KaK IPABUIIO,
JEMOHCTPUPYIOT CHUKEHHUE [IaBICHUS B JIETOYHOW apTEepud U JIErOYHOIO
cocyauctoro comnpotuBieHus g0 50% OT HMCXOAHOTO, YacTO- HOPMAaJIbHBIX

3HAYECHUH.

VY HalmeHToB ¢ CepAeYHbIM HHAeKCOM Ooee 2,1 /MuH/M? W/uiau catyparuei
) y

O2 BeHo3HOM KpoBU Oojnee 63% u/uinu AaBIEHUEM B MPABOM MpEACEPAUN MEHEe
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10MM.pT.CT. M C OTPHULATEIBHOU OCTpoil mpoOoM ycmex Ha3HAYEHHS
Ba30MJIATATOPA MAJIOBEPOSITEH U MOXET BbI3BAaTh MOOOYHBIE 3(DPEKTHI.

I[Ipu cepaeunom nHaekce Menee 2,1 n1/Mun/M? n/umu catypanueii Oz BEHO3HOM
KpoBu MeHee 63% u/wiM JaBieHUEM B IpaBoM mpenacepauu Oosee 10Mw.prT.cr.

AHTAarOHUCThI KaJbL U a0COJIIOTHO MMPOTHBOIIOKA3aHbI.

Tabnuya 3
AHTaFOHI/ICTBI KaJlbIIUsA OJId JICUYCHUSA 6OJIBHBIX HF

= = ] vV 2| = s I A
2% & 2 g $ 3/E .= F .=z |:F&5%|
® E = 8 o 2 = e o B 2|l o o H o =
Z2E 3 : = 3 E EEHEIE e LB
= B = = = & E & 2|10 &« @ R0 = €380 = < 9
HudeaunH 20-40Mmr Ha 20Mmr 40-60mr 80-120Mr 120-180Mr
HCpaUIUH 2,5-5mr Ha 2,5-5mr | 7,5-10mr 10-12,5mr 12,5-15mr
aMJIO IUTTNH 2,5-5Mr Ha 2,5Mmr 10mr 12,5mr 15mr
JIALM AN H 2-4mr Ha 2MT 4mr 4-8mr 8Mr
IUJITHA3EM 30-60mr Ha 30Mr 120-180mr 180-240mr 240-360mr

He Oonee 25% OompHbix JII' WMEIOT MOJOXUTENBHYIO TMpoOy C
Ba30IWJIATaTOPOM, U3 HHUX JIMIIb Yy IOJOBUHBI YAAETCSA MOANEPKATh KIMHHUKO-
reMoJIuHaMuYeckuii  3¢p@GEeKT TpH UIMTEIPHOM HAa3HAYE€HWW AaHTAarOHHCTOB
KaJIbLIUSL.

IlIpocmanouowt. Kax panee o0CyX1aI0Ch, MPOCTAIUKINH CHHTa3a YMCHbBIIICHA
y nmanueHtbl ¢ JIAI, 4To BeieT K HeaaeKBaTHOM mpoxykiuu prostacyclin 12,
BazojuisTaTopa ¢  aHtunpoiudepatuBHbiMu  dpdexkramu.  Haznauenue
MPOCTaHOMIOB ObII0 omnoToM Tepanuu JIAIT Gonbiie gecsatunerus. B Hacrosimiee
BpeMsi HMMeeTCsi 3 KOMMEPYECKH JOCTYMHBIX MPOCTAHOUIOB: SHNOMPOCTEHOI,
TPENPOCTUHWI U ujtonpocT [1].

Anonpocmenon. BayTpuBeHHBIN dmonpocteno| yirydmaeT ¢yHKIHOHAITBHBIN
KJIacC, TOJIEPAHTHOCTh K (PU3UUECKON Harpy3ke, TeMOJAMHAMUKY U BBIXKUBAEMOCTh
npu MJIAI'. DnonpocTeHon Ha3HaydaeTrcss B BUIE HENPEPHIBHOW BHYTPHUBEHHOU
nH(y3un. Kaxxaplii manueHT I0MKEH U3YYUTh TEXHUKY CTEPUJIbHOW MOATOTOBKHU
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mpenapara, MpoIeaAypy MEepPEeaBMIKHOTO HH(PY30MaTa, M yXOA 3a ICHTPAIbHBIM
BCHO3HBIM KaTeTepoM. BHYTpUBEHHOE BBEICHHE OIOMPOCTCHOTA OOBIYHO
HauyuHaeTcsl B OOJBHUIIC B J103€ 2 HI/KI/MUH U JajdbHENIas 032 OCHOBBIBACTCS
Ha cumnTomax JIAI' u moGounbix 3d@dekrax mnpemapata. B To Bpems kak
JO3UPOBAHUE JOJKHO OBITh BBICOKO WHIAMBHAYATH3UPOBAHO, OOJBITMHCTBO
DKCIIEPTOB TIOJIAraeT, 4YTO ONTHMalbHAs J03a Ui XPOHHYECKOW Teparuu
HaxoAuTCs Mexay 25 u 40 Hr/Kr/MHH 1IJi OOJIBITMHCTBA B3POCIBIX TMAI[UCHTOB,
KOTJIa WCIOJIb3YeTCs KaK MOHOTEpanus. XPOHHUYECKas Iepeao3upoBKa HHOTIA
NPUBOJUT K CEPJCYHON HETOCTATOYHOCTH C BBICOKHUM CEpPJCYHBIM BBIOPOCOM, H
JIOJITOBPEMEHHBIC TTOCJICJACTBHS TOTO HEU3BECTHBI U MOTYT OBITh BpeaHbl. OOIIMe
no6ouyHbie A()PEKTH BKIIOYAIOT TOJOBHYIO 00Jb, 00JIb B UEIIOCTAX, THIIEPEMUIO,
TOIIHOTY, JUApCI0, CBIITb KOXXW W CKEJICTHOMBINICYHYIO O0ib. MHpeknus wu
nepepbiBbl B MHQY3MH MOTYT OBITh ONACHBI I JKWU3HH. VIcToab30BaHME
AIONMPOCTEHOJA, YUYUTHIBAS €r0 3HAYUTEIBHYIO CIOKHOCTh, JOJDKHO OBITh
OTPaHUYEHO OMBITHBIMU IIEHTPAMH.

Treprostinil.  Treprostinil  —  cTaOuabHBIAE  MPOCTAHOHT C  IEPUOIOM
NOJTYBBIBEACHUST PUOIU3UTENbHO 4.5 yaca, KOTOpbIH ObLI BHayayue M3y4deH MpH
MOJIKO)KHOM BBEJICHMM BO BpeMs 12-HemenpbHOro Iuianedo-KOHTPOUIUPYEMOTO
MYJbTUIIEHTPOBOTO paHIOMH3UPOBAHHOTO HccienoBanuss 470 MalMeHTOB C
dbyaknuonanpaeiM  kimaccom I, 1, wmm IV JIAI' (MJIAI, ©Oone3Hn
coequHUTeNnbHOM TKaHH, cBs3aHHas ¢ BIIC). IMomkoxusii treprostinil mpusen x
YMEPEHHOMY, HO CTaTUCTHYECKH 3HAUYMMOMY CpPEJHEMY MEXKIPYIIIOBOMY
yBenuaennto Tecta OMIIT Ha 16 M, KOTOpHI ObUT 3aBUCUM OT J03bl. MI3MeHeHue
tecta 6MIIT ObUTO pe3ysbTaToOM YIIYYIICHUS B TpyIIe, moiydatomiei treprostinil,
u He ObuT0 M3Menenus Tecta OMIIT B rpynme mnare6o. Otpunarenbabie 3G HEKThI
BKJTFOYAJTA OOJTb WJIM SPUTEMY Ha YIaCTKE
noAKOKHON mHY3un y 85 % mammentoB. Jpyrue dacteie mobodHbie dHPEKTHI
BKJTFOYAJT TOJIOBHYIO OO0JIb, IMAPEI0, CHITTh U TOITHOTY. YTIPABJICHHUE TI0O KOHTPOJTIO
3a mpoaykramu U yiekapctBamu (FDA) ogoOpuito moakoxusbii treprostinil 8 2002

JUIsL Ucmodbp3oBaHuss npu ¢yHkuuoHansHoMm kiacce I, 1, u IV JIAT.
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[IponomxaroTcsi UccneqOBaHUsI C MHTAISIMOHHBIMU U MEpOopaibHbIMU (hopMamu
treprostinil.  YuuTeiBas ~ CIOKHOCTP  NPUMEHEHUS  BHYTPUBEHHOTO WU
nojakoxHorotreprostinil, mpumeHenue >THX (GOpPM TOMKHO OBITH OrPAHUYUCHO
OTIBITHBIMHU IICHTPAMHU.

Hnonpocm —  TOPOCTaHOU, KOTOPBIM  MPUMEHSETCS  IMOCPEACTBOM
MIPUCIIOCOOJICHHOTO a’3pO30JIbHOTO YCTPOMCTBA, KOTOPBIM ObUT H3yueH B 12-
HEJIETbHOM MYJIbTHUIIEHTPOBOM IIAIIE00-KOHTPOIUPYEMOM PaHIOMHU3HUPOBAHHOM
uccinenoBanun 207 mamueHToB ¢ pyHkuuoHanbHbIM KiaccoM I u IV ¢ WUIIAT,
JIAT', cBS3aHHOW CO CHEKTPOM CKJIEPOJCPMUUYECKUX OOJIe3HEH WM ammeTUT-
CYNpPeCcCUBHBIX cpeAcTB, win JII', cBsizaHHON ¢ HeomepaOenbHOM XPOHUYECKOU
TpoMO0IMOOIMUecKkoi 001e3HbI0. DTO HCCIEAOBAHME MCIOIB30BAI0 HOBYIO
CJIO)KHYI0O KOHEYHYIO TOYKY: yJydllieHHue (YHKIIMOHAIBHOTO KJlacca MO KpaiHen
Mepe Ha | ypoBeHb u ynyumeHue tecta 6MIIT mo kpaiineit mepe Ha 10% B
OTCYTCTBUU  KJIMHHMYECKOro  yxyameHus. Yacteie 1o00ouHbIe  ADPEKThI
MHTAJISIMOHHOTO UJIOTPOCTa BKJIIOYAIOT Kallesb, TOJIOBHYIO 0OJb, TUIIEPEMUIO U
6o1b B uemtocTsax. Mnonpoct 6bu1 ono6pen FDA B 2004 . 11 GyHKIIMOHATBHOTO
knacca |l u IV JIAT.

Aumazonucmol peuenmopoe  Inoomenuna. DuporenuH-1 (OT-1) — aro
NENTU] HSHIAOTEIHAIBHOTO MPOUCXOXKIACHHUS, XapPAKTEPU3YIOLIUNWCS MOIIHBIM
Ba30KOHTPUKTOPHBIM W MUTOT€HHBIM  CBOMCTBAMM B  OTHOILUEHUHU
[JIAIKOMBIIIEYHBIX KJIeTOK. DT-1 cBs3pIBaeTCA C ABYMSI TUIIAMH PELIENTOPOB -
tuna A (OTA), IokalIu3yroUMMHCS Ha TIaJKOMBIIIEYHBIX KJI€TKax U Tuna B
(OTB), n0oKaMU3YIOIMMMHUCS HAa SHAOTEIHAIBHBIX M TJIAJIKOMBIIIEYHBIX KJIETKaX.
AxtuBanusi OTA- u  OTB-penentopoB TJIAJAKOMBIIICYHBIX KJIETOK BBI3BIBAET
Ba30KOHCTPUKTOPHBIM W MUTOTeHHBIH dhdext. Ctumymsmus I TB-pernentopos
criocoOcTByeT KiupeHcy DT-1 B JIerkux, yBeIUYEHUIO MPOAYKIIMU OKCUAA a30Ta U
OCBOOOXKJIEHNIO TIpocTarnukiauHa. MccnenoBanus skcnpeccun OT-1 B serounoi
TKaHU TMOJTBEPXKIAIOT €ro posib B matorene3e JII', onHako He YCTaHOBIIEHO,
ABJISCTCS JIM NMOBbIIECHHAsA npoaykuus JT-1 npuumnon wnm ciencreuem JII' [6].

AKTHBAIAS CUCTEMBI 3HAOTENMHA y OonbHBIX JII' sBisieTcss oOOCHOBaHUEM ISt
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WCIIOJIb30BaHUsl AHTarOHUCTOB PEUENTOPOB K IHAOTENIUHY, Onokupyromux ITA-
pelenTopsl Wi OAHOBPEMEHHO 00a Tuna penentopos-OTA u OTB.

bozenman - nepBblid penapaT U3 Kjacca aHTarOHUCTOB penentopoB K IT,
OJIOKUpYIOIINI 00a TUIa perenTopoB. B paHI0MU3UPOBAHHBIX HCCIIEAOBAHUSAX Y
6onbHbIX JII' OH MpPOAEMOHCTPUPOBAT CHOCOOHOCThH YNIYYIIaTh TOJEPAHTHOCTH K
buzudeckum Harpyskam, DK, remoauHamMudeckue U ISXOKapauorpaduyeckue
napametpel. B wuccinenoanun BREATHE-1 npu Ha3nauenuun Oo3eHTaHa B
cyTouHbix pgo3ax 125mr wmu  250mr  nmamuwentam WJIIT u JII' wa done
KOJUTAr€HOBBIX COCYAMCTBIX 3a00JIEBAaHUNM OTMEUYaJIOCh CYILIECTBEHHOE 10
CpPaBHEHMIO C TPYNIoW Ianedo yIydlleHHe TreMOJWHAMHYECKHX IOoKa3aTesei,
TecTa 6-MUHYTHOU XOJbOBI, KIMHUYECKUX UCX0A0B. Y 10% OOnbHBIX, Yalie Mpu
HAa3HAYCHUM MaKCHUMaJIbHOM CYTOYHOM J103bI OO03eHTaHa, Ha ¢oHE Teparnuu
MOBBIMIAINCH  YPOBHU  TpaHcamuHaz. (OTMeHa OO03€HTaHa TIPUBOJWIA K
HOpMaJIM3allui YPOBHS TEUYEHOYHBIX (PEPMEHTOB.

Hasnauenue mpemnapara pekomenayercs OonpHbiM WJIIT u JII' mpm
cKJiepojiepmMuu 6e3 cyiiecTBeHHOro jeroynoro guopoza c¢ Il u IV ®K (BO3) B
no3e 125Mr aBaXkabl B IEHb C €KEMECSYHBIM KOHTPOJIEM aKTUBHOCTH ()epPMEHTOB
nedeHu. Y 0onpHBIX JII' 603eHTaH MOXKET BBI3BIBATh PA3BUTHE AaHEMUHU H 3aJIEPKKY
KUAKOCTH. Y IKEHIIWH, TMPUHUMAIOMMX OO3€HTaH, HeoOXoauMa aJleKBaTHas
KOHTpALICTIHsI C Y4EeTOM BO3MOKHOTO TepaToreHHoro sddekra. CyiecTByeT
MHEHHME O TOM, UYTO ATOT KJIAcC MPENnapaToB MOXKET BbI3bIBATH TECTUKYISIPHYIO
aTpoUI0 W CTEPWIM3AIMU Y MYXKYHUH, TIO9TOMY HEOOXOJUM KOHTPOJIb
CIIEPMOTPAMMBI.

Sitaxsentan u Ambrisentan saBasrorcs 0osee celeKTUBHBIMUA Ui ETa
peuenitopa. B Hacrosimee Bpemss  Bpems omoOpensl B EBpomeiickom Coro3e,
Kanane u ABctpanuu, Ho He B CoenudenHbix [lTaTax [11].

Okcuo azoma u unzudoumopsl pocghoourcmepasvt muna 5

Okcud a3oma- MOWHBIA JHAOTEHHBIM  Ba30JWJIATATOpP, CEJIEKTUBHO

JNEUCTBYIOIIMI Ha COCyAbl Majoro Kpyra KpoBooOpamienus. Okcuj aszora

obOpasyercs u3 L-aprunuHa 1moj aeicTBreM Kaibluii-3aBucuMoi NO— cuHTa3bL.
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Hudbdynnupyss uepe3 anbBEOJSIPHYIO MeMOpaHy, OKCHJ a30Ta TMOMajaaeT B
[JIaIKOMBIIICUHbIE KIETKU apTepUi U apTepUoIl, OBBIIIAST YPOBEHb IIUKINUYECKOTO
ryaHo3uH-¢pocara (uI'M®D), KoOTOpbIi HMHULIMHPYET KacKajJ  peakiui,
MPUBOSIIMX B KOHEUHOM CYETE€ K CHIDKCHHMIO TOHYCA TJAJKOW MYCKYJIaTyphbl
COCYJIOB. 3aTeM OKCHJ a30Ta TIOCTYIIaeT B CHUCTEMHBIM KpPOBOTOK, TJe
WHAKTUBUPYETCS IIyTEM CBS3BIBAHUSA C OKCHUT€MOTJIOOMHOM C 0OOpa3oBaHUEM
metremoriioouna u HutparoB. [Ipu JII' HapymaeTcss cuHTe3 okcuaa aszora. B
KIeTkax  sHjpotenus  OompHBIX  WJIIT  mpw  MMMYyHOTHMCTOXMMHMYECKHX
UCCJIZICOBAHUAX MOKA3aHO CHUKEHUE dKCIpeccur dHaoTenuanbHoit NO-cuHTa3bl.

B 80-¢ roabl WHTANSIMOHHBIA OKCHJ a30Ta KCIOJB30BAICS C IEJbIO
nposeaeHuss ODII mist olleHKU PEeaKTUBHOCTU JIETOYHBIX COCY/IOB M BBISBJICHUS
OOJIbHBIX C TIOTEHIUAIBHO MO3UTUBHBIM 3(P(HEKTOM Ba3zoaAmIaTaTOpoB. ONUCAHBI
ClIy4yaud IJIUTETBbHOTO 3(P(EKTUBHOTO W 0€30MacHOTO MPUMEHEHUS HWHTAISIUN
OKCHJIa a30Ta MaKcUMaibHO 110 1,5 met y 6onpHbIX WJIT.

bonsueim JII' mpoBoasiTcss ¢ xopomuM 3¢ dextom 2-3-X HenelbHbIe KypChl
MHTAJSIITMOHHOTO oKcuaa azoTa 20-40 ppm B TeueHue 5-6 4acoB B CYTKH.

Cunoenaghun - MOIIHBIA CEIICKTUBHBIA MHTHOUTOP (ocdoamdcTepassl TUI 5,

npenorBpamas aerpagannto ql' M®, BBI3BIBAET CHUKEHUE JIETOYHOTO COCYIUCTOTO
CONPOTHUBIICHUS U TIEPETPY3KHU MPABOro Keaynouka. K HacTosmieMy BpeMEHH yKe
HAKOIUICHbl  JIaHHBIE, JEMOHCTPUPYIOLIME XOPOIIYID MEPEHOCHMOCTh H
sbdextuBHOCTS cuiaeHapmwia y OompHBIX ¢ JII' pasmuunoit stmonmorun. B
KIIMHUYECKUX HWCCIEAOBAHMIX CHIJAEHA(UI MPUMEHSJICS B Pa30BBIX J03axX 25-
100Mr 2-3 pa3a B IeHb U BbI3bIBAM YJIYUIIEHUE FTEMOJUHAMHUKN U TOJIEPAHTHOCTHU K
¢usnueckum Harpy3kam y OonbHbIX JII'. Ommcansl penkue mobodHbie d3HQPEeKThI
npenapara- rojoBHas 00Jib, 3aJI0KEHHOCTh HOCA, MPUIMBBI, HAPYLICHUS 3pEHUS,
mucnencusi.  Cunmenadun  pexomeHayercs OompHbIM  JII, 'y KOTOpPBIX
Hedh(pexkTuBHA CTaHAapTHAs MEAWKAMEHTO3Has Tepanus. Jlpyroit mosbiie
newctByronmuii  maruoutop PDE, tadalafil, B Hacrosmee Bpems mnpoxomut
knuHndeckue ucciaenoanus. Kak sildenafil, tadalafil o011 omoOpen panee FDA

JUISL JICUCHHS dpeKTHIbHOM nuchyHkiu. OaHaKo, 3TO TPeOyeT JOMOJIHUTEIBHBIX
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HCCIIeIOBaHul y manueHToB ¢ JIAT.

JIAT -cnenuguueckass Tepanus noporas. [lpubnusuTenbHas eKeroaHas
croumocth Sildenafil cocrasmsger 12 761 $, 6o3enrana - 55 890 $, ambrisentan -
56 736 $ u iloprost - 92 146 $. [TockoabKy HO3UPOBAHUE WHAWBUIYATH3HUPOBAHO
¥ KOJIMYECTBO MCIOJIb3YEMOTO Tpernapara 3aBUCHT OT Beca MalleHTa, CTOUMOCTh
epoprostenol u treprostinil 3HaunTeNnEHO BapbUpyeT OT MalMeHTa marueHty. s
narnuenta Becom 70 Kr ¢ Hamboliee HU3KOW JO3MPOBKOM €KerojgHas CTOUMOCTD
smonpocteHonia cocraniser 33 153 §, a treprostinil 97 615 $. DTu 3aTpaThl MOTyT
OBITH HAMHOTO BBIIIE JIJIS1 TYYHBIX MAIHEHTOB
1 B 00JIee€ BBICOKMX J103aX.
KomOunHnpoBanHas Tepanusi

Hcnonws3zoBanue aist jgedeHus: nanueHToB JIIT koMOMHAIMK JIeKapCTBEHHBIX
npenapaToB,  BO3IACHCTBYIOIIMX  HAa  pa3iM4yHble  NAaTO(PU3UOJIOTHYECKHUE
MEXaHHM3MBbI, SIBJSIETCS UYPE3BBIYAfHO TMPUBIEKATENBHBIM MOAXOIOM. [Ipu sTOM
BO3MOXHO OJHOBPEMEHHOE Ha3Ha4YeHHE JBYX IpenapaToB JHOO MPUCOCTUHEHHE
BTOPOTO HJIM TPEThEro Impenapara K MpeaulecTBYIONEH Tepanuu, KoTopas
OKazayach He0CTaTOUHO Y PekTuBHOIM [8].

Bo3moxnaOCTH HUCHOJIb30BAHUS KOMOMHAINU 0o3eHTaHa c
npocrarjanauHaMu uian  cwiaeHabunom 'y 6onebHbeix W m JIIT Ha done
KOJUTareHoBBIX cocynucThix 3aboneBanuii co Il m Il ®K (BO3) uccnenyrorcs B

PaHAOMU3UPOBAHHBIX UCCICAOBAHUAX.

Xupypruuyeckoe JedeHue

Ilpeoceponas cenmocmomus — TO €CTb co3aaHue nepdopauun B
MEXKIPEICEPAHON  NEperopojke, craja MNPUMEHITbCA Yy  OONBHBIX C
MPABOXKEIIYJIOUKOBON  CEPJICUHOM  HEJOCTATOYHOCTHIO  TOCJe  HaOI0aeHUM
Rozkovec u coaBT. 0 ToM, uto O0sibHBIC UJII" ¢ BTOpUYHBIM OTKPBITHEM OBaJIHLHOTO

OKHa HMCHOT JYYIIYIO BBDKHBACMOCTb, 4YC€M TC, Y KOTOPBIX MCIHKIIPCACCPAHAA
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neperopogka coxpanena. CoznaHue cOpoca KpOBHM CIIpaBa- HaJIEeBO IO3BOJSET
CHU3UTH JABJICHHE B NPABOM MpPEACEPJIUHU, YIYUYIIUTh (DYHKIHUIO MPaBOro
KEITyZ0UYKa, YBEJIMYUTh MPEIHATPY3KY JIEBOTO KEIyJ0uKa U CepACUHbIN BBIOpOC,
YTO MPUBOJUT K YMEHBIIEHUIO YaCTOThI TOJIOBOKPYKEHUN, CHHKOIIE, MOBBIILICHUIO
TOJIEPAHTHOCTHU K (pu3myeckoil Harpy3ke. OQHAKO C y4ETOM PUCKAa BO3SHUKHOBEHMS
OMACHOM JJI U3HU apTepUaIbHOM TMIIOKCEMUU U, KaK CJIEICTBHUE, YBEIMYECHHUS
CMEPTHOCTH, O0COOEHHO Yy OOJIBHBIX C TSDKEJIOM MpaBOXKeNTyJA0YKOBOM
HEJ0CTaTOYHOCTHIO KPOBOOOpAIeHHs, MPeCepAHasl CENTOCTOMUS MOKa3aHa MpH
HEAP(HEKTUBHOCTH  BCEX BUAOB MEIMKAMEHTO3HOIO JICUEHMS] WM  Kak

HOI[FOTOBI/ITCJIBH]':Jﬁ oTaIl mepea TpaHCHJIaHTaL[I/Ieﬁ JICTKHX.

[Ipencepanas cenrocroMusi pekomeHnaoBana 6ombHbM JII' ¢ Il u IV ®K
(BO3) ¢ wacteiMu cuHKOME WK pedpakTEPHON K Teparuu MPaBOXKETYI0UYKOBOM
CepACYHOM  HeAoCTaTOYHOCTH. CMEpPTHOCTh OONBHBIX TIPU  MPOBEJICHUH
npeicepAHON CeNTOCTOMUM cocTaBisieT 5-15%.

Tpomobsnoapmeprkmomusa. JJaHHBIN BUJ XUPYPTrUUYECKOTO JICUEHUS OOJIbHBIX
JIT" ¢ TpoMOOTHYECKOW 00Typarueil MpoKCUMaIbHBIX OT/ICTIOB JICTOYHBIX apTepuid
no3Bosiier ymeHbluTh OJICC, ymydmuTh CHUCTOIMYECKYIO (DYHKIIMIO MPaBOTrO
KEIyJouKa,  TOJNEPAaHTHOCTh K  (U3UYECKUM  HArpy3kaMm,  YBEJIUYHTH
POJOJIKUTEIHBHOCTD KU3HHU OOJIbHBIX.

TpombGanmaprepakTomus mokazana namuentam ¢ TOJIA, UBC, kinananHbiMu
nopokamu, WJII' (mpu oTHOCUTENBbHO HEBBICOKOM J[JIA).

OCHOBHBIM MPOTHUBOTIOKA3aHUEM K TPOBEJIEHUIO TPOMOIIaPTEPIKTOMUN SBIISACTCS

BBIpRXXCHHOE TTopakeHne napeHxumbl JIErkux (OPB1 < 30%).

Tpancnaanmayus 1e2Kux uiu KOMnjiexkca aezkue-cepoue . B eTMHCTBEHHOM
MPOCHEKTUBHOM HEKOHTPOJIUPYEMOM HCCIEAOBAHUU OBbLIO MOKA3aHO, 4TO 3-X U 5-
JIETHSSI BBKMBAEMOCTb MOCIIE MPOBEJAECHHBIX TPAHCIUIAHTAIIMNA OJHOTO UM 000UX
JIETKUX, KOMIUIEKca cepare-nerkue y 6ompHbix JII' coctaBuma 55 u 45%
COOTBETCTBEHHO. Omnepaliuu TpaHCIUIaHTAIlUU OJTHOTO UM 00OUX JIETKUX,

KOMILIEKca cepue-ierkue npopoasatcs y 6onbubix UL [3]. Tlpu cunapome
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Dii3eHMeHrepa TpaHCIUIaHTaLHsI OJTHOTO WIIM 000MX JIETKUX MOXKET
KOMOMHUPOBATHCS C KOppEKLUHEH edexTa MeXnpeacepAHON WK
MEXOKENTYTIOYKOBOM neperopoaku. [lokazarenu BBKHBAEMOCTH TTOCIE
TpaHCIUIAaHTALUKM OJTHOTO UM 000uX Jerkux y 0oipHbIX JII' mpakTuuecku
OJIMHAKOBBI, TOATOMY B 3aBUCMMOCTH OT KIIMHUYECKOW CUTYallMu ONIPaBIaHO
WCIIOJIb30BaHUE JTIO00TO 10AX0/1a. B 00NBITMHCTBE LIECHTPOB MPENOYUTAIOT
BBITIOJIHSITH OMJIaTEPAIbHYIO TPAHCIUJIAHTAIINIO JIETKUX B CBSI3M C MEHBIITUM
YHUCIIOM MOCIIEONEPAITMOHHBIX OCI0KHEHUM.

TpancrianTanus KOMIUIEKCA CepJlle-JITKUE TIOoKa3aHa OOJIbHBIM  C
CHUHIPOMOM Oif3eHMEHrepa ¥ TEPMUHAIBHOMN CcTaauen CEepIECUYHOMN
HEJIOCTATOYHOCTH KPOBOOOPAIICHHS, B CJIydae CIIOKHBIX MOPOKOB cepilla, MpH

,ZIC(l)CKTC MG}K}KGHYJIO‘IKOBOP’I NEPEropoaKu.
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AJuroput™m Jedenusi 00abHbIX JII' (mpuio:xkenue 10)

[locne ycranoBnenuss auartoza JII' HaunHaroT o0OIIME MEpPONPUATHS U
TEpaNuI0 AHTAarOHUCTaMMU KadblUs (OPU OTCYTCTBMM MPOTHUBOINOKA3aHUN),
JUYPETUKAMH TIPU 3aJEPKKE KUIAKOCTU, KHUCIOPOAOM - TPU  THIOKCEMHH,
INIMKO3UAaMHU TIpU pedpaKkTepHOl MPaBOKETYIOUKOBOM HEIOCTaTOUHOCTH W/WIIH
CYNpPaBEHTPUKYISIpHOW Taxukapauu. OcTpble MpoObl Ha Ba30PEaKTHUBHOCTh
JOJDKHBI TTpoBoUTCs BeeM OombHBIM JII'. HanGosee BEpOSITHBIN MOOKUTEIBHBIN
3¢ (}exT OT Ha3HaYeHUsI BHICOKHUX /103 AHTATOHUCTOB KaJbIUsl, CIEAYET OXKUAATh Y
6onsubix WIIT™ u JII' BcneacTBUE nprueMa aHOPEeKTHUKOB. IMEHHO y 3THX OOJbHBIX
OPUMEHSAIOTCS AHTAarOHUCThl KalblUs B MAaKCUMAJIbHO TIEPEHOCUMBIX 032X,
CTOWKOCTh 3(dexra qomKHA OIeHMBAThCA uepe3 3 u 6 MecdleB OT Hayaia
TEpanuu.

st manmentoB JII ¢ | u || ®K (BO3) pekomenayeTcsi craniapTHasi Tepanus
AHTUKOATyJISTHTAMU, CEpACUYHBIMU TJIMKO3U]IaMH, IUypETUKAMH,
KAcIopoaoTepanusi, npu  nojoxkureabHoil O®II mpobe — aHTaroHucramu
Kanplusl. Y OTUX OOJBHBIX BO3MOXHO HCIOJB30BAHUE KYpCOBOM Tepamnuu
npocTarjaHaAuHOM E; WM  MHTASIMOHHBIM ~ OKCHUAOM as3oTa. Bompoc o
11e71eCO00pa3HOCTH HA3HAYECHHWS STUM OOJBHBIM cuiieHaduaa uid Oo3eHTaHa
OCTa€TCS  OTKPBITBIM  H3-32 OTCYTCTBUSA  CHELUHUAIBHO  3aIlJIJAaHUPOBAHHBIX
uccnegoBanuid y naupeHtoB JII' ¢ | u 1l ®K (BO3). OcHoBHOU nonmydnuen s
M3YUYEHUs] HOBBIX IMpenaparoB mia JiedeHus JII' B paHIOMU3HPOBAHHBIX
nccnenoBaHusX Obputn Hanbonee Tsokenbie OompHBIE JIT ¢ I uw IV ®K (BO3)
[1].

[laruentsl ¢ otpumarensHoit mpoboit mpu I-1I @K (BO3) momkHbI
MPOJOKaTh MEIUKAMEHTO3HYIO0 TEpanui0 TMOJ TIIATEIbHBIM JTUHAMUYECKUM
KOHTPOJIEM.

[Maumentam c¢ Il ®K (BO3), orpunarensHoil win mnosoxuteabHon ODII
MOKa3aHO KypCOBOE JieueHue npocrariaHanHoM El win uHransiuoHHbIM OKCHUIOM
a3oTa, Ha3HaueHWe Oo3eHTaHa WM cuigeHadgwia. B Hacrosimiee Bpems

cuiaeHadus sBIsETCS MpenapaToM BbeiOOpa st siedenus OonbHbBIX JIIT mpu
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Hed(pEeKTUBHOCTU NIPyTUX JieKapcTBEHHbIX mpemnapaToB. [lamuentam c IV OK
(BO3) pexoMenmyercs Ha3Hay€HHWE MNPOCTAHOUIOB WM OO3EHTaHA, a TaKXKe
KOMOMHAIIMM 3TUX MPENapaToB Yy MallMEHTOB, HAa3HAUYEHHWE KOTOPBIM Ipenapara
MEepBOro WM BTOPOro BBHIOOpa HE TMO3BOISET JOOUTHCA TMOJOKUTEIbHOU
nuHamMukd. W3yuenue sToi cTpareruu sedeHus OonibHbIX JIIT sBisieTcst 1enbio
MPOBOJUMBIX B HACTOSLIEE BPEMS PAHIOMU3HPOBAHHBIX UCCIEIOBAHUIA.
Xupypruueckue MeTo/bl JIeUeHUs- MpeacepHas 0auloHHAas CEeNTOCTOMMUS
W/WIM  TpaHCIUJIAaHTAalMsl  JIETKMX- [OKa3aHbl 1Opu  pedpakrepHoil K

MEIUKAaMEHTO3HOMY JieueHuto JII'.

JIAT' - penkasi 0ojie3Hb C BBICOKOM CMEPTHOCTBIO. YUHUTHIBAs CIOXKHYIO
OpUpOAY 3TOM OO0JIE3HHU, €CIU BOOOIIE 3TO BO3MOKHO, OOJBIIMHCTBO MAI[MEHTOB
JIOJIKHO JIEYUTHCS B (MM € ydyacThem) pykoBoasimux 1neHtpos JIAT. B nentpax,
KOTOphIe crnenuanu3upyiorcss mno JIAI, paGoTaroT ONbITHBIE BpauM->KCIEPTHI,
CECTPUHCKUI TMEpCOHAJ, CIEUHaIbHO OOYUEHHBIM [UIsi MOMOLIM NpU JIEYECHUH
naqueHToB ¢ JIAI,  4acTo MNpOBOAATCS KIMHUYECKUE WCIBITAHUS HOBBIX
npenaparoB. MylbTUAUCUMILUIMHAPHBIE MPOrPaMMbl HAOMPAIOT JJIs 3KCIEPTHU3BI
KapHOJIOTOB, IIyJbMOHOJIOIOB, U OOBIYHO PEBMATOJIOTOB, TIE€NAaTOJIOrOB,
MH(PEKINOHUCTOB, T€MATOJIOr0B, TPAHCIUIAHTOJIOTOB, IICUXOJOTOB U COLUAIbHBIX

pabOTHUKOB [4].
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CxemaTnueckoe nM300paskeHre BO3MOKHBIX ''TOJYKOB'', BOBJIeUeHHbIX B pa3putue JIAIL.
Iosbiuenne [Ca®*] cyt 8 PASMCs (u3-3a yBenmuenHoid axktuBHOcTM Kv kamama @ wu
MeMOpaHHOH nenossapusanuu, KoTopas oTkpeiBaeT VDCCs; aktuBuzamuu TRPC kanaios,
KOTOpbIE Y4AaCTBYIOT B (JOPMUPOBAHUU PELENTOP- U pe3epB-ylpapisieMbix kananos Ca?* @; u
aKTHBallMM MeMOpaH pelenTopoB [HampuMep, PELENTOpPOB CEPOTOHMHA, SHAOTEIMHA WU
nelikoTpueHa] @ M WX CIyCKalOMIMECss BHU3 CHTHAJIbHBIE KAacKajJbl) BBI3BIBACT CY)KEHUE
JIETOYHBIX COCYAOB, CTHUMyInupyer Obictpoe ysenuueHue PASMC, u unrubupyer BMP-
CUTHAJIBHBIA MyTh, KOTOPBIA NMPUBOJUT K AHTHUMIPOIU(PEPATUBHOMY U IMPOANONTOTHYECKOMY
spdpexram Ha PASMCs. [uchynxuus BMP curnammsuumm usz-za myramun BMP-RII u

neaktuBauun BMP-RII/BMP-RI @ u neaxtuBamms ¢ynkiun kV u sxcnpeccuss O ymeHbIIaeT
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PASMC anonrto3 u Bei3biBaer PASMC mpomudepanuio. YBenuuenwe cunreza Ang-1 u
Beiienenss © PASMCs yeennuuBarot nponykiuio 5-HT neakruBanmio BMP-RIA B PAECS u
nanee yBenuuuBaroT cokpamenue PASMC u npomudepanuio, Toraa Kak MHIrHOMPOBaHNUE OKUCH
azota u cunre3 npocranukinaa ® B PAECS ymeHbImaroT sHp0Tenui-paceaadmsaronuii a¢dexr
Ha JIETOYHBIE apTePHM W BBI3BIBAIOT CTOWKOE CyXeHue cocynoB u mnomudepamuto PASMC.
[loBblmenHast aktuBHOCTh H dkcmpeccus S-HTT @ ciayxar [IONONHUTENBHBIM —ITyTEM
crumynsiun - pocta - PASMC  mocpencteom  myrtu - MAPK.  Kpome TOro, MHOXECTBO
00beTMHEHHBIX  (PaKTOPOB, (HAKTOPOB  TPAHCKPUIIMH, TPOTEHHKHHA3, BHEKJIETOUYHBIE
METAJUIONPOTENHA3BI U IUPKYIUpPYIomKe GaKTOPhl pocTa ciyKat "TomdkamMu', 9To0bl JOOUTHCS
(EHOTUIIMYECKOTO Mepex0/ja HOPMAIBHBIX KJIETOK B COKpAIlleHHBIC WM THIEPTPO(rUpoBaHHBIE
KJIETKH M TIOJIEPKATh IporpeccupoBanue JIAL

5-HT  o6osnagaer  5-hydroxytryptamine; 5-HTT, 5-HT  tpancnopr; 5-HTR, 5-
hydroxytryptophan; ang-1, angiopoietin; AVD, amonro3Hoe ymeHbliieHre oobema; BMP, bone
morphogenetic protein; BMP-RI, BMP | tuna peuentopsr; BMP-RII, BMP Il tuna penentopsr,
BMPR-IA, penientop BMP 1A, Ca?*, noH xanbius; co-Smad, o6mmuii sSmad; cyt, muro3un; DAG,
diacylglycerol; Em, wmemOpanusiii norennuan; ET-1, sugorenmun-1; ET-R, penenrop
suporenuna; GPCR, G 6enok-cnasuusiii perenrop; IP3, inositol 1,4,5-trisphosphate; K, kanmuii;
Kv, morenmmn3aBucumeiii kaHan kammsi; MAPK, MuTOTeH-akTUBHM3MpPOBAaHHAs KWHa3a Oeika;
NO/PGI2, azorusiii oxide/prostacyclin; PAEC, nerounas aprepuaibHas 3SHAOTEIHATbHAS
kinerka; JIAI, nerouynas aprepuanbpHas runepreHzus; PASMC, rmankas MbIIIa JErovyHOM
aprepun; PDGF, monydennslii u3 Ttpombomnmra (akrop pocra; PIP2, phosphatidylinositol
biphosphate; PLC, docdonumnaza C; PLCs, PLC-6eta; PLCy, PLC ramma; PKC, nmpoTennkrHasa
C; ROC, ympasisieMblii perenTopoM KaHail Kaiablus; R-Smad, akrTuBU3MpOBaHHBIN PELIEITOPOM
smad curnanpueiii nyTh; RTK, kunaza peuenropa tuposuna, SOC, ympasiseMblii pe3epBoM
kaHai; SR, capkornazmatudeckuil petukymuiym; TIE2, peuentop THPO3ZUHIIPOTEHHOBON KUHA3BL;
TRPC, mepexonmnbiii penentop mnoteHnuanta kanaita; 1 VDCC, 3aBHCHMBI OT HanpspKEHUs

KaHall KaJdblus.
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Ipunoxenue 2

Jezounan eenookknw3suonnas oonesnv (JIBObB)- penkoe 3aboneBanue
HEYCTAHOBJICHHOW 3THOJIOTHM, IIPU KOTOPOM pa3BUTHE U mporpeccuposanue JII'
CBSA3aHO C TIOPAKEHUEM MEIKMX JIETOYHBIX BEH W BEHYJ, B TOM YHUCIIC

TPOMOOTHUYECKOTO XapaKkTepa.

Panee JIBOb paccmarpuBanach Kak TOATAN TEPBUYHOM  JIETOYHOM
runeprensun (IJIT7), onHako ¢ yueTom BeposATHbIX paznuuuii B natorenese JIBOb
u [UIT', a Takke B TepaneBTuyeckux noaxonax B 1998r. JIBOb Obina BriItOYeHa B
KaTeropuio JErOYHOW BEHO3HOM THUNEPTEH3UU Hapsay ¢ 3a00JIEBaHUSIMHU JIEBBIX
OTJIEJIOB CepAlla, KOMIPECCHUEN JIETOUHbIX BeH, (PHOPO3UPYIOMIUM MEIUCTUHUTOM.
B 2003r. Ha 3-Mm MupoBoM cumnoszuyme no JII' B Benenuu (Mrtanus) Ha
OCHOBAaHHUHU CXOJIHBIX MATOMOP(OIOrHUECKUX MPOSIBICHUHN, KITMHUYECKON KapTHUHBI
U BO3MOXHOT'O Pa3BUTHUS OTEKA JIETKUX MPU Ha3HAYeHUM npocTaraaHauHos JIBOb
M JIETOYHBIH  KalWUIAPHBIA  TIe€MaHTMoMaro3 — J00  pOKAaYeCTBEHHOE
HEMeTacTa3upymlllee cocyaucToe oOpa3zoBaHue, MpuBojsduiee K pazputuio JII' -
ObUIM 00BEIMHEHBI B OJJUH MOATHUII KIMHUYECKOTO KJIacca JIESTOYHOW apTepHalIbHOM

TUIICPTCH3NU.

IIpunoxkenue 3 (a)

Kﬂaccudmkauu}l 8p09fc0euub1x CUCMEMHO J1€20UHbIX UWIYHMO6
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B ocHoBe knaccudukanmuu - TUOD M pa3Mepbl AeeKkTa, HaIUYue WIH
OTCYTCTBUE 3KCTpaKapAHAJIbHBIX aHOMAJIUN U CTaTyC KOPPEKIMH BPOXKIECHHOIO
nopoka cepaua. Bce st daxtopel BHOCAT BKiaa B pasButue JII', cunapoma
Dii3eHMEHrepa U ONPeAeIISIIOT TPOTHO3 OOJIbHBIX.

Cunnpom Dil3eHMeHrepa MOXET ObITh OOYCJIOBJIEH Kak IMPOCTBIM, TaK U
cnoxHbIM  (0Kosi0 30% OonbHBIX) MOpokoM cepana. Cpenu NpoCThIX MOPOKOB
cleyeT OTMETUTh HauOoyiee YacThle - ne(eKTbl  MEXAOKETyT0UYKOBON
neperopoaku (JAMIXKII), nedextsl mexmnpencepanoi neperopoaku (AMIII) wu
OTKpBITHIN apTepuanbhbiii TPoToK (OAIT). Cunnpom DitzeHMeHTEpa pa3BUBACTCS
y 10% He onepupoBaHHBIX 00JbHBIX cTapiie 2 jer ¢ JMIXKII nroboro pa3zmepa,
npu JAMIIII - npumepHo y 4-6-% OGONBHBIX.

JII' pa3BuBaeTcs MOYTH y BCeX OOJBHBIX C OTKPBITHIM apTEpHATbHBIM
npotokoM, y 50% O6onpabIX ¢ JJMXKII npu nuametrpe nedekra 6onee lem u 10%
oonbubIx ¢ JIMIII pu nuametpe nedekra 6osiee 2cM. Y OOJIBHBIX C MaJIBIMH U
cpenHuMu pazMepamiu nedexra JII' pasBuBaeTcst TobKO y 3% OOIBHBIX.

OObIYHO paHHSS XuUpyprudeckas KOpPpeKLHs IOpoKa cepila IperoTBpaliaeT
pazButue JII'. OgHako y psina OonbHBIX Tskenas pesuayanbHas JIIT pa3BuBaetcs
HoCJe XUPYPrHMUECKON KOPpEKLHU IMOpoKa. B TakuxX KIMHUYECKUX CHUTYyalHsIX
4acTO HESICHO, MPHUCYTCTBOBAJIO JIU HEOOPATUMOE MOPaKEHUE JIETOYHBIX COCYJIOB
70 OINEpaTHBHOTO JIEYEHHs TOpOKa ceplaua WM JIETOYHOE COCYAMCTOE

3a00yieBaHNE TPOTPECCUPYET, HECMOTPS HA YCIIEITHO MPOBEACHHYIO OIEPaITHIo.

Ipunoxkenue 3 (0)
47



48

Knaccuguxkauyua 6poricoeHHbIX cUCMEMHO-1€20UHbIX NOPOKOE Cepoua:
Tun
1. ITpocrou:
- 1e(heKT MEeXIPEICEPIHON IEPETOPOIKU
- 1e(heKT MEXOKETYTI0UKOBOM Meperopoaku
- OTKPBITBIN apTEPUAIIbHBIN IIPOTOK
- aHOMaJIHSI JIETOYHBIX BEH
2. KomOMHMPOBaHHBIH:
- €[IMHCTBEHHBIN XKeTy104YEeK
- 1e(heKThl MEKIPENCEPIHON U MEKIKETYOUKOBOU MEPETOPOIOK
- Truncus arteriosus
Paszmepot
- MaJiblif (TIpH AeeKTe MeXIPeICepAHON MePEropoJIKi MeHee 2 CM U
nedeKTe MEeXIKETYJOUKOBOM MEePEeropoJiIkiu MmeHee 1cm)
- 6ompIIoN (Mpu AedeKTe MEKIPEICepIHON Meperopoaku 6oee 2 cM U nedekre
MEAOKENyI0YKOBOM Tieperopoaku 6osee 1em)
Accoyuuposannwie IKCmparapouaIbHvle AHOMATUU
Craryc KoppeKIuu opoKa cepata:
- HE ONEPUPOBAHHBIN IMOPOK
- YaCTUYHO CKOPPEKTUPOBAHHBIN MOPOK (71aTa)

- CIIOHTAHHO WJIM ONIEPATUBHO KOPPEKTUPOBAHHBIN MOPOK (J1aTa)

IHpuioxenue 4
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Ilepecmompennan knaccugpuxayus JII' (BO3), 2009
1. Jlerounas aprepuanbHas runepronus (JIAL)
1.1. Unuonatuueckas (MJIATL)
1.2. Cemeiinas (CJIAT)
1.3. Cpsazannas ¢ (cJIAD):
1.3.1. bone3Hu coOeTMHUTENBHONW TKaHU
1.3.2. Bpox/1€HHbIE CUCTEMHBIE-JIETOYHBIE IIIYHTHI
1.3.3. ITopranbHas TUIIEPTEH3UN
1.3.4. BUY undexmus
1.3.5. JlekapcTBa U TOKCHHBI
1.3.6. [pyrue (HapymieHus IIMTOBHJIHOM KeJE3bl, TJIMKOT€HO3bI, OOJE3Hb
Gaucher’s, HACJIeICTBEHHAs reMopparuyeckas TeJICaHTUIKTA3NS,
reMOTJIOOMHONIATUH,  XPOHMYECKUE  MHUETONpoiaudepaTuBHbIE  HApYIICHUS,
CIUJICHAOKTOMMS )
1.4. CBsA3aHHas CO 3HAYUTEIBHON BEHO3HOM WM KaIWJUIIPHON MPUYACTHOCTHIO
1.4.1. Jlerounas BeHO-OKKIM3uBHas 00se3Hb (JIBOB)
1.4.2. Jlerounsnit kanuuisipHbid remanruomato3 (JIKI)
1.5. TlocTostHHast JIeTOYHAs TUIIEPTEH3UsI HOBOPOKIECHHOTO
2. Jlerounas TunepTEH3Us C JICBOCEPICUHON 0O0JIC3HBIO
2.1. JIeBoCTOpOHHSIA MPEACEPAHAS HIIN KETYI0UKOBasI cepeyHasi 60JIe3Hb
2.2. JIeBOCTOpOHHSIA KJIalIaHHAs cepieuHast 00JIe3Hb
3. JleroyHasi TUNepTEH3US, CBSI3aHHAS C OOJIE3HSIMU JIETKUX U/WJIU TUIIOKCEMHUEH
3.1. Xponudeckas oOCTpyKTHUBHAsI JIeToYHast 00JIE3Hb
3.2. UaTepcTunmaibHast 00JIe3Hb JIETKUX
3.3. Hapyiienus 1bpIXaHusl BO CHE
3.4. AnbBEOJISIpHBIC THIIOBEHTUIISIHUOHHBIE HAPYILICHUS
3.5. XpoHudeckoe npedbIBaHUE HA BBICOTE
3.6. OTKJIOHEHUS Pa3BUTHS
4. JlerouHas TUNEPTEH3Us U3-32 XPOHUYECKOW TpOMOMYECKOW  u/uiu

smOonnueckoit 6ose3nu (XTIJI)
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4.1. Tpom6o3mOonHrueckast OOCTPYKIMS TPOKCUMAbHBIX JIETOUHBIX apTEPHil

4.2. Tpombo3MOonrueckast OOCTPYKIMS AUCTAIBHBIX JETOYHBIX apTepUil

4.3. HerpomOuueckast yerodyHas 5MO001usi (OMyXOJb, MApa3uThl, UYKEPOIHBIH
Martepuan)

5. PazHnoe

IHpuioxenue S
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Knunuueckaa knaccugpurkayua necounout cunepmensuu (Beneyus, 20032.)

1. Jlerounas aprepuanbHas runeprensus (JIAD):

1.1.
1.2.
1.3.

1.4.

1.5.

Nnnomatuueckas JII' (MJIT)

Cewmeiinas JIAT

AccouunpoBaHHas C:

1.3.1. xoIIareHOBBIMU COCYJUCTHIMH 3a00JI€BaHUSIMU

1.3.2. BpoXk/ICHHBIMU ~ MOpPOKaMU  cepAaua  (CUCTEMHO-JIErOYHbIE
ITYHTHI)

1.3.3. nopTanbHOM TUNEepTEH3UEH

1.3.4. BUY-undekuueit

1.3.5. nekapcTBEHHBIMU U TOKCUYECKUMU BO3/IEHCTBUSIMU

1.3.6. npyrumu (mopa)xeHusl IIMTOBUIHOM 3kemne3bl, 0oie3np [omre,
00Je3Hb HAKOIUICHHUSI TJIMKOTeHa, HACJIeICTBEHHAs
reMopparuueckas — TEJICAHTMIKTa3Ms,  I'eMOINIOOMHONATHH,
MuesonposidepaTuBHbIE O0JIE3HU, CINIEHIKTOMMUS )

AccolMUpOBaHHAsE CO 3HAYUTEIBHBIM IOPaXCHUEM BEH WIIU

KaIllAJUISIPOB:

1.4.1. JlerouHasi BEHOOKKJIFO3UOHHAsI 0OJI3€Hb

1.4.2. JlerouyHslil KamUIAPHBIA T€MaHTHOMATO3

[Tepcuctupytromast JIAI' HOBOPOKIECHHBIX

2. Jlerounas THIICPTCH3UA, ACCOOUMHUPOBAHHAA C IIOPAKCHUAMMU JICBBIX OTACIIOB

cepaua:

2.1. mopakeHue JIEBOT0 KEeITyJ0uKa

2.2. mopaXxeHus KJIalaHoB JIEBOTO KTy 10uKa

3. JII', acconuupoBaHHas C IIaTOJOTHEH JBIXaTEIBHONW CHCTEMBI H /WU

TUIIOKCEMUEN

3.1. xpoHnueckasi OOCTPYKTHBHAsI OOJIE3HD JIETKUX

3.2. MHTEpPCTULIMATbLHBIE 3a00JICBAHUS JIETKUX

3.3. HapyIIEeHUs IbIXaHus BO BpEMS CHa

3.4. anpBeossipHasi THIOBEHTUIISIIIUAS
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3.5. BeicokoropHas JII'

3.6. HapyILICHUS PA3BUTHS JIETKUX

4. JII' BcreACTBHE XPOHHYECKUX TPOMOOTHUYECKUX WIIH IMOOTHYECKUX
3a00JIeBaHMI:

4.1. TpoM603MO0IHUecKast OOCTPYKIIHMS MPOKCUMAaNIbHBIX JIA

4.2. pomO03MOOIMYecKas OOCTPYKIUS AUCTAIBLHOTO pycia JIA
4.3.HeTpoMOOTHUYECKME  JIETOYHbIE  3MOOJIMM  (OMyXOJNM,  Mapa3uTapHbIe
3a0o0JIeBaHus, THOPOHBIC TelIa)

5. Cmemansbie GOpMbI

CapKOU03, TUCTUONNUTO3 X, TUMGPAHTHOMATO3, KOMIIPECCHUS JIETOYHBIX COCYIOB

(ameHomnaTusi, OMyX0JH, GUOPO3UPYIOUTUI MEAUACTHHHUT)
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Ipunoxenue 6

Ocoobennocmu ocmompa ona oyeuku JII'

[Ipu3naku

3HayeHue

[Ipu3nHaky ocMOTpa, KOTOpBIE OTpaXkaroT TsxkecTsb JII

AXIIEHTUPOBAHHBIH JICTOYHBI KOMIIOHEHT S

(crpIIMMBI Ha Bepxyluke B Oosiee uem 90%)

BrIcokoe 1erounoe gaBiacHuE YBCJIMYHBACT

CUITY 3aKPBITUSA JICTOYHOI'O KJIallaHa

Paunnii cucTOIMYECKUN MIEITYOK

BreszanHoe npepbIBaHNE OTKPBITHS JIETOYHOTO

KJIarmaHa B apTE€PUI0 C BEICOKHUM JaBJICHUECM

CpeaHecucToINYECK i IIIyM U3THAHUS

TypOyneHTHBIN TpaHCKIANaHHBIA JIETOYHBIN

OTTOK

JleBblil mapacTepHaIbHbBINA CEPACYHBIN TOJTUOK

Bricokoe mpaBokey104KOBOE JaBICHUE U

runepTpo st

[IpaBoxenynoukoBbIit S (B 38%)

Bricokoe IIPABOXKEIYAOUYKOBOC JAaBJICHUEC U

runepTpodust

VBenunueHHas Oryjsipdaas BOJIHA «a»

ITnoxas IMOJAaTJIMBOCTD ITPABOI'0 KEIYyJ0UKa

HpI/ISHaKI/I OCMOTpa, KOTOPBIC COMPOBOKAAOT YMEPCHHYIO U TAKCIIYIO JIT

Ymepennas u Tsixenas JII'

I'osmocucronnueckuit mywm, YCHHHBaIOIHHfICﬂ IIpu

BJOXC

TpI/IKy'CHI/II[aJ'ILHaSI perypruranus

VYBenuueHHas 0ryisipHas ‘v’ BoJIHA

Hy.]'ILCElI_[I/IH NCYCHU

JInacToJIMYECKUii IyM

PCprFI/ITaLII/IH Ha JICTOYHOM KJIaIlaHEC

I'enaTororynspHbIil pedrokc

Bricokoe OECHTPAaJIbHOC BEHO3HOC NaBJICHUC
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IIpoasunyras JII' ¢ mpaBoxkeay104KOBOM HENOCTATOYHOCTHIO

[TpaBoxxenynoukoBbsiit Sz (B 23%)

[IpaBoxenynouKoBasi TUCHYHKIUSL

HaOyxanue speMHBIX BeH

[IpaBoxkemynouKoBast TUCHYHKIIHS HITH

TPUKYyCIIUJalIbHAs PErypruTanus uim ooe

T'enatomeranusa

[IpaBoxkemyno4uKoBast TUCHYHKIHS HITH

TPUKYyCIUJalIbHAsl pErypruTanus uim ooe

[lepudepuueckue orexu (B 32%)

Aciut

ITommxenHoe JaBJICHUEC, YMECHBIICHHOC ITYyJIbCOBOC

JaBJICHHUEC, XOJOIHBIC KOHCYHOCTH

CHIWKEHHBINA CepACUHbIN BBEIOPOC,

nepudepruiecKkas Ba30KOHCTPHUKITUS

[Ipu3Hakm ocMOTpa, KOTOPBIE MOIEPKUBAIOT BOBMOYKHYIO OCHOBHYIO IIPUYMHY WIN CBsi3aHbl ¢ JIIT

LlenTpanbHBIN IUAHO3

Henopmansubiit V/Q, HHTpa-yTbMOHAIbHBIH

IIyM, TUIIOKCEMUS, IYJIbMOHAPHO-CUCTEMHBIN

HIYHT

6apa6aHHHe IMaJIOYKH; YTOJIMICHUC KOHIIEBBIX

(hanaHT maynbIeB

BpoxaeHHbIN MOPOK cep/ria, JIeTOUHast

BCHOIIaTHUA

Cepneunble aycKyIbTaTUBHBIC TPU3HAKH,
BKJIIOYAsl CUCTOJIMYECKHE TYMBI, TUACTOIUYECKHE

ITYMBbI, IICTYOK OTKPBITUS, PUTM I'aJlJIOTIa

Bposxnennas unu npuobpeTeHHast cepaeuHast

WJIM KJIanaHHas 00J1e3Hb

XpI/IHLI, TYHOCTb HJIH ocJiabjieHHOE JABIXaHHC

Jlero4Heli 3acTOi MK BEIIOT WK 00a

3BYUHBIE XPHIIbI, IOTIOJIHUTENbHAS JIbIXaTeIbHas
MYCKyJIaTypa, XpUIeHue, 3aTpy/IHeHUE BblJ10Xa,

MPOAYKTUBHBIN Kallleib

Jlerounas MMapCHXUMATO3HAaA 00JIe3HB

Ty4HOCTb, KH(OCKOIHNO3, YBEIUYECHHbIE

MUWHAAJINHBI

Bo3MoskHBIH cyOcTpat A HapyIIEHHOH

BCHTUJIATINHN
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CxiepoJakTuiIus, apTpUT, TEICAHT UIKTA3HUA, Hapymenust coequHuTENbHONM TKaHU

cuHzipoM PeitHo, chinb

[Tepudepudeckas BeHO3HAS HEOCTATOYHOCTh WJIH Bo3MOXxHBIN BEHO3HBINH TPOMOO3

oOCTpyKIHS
BeHo3HbIe 3aCTOMHBIE A3BbI BosmoskHast ceprioBUAHOKIETOYHAs 00JIe3HB
JlerouHble COCYIUCTbIE IITYMbI XpoHuueckas TpoMO003MOoIuecKas 00JIe3Hb
CrineHoMeranus, naykooopa3Hasi FreMaHTHOMa, [TopranpHas runepTeH3us

JJaJOHHAaA SpUTEMaA, KEJITyXa, 'OBa MCAYy3bl, aCLIUT
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IHpuioxenue 7

Memoouka nposeedenus mecma 6-MuHymHou X00b00bl

Tect 6-munyTHOM XOAKOBI (6MX) cremyeT NPOBOAUTh B YTPEHHUE YacChl.
[JanueHT AOJKEH JIErKO IMO3aBTpakaTh 3a 3-4 yaca 10 NPOBEIACHUs TECTa, HE
MPUHUMATh KapJAUOJIOTUYECKUX MPENapaToB, HE KypUTh, KAK MUHUMYM, 3a 2 4aca
no tecra. [na mpoeaenus tecra 6MX B kopuupope mimHOM 30M nenmaroTcs
HE3aMETHBIE IS TAMEHTAa PA3METKU Yepe3 Kaxaple 3M auctanuuu. B teuenue 10
MUHYT 10 NpoBeAeHus Tecta 6MX nmauueHT JOJKEH CIOKOMHO MOCUAETh. B 3TO
BpeMsi HE0OOXO0IMMO 3aYUTaTh EMY CIEAYIOIINI TEKCT:

«3a 6 muHyT Bam HE0O0XOaUMO MPOUTH KaK MOKHO OOJIblliee PacCTOSHHE,
IpU 3TOM HeNb3s 0exaTh WIM MepeMelaThes nepedexxkamu. Bel Oyaere XoauThb
10 KOPUJ0pY TyJa u o0patHo. Eciiu mosiBUTCS OfbIIIKa WK cliabocTh, Bl MoxeTe
3aMeJUTUTh TEMIT XOJAbObI, OCTAHOBHUTHLCS U OTJIOXHYTh. BO BpeMs OTAbIXa MOXHO
PUCIOHUTHCS K CTEHE, 3aTEM HE0OXOAMMO MPOAOIKUTH X0as0y. [ToMuuTe, Bamia
LEb: TPOUTH MAKCUMaJIbHOE PACCTOSTHUE 32 6 MUHYTY.

Bo Bpemst npoBeieHHs TeCTa MOYKHO UATH 3a MAlMEHTOM, He (GOopCcUpys TeMIl
ero xompObl. Kaxnpie 60 cekyHI cleayeT MOOUIPSTh MalMeHTa, TPOU3HOCA
CIIOKOMHBIM TOHOM (pa3bel: «Bce xopomo» wim «Mononen, MpoaoKanTe.
Henb3s mndopMupoBarh marmueHTa O MTPOWUJICHHOW IHUCTAHIIMHM W OCTABIIEMCSI
BpeMeHu. Ecnu manueHT 3aMenisieT XoAn0y, MOKHO HAallOMHUTh O TOM, YTO OH
MOKET OCTAHOBHUTBHCS, OTAOXHYTbh, MPUCIOHUTHCS K CTEHE, a 3aTE€M KakK TOJIBKO
MOYYBCTBYET, YTO MOXKET WITH, MPOAOKUTH X0oArOy. Ilo mcredenun 6 MHUHYT
CJIelyeT TOIMPOCHUTh MAaIlMeHTa OCTAHOBUTHCSA W HE JBUTATHCS, TOKa HE OyIeT
U3MEPEHO NPOWJIEHHOE paccTtosHue. HeoO0XoauMo H3MEpUTh PacCTOSIHHUE C
TOYHOCTBIO 10 1 M, 3aTeM MNpPEeI0KUTh NALUEHTY NPHUCECTh U HAOJ0IaTh 3a HUM,
Kak MUHUMYM, 10 mMuHyT. B 5TO BpemMs OH MOXKET 3alOJIHUTh (POPMY OIIEHKHU
onpiiku 1o bopry. He cnenyer coo0bmare manueHTy IUCTAHIIAIO, TPOHEHHYTO B

JIF0O00OM M3 TECTOB.
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IlIkana ouenku oovtuiku no bopzy

Ipunoxenue 8

[TanmeHnTy HEOOXOAUMO BBIOPATH OJJHO U3 YHCEI, OTPAXKAIOIIEE CTENECHb

OABIIIKHW, KOTOPYIO OH UCIIBITBIBACT ITOCJIC BLINTOJIHCHUA TCCTA 6-MI/IHyTHOI‘O

XOOBOBI.

1

0,5 oueHsb, oueHb ciabdas (e1Ba 3amMeTHas)

2

© 00 N oo O B~ W

OTCYTCTBYET

oueHb ciiadast

ciiabas

yMepeHHast

OoJee TsoKeas
TsDKeEIas

OYEHb TSDKEIast

OYeHb, OUEHD TSDKEIIAs

MaKCHUMaJIbHasdi.
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IHpunoxenue 9

Mepudepuyeckuin A
oBeAHEHHEIA PUCYHOK

BricTynarowaa
LeHTpansHaA
NeroyHan apTepua

MpagaA HUCKOA AW EA
NerovHan apTepua

PacwupeHne
NpaBoro >kenyaouka
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Ipunoxenue 10

ANropHT™ neyenus NAT

A 4 .
HTUKORMYNALR - RllnypeTiite 0cTpOE Ba30peaKTUBHOR TECTUDOBaHUE®
Kucnopoa E3lvroxcuH —

[lepopankHsie bKK+

ERASEIPDE-S | haasal Epoprostenol or
Croiiii Epoprostenol @D Treprostinil reprostinil
lloprost lloprost

OTEET Treprostinil (3C) ERASTIPDE-3 |5 JEliiad
Treprostinil (SC)

Mepeouexka: obeyauTs
HPO,EI,O MKHTD HOMﬁMHHpOBaHHym TePanuio _
[E—" o — TpaHcnnaxTaums nerkoro |
lMccneraaTenhcxue l
MPOTOKOMbI
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TecTb ANA KOHTpPOASA

1. AKTUBHBIM (PAKTOPOM, BJIMSAIOLIMM HA JIETOYHOE COCYAUCTOE
CONPOTHUBJICHUE, SABJISIETCH:

1) naBieHue B JIEBOM MpEACEPIUU;

2) n1aBleHUE B JIETOYHON apTepUU;

3) TpaHCIyJIBMOHAJIBHOE JaBJICHHUE;

4) BSI3KOCTb KPOBH;

5) anbBeosipHAs TUTIOKCHS.

2. HopmajibHoe 1aBjieHNe 3aKJIMHUBAHNS B JIETOYHOI apTepru B COCTOSIHUM
MOKOsi (MM.PT.CT.):

1) 6-9;

2) 20-30;

3) 50-60;

4) 80-90;

5) 100-120.

3. Jlerounasi BA30KOHCTPUKLMS ycuanBaercsa npu pH:

1) 7,0;

2)7,3;

3) 7,5;

4) 71,7,

5)7,9.

4. JlerouHoii runepreH3ueil CUYNTaeTCsl NOBbILIEHHE CUCTOTNYECKOI0
JAaBJICHUS] B MAJIOM Kpyre CBbIlle (MM PT.CT):

1) 10;

2) 30;

3) 50;

4) 70;

5) 90.
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5. Kpurepuem JierouHoro cepana siBjisieTcs:

a) 'uneptpodus npaBoro xenyaouka;

0) Jlunaranusi mpaBoro KenyI04Ka;

B) Jlerounas runepTeH3us;

r) [IpaBunwHo a) u 0);

1) Bce oTBeTHI TpaBUIIbHBIE.

6. Camoii yacTO NPUYMHOI OCTPOIro JIETOYHOI0 CEPALA ABJIACTCS:

a) [TneBMOHUS;

0) AcTMaTHYECKOE COCTOSTHUE,

B) Tpom0603MOo0IIHS IErOYHOM apTepui;

r) COHTaHHBI MTHEBMOTOPAKC;

1) Jlerounoe cepie Habt01aeTCA MPUMEPHO C OJIMHAKOBOM YaCTOTOM MPH BCEX
MEePEUYUCICHHBIX COCTOSHUSX.

/. IIpu4uHOI XPOHUYECKOIO JIETOYHOI0 CePALAa MOTYT ObITh:

a) XpoHudeckoe Hecrenupuyeckoe 3a00IeBaHUE JIETKUX;

0) UnTepcTunnanbabie 3a00J1€BaHUs JIETKHX;

B) CocynucTeie 3a00JIeBaHUS JIETKUX;

r) Jlepopmaruu rpyaHOM KISTKH M HAPYIIEHNUS HEHPOMBIIIIEYHOTO aIllapara;
1) Bce nepeuncienHoe.

8 . Ilpu xponnyeckux Hecnenu(puIecKux 3a001eBAHUSX JIETKNUX Hanbos1ee
YacTo pa3BUTHE JIETOYHOI'0 CepAla 0TMeYAaeTCs y 00JIbHBIX C:

a) XpOHUYECKUM OPOHXHUTOM;

0) bponxuanbHO# acTMOI;

B) bponxoskTazamuy;

r) MoeT ObITh C paBHOI CTENEHbIO BEPOSITHOCTHU MPU BCEX MEPEUUCICHHBIX
COCTOSIHUSIX.

9. B HOpMe cocyarcTOE CONMPOTUBJIEHHE B MAJIOM Kpyre MeHbllle, 4eM B
00J1b1IOM, IPUMEPHO B:

a) 2 pasa;

0) 5 pas;
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B) 10 pas3;

r) 20 pas.

10. HaunboJ1ee Ba:kHBIM (aKTOPOM, CIIOCOOCTBYIOIIMM PA3BUTHIO JIETOYHOI' 0
cepaua, siBJIsIeTC:

a) YMeHbIIIeHHEe KOJIN4eCcTBa (DYHKIIMOHUPYIOUIUX IITYHTOB;

0) Jlerounas runepTeH3us;

B) ['unepkanuus u anumaos;

r) Mmemust Muokap/ia mpaBoro >Ke1y104Ka;

1) Bce nepeuncnenHoe.

11. {sist 60JIbHBIX JIETOYHBIM CepaAlleM XapAKTEPHO BCe HUXKeNepeUncJIeHHOe,
KpoMme:

a) YBeIU4YeHUs KOJUYECTBA dPUTPOIIUTOB;

0) Anemuu;

B) [loBhIlIeHUsT coiepKaHUsl TEMOTIIO0MHA;

r) ['unokcemuu;

n) ['mnepkanHuu.

12. Ilpu BO3HMKHOBEHUH XPOHHYECKOM IbIXaTeJIbHOH HEJOCTATOYHOCTH, KAK
NPaBUJI0, 0TMEYAeTCH BCe HUKeNepevucIeHHoe, KpoMe:

a) ['unokcemuu;

0) ['unokanHuy;

B) ['unepkanuuuy;

r) PecniupaTopHoro anuno3a;

n) [IpaBunsHO a) u 0).

13. CambIM 4acThIM CUMIITOMOM NEPBUYHOM JIETOYHOI TMNIEPTEH3UHN
SIBJISIETCH:

a) Opxplnka;

0) Kamenn;

B) OOMOPOKHU;

r) KpoBoxapkanse;

n) bonu B rpyaHOit KiIeTKe.
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14. IIpoa0/ZKUTEJIBHOCTD KU3HU 00IBHBIX C IEPBUYHOM JICTOYHOM
TUIIEPTEH3H el 10cJIe YCTAHOBJICHHS JUATHO3Aa B 00JIbIIMHCTBE CIIy4YaeB:
a) He nipeBsImiaeT 2-x JeT;

0) Ot 2-x 510 5 ner;

B) boinee 5 ner;

r) bonee 10 ner;

n) bonee 20 ner.

15. Inst 00/1bHBIX EPBUYHOM JIETOYHOI r'HIIEPTeH3Uell XapaKTepHbI Bce
nepevyncjeHHble PU3NKAIbHbIC PU3HAKH, 32 HCKIIOYCHUEM:

a) CUCTOIMYECKOTO IIIyMa TPEXCTBOPYATON HEIOCTATOYHOCTH.

0) YcwieHus J1eroyHoro KOMIOHEHTa 2-T0 TOHA;

B) BbIpa)eHHOT0 pacuieryieHus 2-ro TOHa;

r) [TanenupyemMoro ToIYka MpaBoro Keny104Ka;

n) IIpaBoeny104KoBOro 3-ro TOHa.

16. Ilpn nmpoBeleHNH PEHTITEHOJIOTNYECKOr0 UCCIEeI0BAHUSA JJI51 00JbHBIX
MEPBUYHOM JIETOYHON I'HIePTEH3UEeH XapaKTepPHO:

a) YBeIM4YeHUE CTBOJIA JIETOYHOU apTepuy;

0) YBenuueHune mpaBoro >Keay104Ka;

B) YBeMYEHHUE IJIaBHBIX BETBEW JIETOYHOM apTepuu;

r) CyxeHue nepudepuiecKkux apTepuii;

n) Bce nepeuuncienHnoe.

17. Ha KT y 00JIbHBIX IEPBUYHOM JIETOYHOI THNIePTeH3Hell KpaliHe peaKo
Ha0J/JI01a€eTCs:

a) OTKIIOHEHUE IEKTPUUECKOI OCH BIPABO;

0) OTKIIOHEHHUE DIIEKTPUUECKON OCH BIICBO;

B) Henonnas Onokana npaBoii HOXKH nyuka [ 'uca;

r) Yeenuuenue 3yona R B V1;

1) YBenuuenue 3yoma S B V6.

18. HauooJiee 3¢ pexTUBHBIMEU NpenapaTaMu NPHU JIeYeHUH NTePBUYHOMI

JIErO4HOI IT'MIECPTOHUA ABJIAKOTCHA:
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a) 'muko3umasr;

0) duypetuku;

B) BazoaunaraTopsi;

r) MHransuuum Kuciopo/a.

19. {5 JiedyeHUs1 MePBUYHOM JIErOYHOM rHINEePTEH3UH Yallle BCero
HA3HAYAIOT:

a) Hurtpatsi;

0) AnpeccuH;

B) AHTarOHUCTHI KaJIbIIHS;

r) Pemoxutus;

n) NzaapuH.

20. IlpenapaTtaMu /151 NATOTeHETUYECKOTO JIeYeHUS NMePBUYHOM JIero4HOM
TUNEePTEeH3HH, KpOMe Ba30HIATATOPOB, MPeANOI0KUTETbHO CYUTAIOTCS:
a) ['nmuko3umasi;

0) JuypeTtuku;

B) AHTUKOAryJISIHTHI;

r) Bce nepeunciennsie;

n) IlpaBuiabHO a) u 0).

21. JlerouyHasi THIIEPTOHUS PACIIO3HAETCHA y 00JbHBIX, KOTOPbIe HMEIOT:
a) Cucronuyeckoe AJl B merounoit aprepu Boiiie 20 MM pT.CT;

6) Cuctonuueckoe napieHue Boime 30 MM pT.CT.;

B) Cucrtonnueckoe aasieHue Boie 50 MM pT.CT.;

r) Cpennee napieHue Boiiie 20 MM PT.CT.;

n) IlpaBuibHO 0) U r).

22. Jl1s1 Jie4eHUs MePBUYHOM JIErOYHON I'HMEePTOHUN UCIIOJb3YIOT CJIeayoue
Ba30AWJIATATOPBI:

a) [lanaBepus,;

0) Dydunnus;

B) Hudenunuu, Bepanammun;
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r) Kanronpu, sHananpu;

n) [lpaBuiabHO B) U T).

23. YBeJMYHUTh NPOAOIKUTEJIbHOCTD KU3HU 00JbHBIX NIEPBUYHOM JIEr04HOM
rUNepTOHNE MOKHO, IPUMEHSIS:

a) Bazonunaratopsi;

0) AHTUKOAryJISHTBHI;

B) TpancrmianTanuio "cepue-ierkue";

r) Bce nepeuuncnennoe;

II) HaquBIX JA0Ka3aTCJIbCTB HCAOCTATOYHO.
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