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OnpepeneHune

rpynna 3aboneBaHuy,

XapaKTEPU3YIOLWMNXCSH
NpoOrpeccupyoLmnm NOBbILLUEHNEM

Nero4yHoro cocyamcroro conpoTuB/ieHUs
(JICC) n naBneHuns B NeroyHom apTepun
(AJ1A), KoTOopoe nNpuBOAUT K Pa3BUTUIO
NpaBOXesly404KOBOW cepevyHou
HEeAOCTaTOYHOCTU U NnpexaeBpeMeHHOU
rméenn naumneHToB.



NnarHo3 JII

yCTaHaB/IMBAEeTCA Npu ypOBHE CpeaHero Aasse
neroyHoun aptepumn (AJ1Acp.) >25 MM pT.CT. B NOKOE U
>30 MM pT.CT. Npn MOU3nN4YeCcKomn Harpyske. B HopmMme
OJ1ACp. B MoKoe cocTaBngdeT B cpeaHeM 14+3 MM PT.CT U
He npeBbiwaeT 20 MM pT.CT. B nocneaHune rogbl
MeXAyHapoAdHble peKkoMeH4aunMn paccMaTpmBaroT B
KayecTBe AMAarHoCTU4eckoro Kkputepusa yposeHb AJ1AcCp.
6onee 25 MM.pT.CT. B NOKOE MO AaHHbIM KaTeTepusaummn
NpaBblX OTAENOB cepaua. [Ana oueHkn npupocta AJIA Ha
BblCOTE (PU3NYECKOWN HArpy3km Heob6xoamMMo nposeaeHune
crneyunanbHblIX UCCieg0oBaHNN C LeNiblo CTaHd4apTu3aunm
MPOTOKOJIOB HAarpy304HOro Tecta M yCTaHOBJIEHUS
AnanasoHa HopMasibHbIX 3HAYEHUN.



JUHHYECKAA KIaccupuranus Jero4YHoOu ruil
1. flecounas apmepuanvnasn zunepmenzus (JIAI):
1.1. U nuonarunueckas JII'

1.2. Hacnenyemas JII' (myranmu BMPR2, ALK1, s3uaoraun (¢ uiau 6e3
HACJIeICTBEHHOH reMopparuyeckKou TeJleaHrnIKTA3HN)

1.3. UHayuupoBaHHasi IPUEMOM JIEKAPCTB M TOKCMHOB

1.4. AcconuupoBaHHAas C:
1.4.1. cucteMHBIMH 3200/ IEBAHUAMMY COCIUHUTEIHLHON TKAHU

1.4.2. BUY-undexunei

1.4.3. noprajibHOi rUNIepTEeH3Uei
1.4.4. Bpo:KIeHHBIMH MOPOKAMH cepana (CHCTEMHO-JIer0OYHbIe ITYHTHI)
1.5. llepcucTupyrwomasi JIAI' HOBOPOKIE€HHBIX

1.6. JIerouHasi BeHO-OKKJIIO3MOHHAsN 00/1e3Hb / JIerouHblii KanuJJIAPHBII
reMaHruoMaro3

2. JIecounasn cunepmen3us écjie0cmeue namo102un J1e6blX 0Moe08 cepoud:.
* CUCTOJINYeCKAsA TUCHYHKIUA

* TUACTOJIUYECKAA TUCPYHKIMSHA

* KJIANIAHHBIC TOPOKH



3. JIT, accoyuuposannasn c namoanocuell Oblxam
2unokcemuenu

* XPOHHYECKAs 00CTPYKTUBHAS 00JIC3HB JIETKHUX
* UHTEePCTHUHAJbHBbIC 3200/IEBAHUS JICTKHX

* Ipyrue 3a00J1eBaAaHUA JIETKUX €O CMCIIAHHBbIMM PECTPUKTHBHBLIMHU U
00CTPYKTUBHBIMY HAPYUICHUSIMH

* CHH/IPOM AJIbBEOJISIPHON THIOBEHTHJISALIUU

* BICOKOTOpHasn JII'

* HAPYILIECHUS AbIXaHUS BO BpeMs CHA

4. Xponnueckasi rpomoo3IMoOoInueckas JII'

S. Cmemanubie (popMbI

* reMaToJI0ru4ecKue 3a00/1eBaHusA

®* CHCTCMHBIC HAPDYHICHUSA

* MeTa00JIuYeCKIe HAPYIICHUS

* Ipyrue



PasnyaT npekamauIspHyIo i NOCTKANMLIAPHYI0 (opmbl JI.

Kpumepuamu npexanunnapnon JII' agasiorcs:

* cpefee Aapaenne B aerounoii aprepmn (IJIAcp.) > 25 MM pr.cT. (M0 TaHHBIM
KaTeTepm3ammi npasbix ote108 cepana (KIIOC);

* 1aB/IeHIIe 3AKMHHIBAHHS B eroyunoi aprepun (I3JIA) < 15 mm pr.cT.;

» cepaeunblii BbIOpoc (CB) B HOpMe WJIH CHILKeH.

Takoit remoiuamMudeckuil Bapuant MoAHo BoisiBUTH niput JIAL, JII' Beaencraue
narogoruu gerkux, XTIJIT, ememanubix gopmax JI'. MocTkamuispras gopma
JIT ¢ ITAcp. 2 25 mm pr.c1. u I3JIA, npeBbimaroumm 15 MM pT.CT., XapakTepHa
Jist I BeaencTBie maToI0rHi JIeBBIX 0T/E/I0B Cepiua.






Knaccunpunkauuna nero4yHoro cepjua
(J1C)

* Mo COCTOSTHUIO aL
KOMMNeHCUupoBaHHOe n AeKOMMNeHCUpoBaHHoOe
riero4yHoe cepaue.

OcTpoe nero4yHoe cepaue XxapaktepusyeTtcs
OCTpOM, 4yacTo BHe3amnHo pa3BuBaroLencs
HeO4OCTaTOYHOCTLID  MpPaBoOro  Xernyaodka 6Oes
npeaBaputensHoun ero runeptpocdpun. lMNoaoodbHasn
CUTyaumsa BO3HUKaeT B pe3ynbrate ObICTPOro u
pe3Kkoro noabemMa AaBJfieHUA B NIeroyHom aptepumn.
JTO HabnpaeTrcss OOLIYHO nNpu TPoOMOoOambonuwu
rMaBHOroO CTBOJIA UMM KPYNHbIX BeTBEU Jero4yHowu
apTepumn, TAXerIoM BEHTUNbHOM MHEeBMOTOpaKce,
AOBYCTOPOHHEN OOLIMPHOU NMHEBMOHUU U Op.
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B ocHoOBe nogocTtporo neroyHoro cepgua rnexut 6Oornee
nocterneHHoe, HO HEYKNOHHO nporpeccupyrouwee nOBbIWEHNe
AOaBrieHUA B Jiero4yHOM apTtepuum, BcCneacTtBMe Yero CcHadana
pa3BuBaeTca runeptTpocdpma Muokapaa npaBoro Xxesriyaodka, a 3atem
ObLICTPO, 4Yepe3 HEeCKOSIbKO HeAesfib UMM MecAueB, HacTyrnaeT ero
HegocTaTouHOCTh. [logoOHOe HabngaeTcsa Npu peunanBUPYOLLNX
TPOMOOIMOONMAX MESFIKUX BEeTBEeW JIero4yHOM apTepuun, TAXeroMm
Te4eHUn OpPOoHXMaribHOU aCTMbI, KApUMHOMATO3€e JFIerkux un ap.

[Mpu XpoHU4YecKom riero4yHOM cepaue B CBA3U C MeANeHHbIM U
NnocTeneHHbIM MOBbLIWEHUeM AaBneHUA B JleroyHoMm aptepum B
Te4YeHMe p[JIUTeNbHOro nepuoda UMeeTcs TONMbKO runeprTpodus
npaBoro xenyao4yka. KnnHnyeckune npusHaku ero HegoCTaToO4YHOCTU
pa3BMBalOTCA, KaK nMpaBuIiio, 4Yepe3 HECKOSIbKO JlieT Wunu
AEeCATUNETUMN.



CTPYMCHTAJIbHbIC MCTOAbI
Pentrenosiornueckue:
* PpeHTreHorpadus OpraHoB IrPyAHON KJIETKH,

* aHrMomyJbMOHOTrpagusi,

* MYJbTHCIHUPAJIbHAS KOMIBIOTEPHAS TOMOrpadgusi OpraHoB rpyaHoOu
kJeTtkn (MCKT)

DYHKIHUOHAJIbHbIE:

* jgekTpokapauorpadus (IKI),

* wucciaenoBanue GyHKIUU BHeInHero aAbixanus (OPB),

e yabTpa3BykoBbie (x0KI')

Paauousoronusbie:

* PaAIMOHYKJIMIHASA BEHTPUKYJIOrpapus, CHUHTUTPAPUS JETKUX,

NuBa3uBHBIE METOAbI HCCAETOBAHNA T€eMOTUHAMUKH (KaTeTepu3auus

IPaBbIX OTAEJI0B CEPaALa),

buoncus jierkux.



P

IAnexkmpokapouozpaghusi (IKI') BISABISECT NPU3HAKU
TUIIEPTPOPUM U IEPETPY3KH ITPABOIO KEIYA0UKa,
AuIaTayy U TUIepTpoduu npaBoro npeacepaus (p-
pulmonale), oTknornenne 3IeKTPUUECKOM OCH CepAlla
BOpaBo. [ uneprpodus mpaBoro Xeaya0uKka BbISBISICTCS
y 87%, OTKJIOHEHHE DJICKTPUUYECCKOM OCH Ceplla BIPaBO
-y 79% OonpnbIX ¢ MJII. YuureiBas, 4To
qyBCTBUTENBHOCTh DKI mipu JIAI cocraBnger nuib
55%, a cneuuduunocts - /0%,



PEHTI
PeHTreHonormyeckne AaHHbIE MOABASIO
NOo34HO.

1. OAHMUM N3 paHHUX CUMNTOMOB SBJISETCS
BblOyXaHune CcTBOJ1a JIerO4YHOW apTepumn Ha
peHTreHorpamMmme.

2. B TepMunHanbHou ctaaunn JIC Ha peHTreHorpaMmMme
OpraHoB rpyAHon nonocTtn 60/1bHOro ¢ A3MMU3EMON
nerknx n J1IC MOXHO BbISIBUTb yBeindeHue cepaLua
B pa3Mepax NnpenMyLlecTBeHHO 3a CcYeT npaBblX
OTAEeNnoB, BbibyxaHne Ayru nero4yHoro KoHyca,
pacllMpeHne KoOpHen 3a cHeT KPYNHbIX BETBEN
NIerovYHbIX aptepumn, obeagHeHne nepndepmnyecKkoro
COCYAUCTOro pUCYHKa nerkux .




JIETOYHHOIOo CEPALA:
1.
2.

3.

N O Ul

OKAP 'PA

annartauma npaBoro Xenynouka;
rmnepTpoduns npaBoro xenyaodka (TobKo
npu J1C);

ApOXXaHne 1 napagokcasibHoe ABUXeHune
MeX>Kenya04YHON NeperopoaKku;

. CH>XeHNne CoOKpaTtnuMOCTU NMpaBoro

Xenyanouka;

. TpUKycnunaasabHasa peryprurauus;
. pacluMpeHune NIero4yHoun apTepun;
. MOBbILUEeHNEe AaBJ/IeHUs B J1Iero4HOM apTepum,

DEryprutaums Ha KaanaHe Nero4yHom apTepun;

. pacwunpeHune HINB n ymeHblueHMe ee

KosilabupoBaHMsa Ha BAOXe.



P pPa3sBepHYTON KIMHUYCCKOU KAPTHH
HEJOCTATOYHOCTH BAKHO YCTAHOBUTH CITYKHUT JI OHA NIPOSIBJICHUEM
JIETOYHOI'0 CepaAla UJIn 00yCJI0BJICHO 3200/1eBAHUSAMHU, C KOTOPHIMU
NPUXOAUTCH ero AngpepeHupoBaTh.
1. IIpexkae Bcero 31o 3a00/1€BAHUSA € HEJOCTATOYHOCTHIO NPABOIO KEJIYI04YKA
B pe3yJibTare NePBOHAYAJIbHBIX U3MEHEHHUH JIEBBIX OTAEJI0OB Cepala U 3aCTos
B JIETKUX

- MUTPAJIbHBbIC TOPOKU Cepana

- apTepuaAJIbHAS TUIIEPTOHUS

- KaPAMOCKJIEPO3 PA3JIMYHOI0 I'eHe3a

2. Jlerounoe cepaue npuxoaurcs aiuddepenuuponars ¢ 1upPy3HbIMU
U3MEHEHUSAMHU MUOKAP/Ia ¢ PAHHUM Pa3BUTHEM HEJOCTATOYHOCTHU MPABOIo
KeJIy10YKA

- MUOKAPAUTHI

- KApAMOMHUONIATUH

3. IIpaBo:KeJy10UYKOBAS HEAOCTATOYHOCTh MOKET Pa3BUTHCH MPH:

- BPOKJAEHHbIX MOPOKaX (MMOPOKH CepAla CIIPaBa)

- cuHapomMe bepHreiimMa, B OCHOBE KOTOPOI0 Jie:KUT (GopMUPOBaAHUE
MOCTUH(PAPKTHOM AHEBPU3MBI MEKKEJTYT0YKOBOIN NMEePEropoaAKH u
YMEHbIIIEHHE MOJIOCTH MPABOr0 KeJYyJ0YKA B CBA3H C BbIOyXaHUEM
MeperopoaKu BIpaso.



BbpoHXunanbHasa acTMa:

MEeCTHO U CUCTEMHO, 6pOHXONINTUHECKHNE
cpeacTBa pa3J/IndHbIX rpynm.
XpoHunyeckoe o6CcTpyKkTuBHoOe
3aboneBaHue nerknx: 6poHxXoNINTUYECKHUE
M oTXapKuBawuime cpeacrtBea, JI1POK,
Maccax, (pusnmorTepanus, KypopTHoe
feyeHue.

Tybepkynes: nporuBotybepkynesHbie
cpeacTBa, Xupyprmuyeckoe sieyeHume.
THEBMOKOHMO3bI: NpeKpalleHue KOHTaKTa
Cc npodeccMoHasIbHbIMMN BpeAHOCTSAMM.
UHTepcTUUuMmanbHblie 3aboneBaHuns Ierkux:
rNMIOKOKOPTUKOMADI, LUTOCTaTUUYECKUe
cpeacreBa, uHtepdepoH
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6. Capkongo3: rnroKOKOpPTUKOUADI.
7.Ancpy3Hbie 3abosreBaHns
coegnHNTE/IbHON TKaHM:
r71IIOKOKOPTUKONAbI, UATOCTaTnu4YeCKue
cpeAcTBa.

8.CaaBsieHne N3BHe J1Iero4yHon apTepmm mn
BeH: XupyprmyecKoe JyieyeHue.
9.4ecdpopmaunn rpyaHON KJ1I€TKHN:
XUpypruyeckasa m oproneaunyeckas
KOoppeKuus.

10.CMHAPOM HOYHOro anHoe: pUeTa,
cneunanbHblie Mmetoauku (SIPAP-Tepanusa).
11.J/1leueHue HenocpeacrBeHHO XJ1C
HanpaBJieHO Ha OCHOBHble MeXaHU3Mbl ero
nartoreHesa



JleyeHne XObJI
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OKCUTEHOTEPANUA

Ha3HauyeHue Kucnopoaa SP0, nokasaHo npu Bcex popmax /Il. Mpu
amom csnedyem y4yumolieams, Ymo 601bHbIM XpoHuvyeckol JII
Heobxoduma 0sumesnbHAsA, UHO200 NOXU3HEHHAs, OKCU2eHomepanus,
npumeHsaemas 8 Mom Yucse 8 OOMAWHUX YC/108UAX.

JleyeHune SP0, umeet cBOU OrpaHUYeHUA: NpU Nepeno3MpoBKe ecTb

OMNaCHOCTb NTMNEepoOKCUYECKOro nopa>KeHna TKaHn nerkoro.

MeToa0Mm KOHTPONA OKCUTreHOoTepPanun ABAAETCA NY/IbCOKCMMETPUS,
onpegenAoLwan cteneHb HacbiweHnA remornobuHa Kposu SPO,.

HopmanbHaa sennumHa SP0, HaxoauTca B ananasoHe 94-98%.
CHMXKeHune gaHHOoro nokasarensa go 90-94% paccmatpuBaeTtca Kak
ymepeHHasa runokcemums, Ao 85-90% - Kak BbiparkeHHas.









anpas
COCYAOB M BKJIlOMAaeT NPUMEHEH
COCYyAOpPaCLUMPAOLWNX CPEACTB Pa3/IMYHbIX

rpynn.

. Camas 6osnbluas TpyaAHOCTb Npu noabope

npenaparoB 3aKJilouaeTcs B TOM, UTO
Heo6XxoAnMbI cpeAcTBa, NPenMyLLecTBEHHO
BO3[1€MCTBYIOLLME Ha COCyAbl MAJIOro Kpyra v
MMHMMAJIbHO CHWXKaloLiMe Npm 3TOM CUCTEMHoOe
apTepuasibHOe faBJ/ieHue.

. OTOMY TpeboBaHMIO OTBEYAlIOT:

> @HTAroHMUCTbl KanbuUuus

>npenapartbl U3 rpynnbl NnpoctariaHavHoOB
»O0oKcua a3oTa.



Okcua a3zora

NO akTMBMpyeT ryaHunatTumksiasy B riagKoMbilleYHbIX KJ1eTKaxX
JIerouHbIX COCyAO0OB, NoBbiWaeT ypoBeHb 4IrM® n cHmXkaer
BHYTPUKJZIETOUYHOE coep>XaHue Kanbuusa. B pesynbTarte
NMPOUCXOAUT CHUXKEHUE TOHYCA PEe3UCTUBHbIX COCYyAOB MaJsioro
Kpyra [38]. NO saBnsiercs «30J10TbiIM CTaHAAPTOM>» ANNA
npoBeAeHns OCTPbIX NPo6 € uenbro BbiSABJIEHUSA NALUMNEHTOB,
OTBEYamllX M He oTBeYaluwuMMx Ha BasoauaaTUupyroLwyto
Tepanuio. OH BbIrOAHO OT/IMYAETCH OT NpocrtarnaHaAMHOB 6onee
KOPOTKMM NepuoaoM AeNCTBUA, NPOCTOTON Ha3HAYEeHUs
(MHransumsa yepes nMuUeBYy0 MAacKy WM Ha3aNbHbIA KaTeTep),
NMPaKTUYECKU MOJIHbIM OTCYTCTBMEM NO60UYHBbIX 3 PeKTOoB,
HU3KOW CTOMMOCTbIO. 1211 NnpoBeAeHNUs OCTPOMn Npob6bl
Mcnosib3yroT nHransaumo NO B Bo3pacTarowem KOHLeHTpayuu.
Kak npaBuno, MakcMManbHoOe nageHue aasneHusa B J1A
OTME4YaeTCsH y)Ke nocrsie NpMMeHeHUs1 HavyasibHOM A03bl Yepes 2
MWH.

NO npuMeHSI0T B Buae nHransiumun. Bcneacreme atoro
npoumcxoauT 6bicTpoe coeaAMHEeHMEe faHHOro BeljecTBa C
remornobuHomMm, npeporepawjaercsa nonagaime NO B CMUCTEMHbIN
KPOBOTOK M pa3BuTHUE apTepuasibHOM rmnotoHmun. MNostomy NO
CUMTAETCH CeJIEKTUBHbIM Ba3oAuNaTaTOpoOM, AEUCTBYIOLWUM
MCKTIIOUYUTENIbHO Ha COCy/Abl MAsioro Kpyra Kposoob6bpaijeHus.



——

UH2ubumopbl hocghoouacmepassbl 5-20 muna

CunvoeHagun - 3¢ deKTnBeH 3a cuet ysennyeHuna ufMo s
Knetke. PekomeHpyemaa ao3a - 20-80 mr 3 pasa B AeHb C
NoCcTeneHHoW TUTPaLMen A03bl 40 MAaKCUMAIbHOM.

Tadanagun - 5-40 mr 1 pa3 B AeHb



KpoMe Aunataunuu aptTepun manor

e YMEHbLLEHNE MOCTHArpy3Kn Ha NpaBbl XeTyA0YeK 3a CHET
YMEHbLUEHNS NPUTOKA KPOBU K NpaBbIM OTAeSlaM cepaua
BCeACTBME BeHynoaunnaTtaunumn; CHMXeHmne noCcTHarpy3km Ha
NpaBbli Xenyao4yek 3a CYHET YMeHbLUEHUS TMMNOKCNYeCcKou
BA30OKOHCTPMKUUKM NEeroyHbix aptepui (3ToT adpdeKkT MoXKeT
OKa3aTbCHA HeXenaTesibHbIM — CM. HUXe);

e CHMXXEHWEe faB/eHus B IEBOM npeacepavm U yMeHblleHune
nocTtkanunnspHon JII' 3a cHeT YMeHbLUEHUS KOHEYHO-
ANACTOSINYECKOro AaBNeHNd B JIEBOM Xenyaouke.

Ana npeaynpexaeHus pasBuUTUS TONEPAHTHOCTU K HUTpaTaMm
B Te4eHMe CyTOK HeobxoamMo aenaTtb NepepbiBbl B UX
npuemMe NpoAo/IXUTENBHOCTbIO /-8 4, Ha3HavyaTb UX KypcaMu
no 2-3 Hea C HeAeNbHbIM NepepbiBOM.



0>XHO NMPUMEHSATDb

Basoaunatatopa MoJicnaoMuH (KOpBaToOH ),
KOTOpbI MeTabonmnsnpyercsa B ne4yeHm B
coeanHeHue SIN-IA, coaeprxaljee
cBoboaHyro NO-rpynny. 310 coeAnHEeHune
caMmonpoun3BoJibHO Bbiaensetr NO,
CTUMYJIMPYIOLWMUN N'YaHUNATUMKIIA3Y, YTO
BeAeT K 06pa30BaHMIO LLMKJINYECKOro
ryaHosmHMoHodocodarta B
rnagKoMbilUeYHOMU KJ1eTKe U pacCluupeHunro
cocyaoB. B otaainume OT HUTPATOB Npu
yle4YeHUn MoOJZICMAOMMHOM He pa3BUBaeTCH
TOJIepaHTHOCTb. MoniCcMAOMMH NPUHUMAIOT
BHYTpPb No 4 Mr 3 pa3a B AA€éHb nopa
KOHTPOJIEM apTepvaJsibHOro gaBJiIeHUA.



AHTUKOArynsiHTHas Tem

lMoka3zaHunsa K npuMeHeHuto: 6bICTPO HapacTamLulas
NpaBoOXenyao4ykoBad HeA0CTAaTOUYHOCTb, 060CTpeHmne
OpoHX0neroyHon UHPEKUMNN C ycuneHmeM 6poHXmnanbHON
obCcTyKUUM .

»[ElMAPUH B cyTouyHon po3e 20 OO0 E B TeyeHune 14 aHewn,
3ateM 10 aHen no 10 OO0 El/cyT. Tepanuto NnpoBOAST MoAa,
KOHTposieM AYTB.

MHrimbutopbl aHrMoTeH3MHNpeBpawaLwero ¢epmMeHTa
UATMN® yMeHbLalT aKTUBHOCTb PEHUH-aHIMIMOTEH3UHOBOM
CUCTEMbI, NMPEenATCTBYIOT 3a4epXXKe HAaTpUs U BOAbI,
3aMennifaioT npouecc pemoaenMpoBaHnus MMokapaa,
YMEHbLUAT Nepndepnyeckyto apTepuasnbHYIo
BAa30KOHCTPUKLUMUIO.

MoueroHHble cpeacTBa — CallypeTukn um
aHTMaNbAOCTEPOHOBLIE NpernapaTbl — NPSIMO BO34EUCTBYIOT
Ha BaXXHeWWnn pakTop NnaToreHesa cepaeyHou
HeAOCTaTOYHOCTM — 3a4epXXKY HAaTpuUs 1 BOAbl B OpraHnu3me




[lepBMYHas nero4yHasl runepTeH3us,
AeKOoMMNeHcaumnsa, reHepannsoBaHHbIN Ncopumas.




HeBblpa)xeHHast OTEYHOCTb FOJIEHEN U CTOM
Npyv MacCMBHOM acuuTe.




