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AKTyanbHOCTb

The REVEAL Registry risk score calculator in patients newly diagnosed with
pulmonary arterial hypertension

* B pernctpe REVEAL, Bkntovatowem 2969 donbHbIxX JIAI B CLUA
NoKa3aHo, YTO HECMOTPSA Ha yny4ylleHne 0CBEAOMITEHHOCTU
Bpayeu, npobrema cBOEBPEMEHHON ANArHOCTUKN MO-NPEXHEMY
OCTaEeTCH aKTyarnbHOW.

* PerynsapHbin CKPUHUHTI Y D05bHbIX C pyckoM JIAT 3HaunuTENLHO
COKpaLllaeT CPoKKU OT AebroTa CMMNTOMOB 1O MOMEHTA NOCTaHOBKU
anarHosa.



JlerouyHasa runepTeH3us

[ pynna 3aborneBaHnmn, XxapakTepusyroLMXCA NPOrpeccupyroLmm
NoBbILWEeHUeM NIero4Horo COCyaAncToro ConpoTUBIIEHNA U
AaBreHus B nerovyHou aptepum (AJ1A) c paszsutnem
NpaBoXenyqo4koBOU HEOOCTATOYHOCTU U NpexXxaeBpeMeHHON
rmdéenu nayuneHToB.



Normal

HopmaneHoe nerkoe  JleroyHan runepteHsuna
Pulmonary
hypertension




Mopdonorua: makponpenapart cepaua
npuv nepsuyHoun JII'

* [unepTpodous Tpabekyn n cteHkn MK,

KOTOpas No TOMNLWMHE NMPeBbILLIAET CTEHKY
K

* PaclumpeHue npaBbIX NOIOCTEN cepaLa

* BepxyLllKka cepaua cdoopmMmmpoBaHa
NpaBbIM XXenyao4Kkom




Mopdonorus




anngeMmuvonorus

» [10 HegaBHero BpemeHu J1I' cuntanacbk peakum 3abonesaHnem,B
HacTosILLEee BPEMSA TOYHbIE AaHHbIE O pacnpocTpaHeHHocTu J1I' B
HalleWn cTpaHe OTCYTCTBYHOT

* BeninkodbputaHna-97 nauneHToB Ha MUNnnoH(>K:M-1,8:1)

* Hanboree pacnpoctpaHeHHada doopma-JII, Bcrieacrteue
naTtonoruu neebix otaenos cepgua(2 rpynna)-y 10,5% s 4579
OonbHbIX BbisiBNeHa ¢ noMmoLbio OXoKI, n3 Hux:

78,7%
JII BCNeacteue 9,7%
naTorormm JII' BCNnegcTeue
neBbIX naTonornu
OoTOenoB Nnerkmx

6,8%

[TpnynHa
Hen3BeCcTHa




JdTHnonorus

K Hanbonee pacnpocTpaHEHHbIM MPUYNHAM JIErO4YHOM

rMNepPTeH3nn OTHOCATCS:

* JleBOXenyno4vkoBas HegOCTaTOYHOCTD, B T.4. AMacTonMyeckas
ONCAYHKLNA.

* [lapeHxnmaTo3Hble 3aboneBaHNsA Nerkmx, ConpoBoXaatoLLmecs
TMMNOKCUEWN.

* PazHoe: anHoO3 cHa, 3aboneBaHnsa coeanHUTErNnbHOM TKaHW,
peunansupyolas TPoMboamMoonmsa Nero4yHom apTepun.




PaKkTopbl pUCKa

* Monogow Bo3pacTt(20-40 ner)
« J)KeHCcKun non(s 2 pasa yaiue, YeM MY>XYNHbI)

« ConyTtcTBytowme 3aboneBanus(l b,BUY-nHdbekyms, noptanbHasa
rMnNepTeH3us)

*[lpyem aHOPEKTUKOB LieHTparnbHOro oenctena(AMmMHoOpPEKC,
deHdntopammH)

*[1lpnem B nuLLy pancoBoro macna(pacrteHue U3 ceMaH pacTeHuns
panc)



Knaccudunkauus

* KnnHmnyeckas
[ emoagnHamMmumnyeckas
* PyHKLUMOHasbHas



KnuHunyeckasn knaccudpumnkaums

1.1. Apnonatuyeckas

1.2. Hacnepyemas (BMPR2,ALK1,ENG,Smad9,CAV1,KCNK3)

1.3. AHayumnpoBaHHasi NPpUeMOM JieKapCTB U TOKCUHOB

1.4. AccoumnpoBaHHasi (CUCTEeMHbIe 3aboreBaHNA COeAUHUTENbHOM TKaHM,

I. JlerouHas
apTepuanbHas
rmnepreH3unsa

II. JIN BCheaocTBue
NaTonorum neBbiX
OTAenoB cepaua

I1l. JII BCnencTeue
naTonorum nerkmx n/mnu
rMMNoKceMmnm

BUY-uHdekuunsa, noptanbHasa runepTeH3us, BpOXAeHHbIe MOPOKU cepAaLa
(cnctemMHo-nero4YHble WYHThbI), LLUCTOCOMO3)

1'. JleroyHass BeHOOKKJ1HO3MOHHasi 6one3Hb/NeroYHbIn KanunnspHbIn
remaHrmomartos

1. CTomnkKaa nero4yHasi runepTeH3nsa HOBOPOXAEHHbIX

2.1. Cucrtonnyeckas gucdyHKUnS

2.2. Inactonunyeckada oucyHKUmA

2.3. KnanaHHbIe NOPOKN

2.4. BpoxgeHHasi/npuobpeTeHHas 00CTPYKLUMS MPUHOCALLETO U BbIHOCSLLErO TpakTa

3.1. XOBbJ1

3.2. IHTepcTuumnanbHbie 3aboneBaHns Nerkmux

3.3. [pyrue 3aboneBaHunsi IErkNMx co CMeLLIaHHbIMU PECTPUKTUBHBLIMU U
0BCTPYKTMBHBIMW HAPYLLUEHUSIMU

3.4. CnHOpOM anbBeONAPHON TMNOBEHTUNALNN

3.5. BbicokoropHasa J1I'

3.6. HapyLueHuns gbixaHnsa Bo BpeM4A CHa



KnnHnyeckasa knaccudunkauus

IV. XpoHnyeckasa Tpomboambonuyeckas JIIr

4.1. XpoHuUyeckasa Tpom6oambonusi B cucteme
nerovyHom aptepumn
4.2. Apyrve o6CTPYKLUM NIero4yHon apTepum

(aHrnocapkoma, Apyrme BHyTpuncocyamcrtblie
onyxoJsu, apTepunTt, BpoXaeHHble aHOMaAJIuum,

V. JIll Hem3BecTHOro nnm cMeLlaHHoro reHesa

napasuTapHble 3aboneBaHus)

5.1. [emaronornyeckune 3aboneBaHus
(XpOHUYECKas reMoniMTuyeckas aHemMus,
MuernonponudgepaTnBHble 3aboneBaHns,
CMJIEH3KTOMMUSA)

5.2. CucTeMHbIe HapyLleHUs (Capkomgos,
BaCKynuThl)

5.3. MeTabonuyeckne HapyLLIEHUSA(FMUKOreHo3bl,
6onesHb [owe,AncdyHKUMS LWMTOBULHOM
Xenesbl)

5.4.[1pyrue: onyxoneBaa 06CTPYyKUNSA, XpOHMYCEKAHA
noyYeyHas HegoCTaTouYHOCTb,cermeHTapHas JIn)



[emognHamMmmn4yeckas knaccudpunkauus

JleroyHas rmnepteH3uns cp.A4JIA>=25MMm pT.CT. Bce rpynnsbl
[MpekanunndapHaa J1I cp.A4JIA>=25 mm pT.CT. 1. Jlero4yHasa apTepuarnbHas
AO3J1A <= 15 MM pT. CT. rmnepTeHsuns

2. JII Bcneacteue
3aboneBaHnn Nerknx n/mnu
rMNokcemMmnm

3. XpoHunyeckas
Tpomboambonuyeckas J1I

4. JII' HEM3BECTHOIO UK
CMELLaHHOro reHesa

MocTkanunnapHasa J1I cp.A4JIA>=25 mm pT.CT. 1. JII BCneacteue natonornu
[O3J1A>15 MM pT. CT. neBbIX OTAENOB cepaua
2. J1I" Hen3BecTHOrO UnNn
CMeLlaHHOro reHesa

N3onnposaHHasd [unacTtonnyecknn rpagneHT MmeHee 7 MM pT. CT.
noctkanunnapHaga J1I JICC Hmnxe 3 eq. Byna
KombuHnpoBaHHas [duactonunyecknn rpagmneHT >=7 MM pT. cT. + JICC bonbLie 3 en.

npekanunnspHas u Byna



UCHOBHbI€ BUabl " NPUYUNHDLI
rmnepTeH3nmn Marnoro Kpyra
KpoOBOOOpaLleHUs

[NpekanunnsapHas CmeluaHHas [NocTkanunnsapHas

CTeHo3 oTBEpPCTUSA
MUTPanbHOro
KnanaHa

Ob6cTpyKums '
MUKPOCOCY0B CpoasneHue
rerkux NEroYHbIX BEH

Cna3sm CTeHOK
apTtepuon

CnoasneHue
apTepunon nerkux

JleBOXXenynoykoBa
S1 HeOOCTaTOYHOCTb



PyHKUMOHaNbHada Knaccugukayma

| OTCYTCTBYIOT OrpaHnyeHus puandeckom aktmBHocTn. ObblvHas domsnyeckas
aKTUBHOCTb He Bbl3blBaET NOABIEHME ObILLKKU, cnabocTtn, 6onun B rpyqHOn
KITETKE, rOSIOBOKPYXKEHME.

I HeborbLuoe cCHMXeHne onandeckom akTMBHOCTU. B Nokoe nauueHTbl YyBCTBYIOT
cebst KoM(POpPTHO, OAHAKO 0DObIYHAA pusndeckaa akTMUBHOCTb COMPOBOXKAAETCS
NosiBNEHNEM OAbILLKK, criabocTu, 605n B rpyaAHON KNETKE, royIOBOKPYKEHUS.

1l BbipaxkeHHOe orpaHunvyeHmne domnsnyeckon akTuBHocTu. Hebonbluas dunsmnyeckas
aKTUBHOCTb BbI3bIBAET NOSIBNIEHNE OAbILLKN, criabocTu, 605nn B rpyaHON KNETKe,
FOJSTOBOKPY>KEHUS.

\Y, [TauneHTLlI He MOryT NepPeHOCUTL NBYI0 N3NYECKyo Harpy3ky 6e3 noaBreHns
yKasaHHbIX cuMnToMoB. Obllika unm cnabocTb MOXET BO3HMKATb aXe B MOKOoe,
OWCKOMJOOPT BO3pacTaeT Npu MUHMMArbHOW HarpyskKe.



NMHuumnatopbl JII

CteneHb dPakTopbi(npenapaTbl U BeLlecTBa)
BEPOATHOCTU

OnpegeneHHo AHOpEKTUYECKMe npenapaTbl LEHTPANbLHOro 4ENCTBUA:
AMUNHOpPEKC
deHnopammH
Tokcmn4yeckoe parncoBoe Macrio

BepodaTHo AMdeTaMmH
L-TpunTOhaH
MeTtamdeTamumH

Bo3MO)XHO KokauH

NHrmbuntopbl obpaTHOro 3axsata CEPOTOHUHA
Xummnotepanug

MarnoBepoaTHO OpanbHble KOHTpauenTUBLI
OCTPOreHs.l
TabakokypeHue



[TaTtoreHes JII

dakTopbl prcka [eHeTn4eckas npeapacnorioX)XeHHOCTb

MoBpe eHmne CepOoTOHUH
Okcunp asoTa el daKkTopbl pocTa

[MpocTaunknuH NNMeroyHbIX HapyweHue

OHOOTENUH-1 COCyaoB pyHKLMKN KanneBbIX
KaHanos

[Mponudepauns
QHOoTenvarnsH AkTrBaUuA rnagKoMblLLEeYHbI
TpombounToB X U
9HOOoTENMarnbHbIX
KIneTokK

as gucyHKUm4

JlerouyHas cocyaucTasa AncdyHKUNS/OKKN03ns/Tpomooambonus

rl/lﬂOKCVlFl,TpOM603M60ﬂV|F|, . nporpeccmpOBaHme nr
aHAoTelInaribHad D,I/ICbeHKLl,I/IFI




[TaTtoreHes JII

Npynna 1: JIAT

* MOBbILLEHHAsA NPOAYKLNS TPOMOOKCaHa 1 MOLLHOIO Ba30OKOHCTPUKTOpA —
aHpoTenuHa 1

* ednUUT Ba3ogmnaTaTtopoB, npoctauuknmuHa, NO

[Mponndrepauns
rMagKoMblLLUEYHbIX U PemonenuposaHue

9HOOTEnMarnbHbIX KINETOK Nero4HbIX cocynos

 a) Hacnenyemas dpopma J1I

MyTaunu BMPR2
y MaLMUEHTOB C MyTaum
ceMenHom 1 BMPR2

doopmown JIAT
AonaTiieckas

CemenHas



laToreHes

6) JIAI npun BpoxaeHHbIX nopokax cepaua(BI1C):

* YCKOpeHMe KpoBOTOKa—— noBblweHne OJ1A

* [MlonuuntTemuna c noBblLLEHNEM BA3KOCTUN KPOBU

e [loBblLLEHME gaBNeEHUSA B NIeroYHbIX BeHax (noctkanunnapHasa JiIn)

'pynna 2: JIl BcneacTemue natonormu neBbixX oTAENOB cepaua

* [TaccuBHaga obpatHasa nepegadva noBbliEHHOro gasneHus(noctkanunnsapHas Jin)

* [loBbILLIEHNE BA30OMOTOPHOro ToHyca J1A u/unmn cTpykTypHoe pemoaenupoBaHine JTA
nosbiweHne JICC

'pynna 3: JIIN npu pecnnpaTtopHbIX 3aboneBaHnAX

* AJ'IbBeOJ'IFlpHaFl MMOKCUHA LI,VICbeHKLI,VIFI QHAOOTENINA COCyJOB rnnerovyHad
BA30KOHCTPUKLUNA

pynna 4: XTIONl .

« DopmmpoBaHMe TPOMBOTUYECKMX MACC, HE NoABEPratoLLNXCs NIN3NCy dnobpos
MexaHundeckas oocTpykuma J1A _ .

« HapyweHuns B kKackage cBepTbiBAHUA KPOBU TOJA/TpomMbO3kl in situ



KnuHu4yeckasa kapTuHa

OCHOBHbIE:

* MporpeccupyoLlasa HcnupaTopHasa oablLUKa OTcyTCTByI-OT
cneundunyeckue

* aTUNWUYHLIN OUCKOMMOPT B rpyaHON KIETKE
* TONTOBOKPY>KEHUS 1 0OMOPOKU

* MOBbILLEHHAsA YTOMNSEMOCTb, CnabocTb KInTMHU4ecKune
» cepauedbuerHne n nepedou B cepaue KpVITepVIVI!

* HEMPOOYKTUBHbLIW KalLlefb
* KpOBOXapKaHbe

CBsi3aHHbIEe C CONYTCTBYHOLWNMU 3a005eBaHUAMMU:

OPTOMNHOY, NMNAapPOKCU3MalibHOE yCUITEHUE OAbILLUKU HOYBKO, apTpalirnn, KOXHbl€ MPOABIIEHNUA,
nnxopaaka, Xpar, HO4YHOE artHov, D,I/ICCbOHI/IFl, OTEeKN HNXHUX KOHEYHOCTEN, aCUuNT, CHUXEHUNE
anreTnTa




KnuHu4yeckasa KapTuHa

OAabiwka :

* pa3BuTa B Pas3nIMYHON CTENEHN: OT MUHUMArNbHOWU Npn PU3NYECKOU Harpyske oo
NMeKoLLIENCA B MOKOE NPN HE3HAYNTENBLHOW Harpys3ke

* CHMXXEHME MUHYTHOro obbema cepaua(ocobeHHO npu Harpyske)

* noBbilweHne OJIA—— pedonekTopHoe BO30YyXAEeHWE AblXaTeNbHOro LieHTpa C
bapopeuenTtopos J1A

* Ha bornee No3gHMX CTaansix — BCneacTBne HapyLleHust ra3oBoro coctasa kposu n KLLP
bonu B rpyau:

* HeonpeaerieHHoro xapakrepa, 6e3 4eTkoro Ha4arna, OT HECKOMNbKUX MUHYT [0 CYTOK

* YCUNMBAKOTCA NPU PU3NYECKOWN Harpyske

He KYNUPYKTCA HUTPOMMNLUEPUHOM

cHmKXeHne CB, naBneHnsa B KOPOHAPHbLIX apTePUAX

BblpakeHHada [TTK

nepepactaxeHue J1A



KnuHun4yeckas KapTuHa

[onoBOKpyXeHns1, 0OMOpPOKM:

* [1poBoumpyOTCA PU3NYECKUMU Harpy3Kkamm

* briegHOCTE— UMaHO3 KOXMW, KOHEYHOCTE~  MNOTEPSA CO3HAHUA(2-25 MUH)
« OOblLLKa + rofioBOKPYKEHUSA, 0OMOPOKM = NporpeccupoBaHne 6onesHu
CepaouedbueHnsa n nepedbowu B cepaue:

« Ha BbICOTE Harpysok

» Ha OKI'-cuHycoBagd Taxukapaums

HenpoayKTUBHbLIU Kallenb:

* Y 1/3 60onbHbIX BCNeacTBMe 3aCTOMHbIX SIBIEHUIA U MPUCOEANHEHUST BOCNANNTENbHbIX
N3MEHEHUI B NErKnx n bpoHxax

KpoBoxapKaHbe:
* pegko, TO B menkme BeTeun J1IA — B TeEpMUHanbHOM cTagnu
* pa3pbIiB MENKNX DPOHXNAaNbHbIX apTepumn



KnuHu4yeckasa KapTuHa

e OPTONHO3 N NApPOKCHU3MarnbHOEe YCUreHne oabIWKN B HOYHbIE Yacbl —
BCreacTBME NOBbILLEHHOrO BEHO3HOro JaBneHUsa N 3aCTONHbLIX ABIEHUN B
Marnom Kpyre

e LlnaHo3-Bl1C nnun 3aboneBaHna nerkmx ¢ rmnokcemMmmen

* UsmeHeHus cpanaHr no Tuny «b6apadaHHbIX Nano4veKk» U HOrTem No Tuny
«4yacoBbIX cTekon» - Bl1C

* HabyxaHue WenHbIX BEH -NpaBOXenyao4ykoBas HEA0CTaTOMHOCTb

o ApTparnrum, KoXXKHble NPOABIIEHUS, IMXopaaKa — CUCTEMHbIE 3abofieBaHns
coegmnHutenobHon TkaHn(CCL,PA)

. OTeKM HUKHUX KOHe‘-IHOCTeVI acuuT, CHUXXeHMe anneTuTa, cna6OCTb —

I-IIAI\IJ!\ B 28 B B A o I I\I, p— o Pu E EE E B B A PN ey wmmm gy ey % B BB A "mmasa B A R SR O pees I A ey ey pe—u B B B N ey N S, TNpmm gy e S B OB V_ S



IlnarHocTuka

3agauu:

* OnpepeneHne BeposaTHoCTU Hann4ua J1I ¢ ucknroveHnem
Hanbonee 4acTbix NnpununH(gpyrme CCC 3aboneBaHus,
XpOHUYeckne 3aboneBaHua nerkux, nepeHeceHHaa TAJA);

* Bepudpumkauuna aunarHosa c npumeHeHnem KIoC: ncknioveHne
BCEX BO3MOXXHbIX MPUYMNH 3ab0reBaHnNA-NaTornornm rieBbix
OTAENOB cepaua, nerkux, XxpoHndeckaa TIAJ1A, peakmx 6onesHen,
npusogAwmnx K ANA;

* OueHka K u ctpatudukaumsa pucka J1IAl ¢ uenbo HazHa4YeHns
nauneHTam agekBaTHOU Tepanuu.




IlnarHocTuKa

CornacHo KoHceHcycy akcrieptoB ACC/AHA (2009) anarHos JII
NpaBOMEPEH, eCIN:

» CpegHee gaBrneHue B nerodHom aptepum (J1A) npeBbiwiaeT 25
MM PT. CT. B MOKOe 1 6onbLue 30 MM PT. CT. MPU Harpy3ke

« [laBrieHne 3aknnMHmBaHns B nerovHbiX kanunnspax (43J1A)
MeHbLUe U paBHO 15 MM PT. CT., UBMEPEHHbIX C MOMOLLbIO
KateTtepusauun J1A.

* JleroyHoe cocyaucTtoe conpotueneHue (JICC) bonbLue nnu
paBHO 3 eguHuy Bypa



IInarHocTukKa

 [lnarHocTnyecknm Kputepumn — nosbilleHne cpegHero AJ1A po 25
MM pPT. CT. UNU Bbllle.

MapameTpbl Bo3pacTHble rpynnbl

<30 net 30-50 net

>50 net

B nokoe 20 20 20
HebonbLuas 29 30 45
Harpyska

CybmakcnmanbHas 33 36 47

Harpyska



IInarHocTukKa

Kputepuu:

CpegHee
B HOpMe(B NMokoe) ONA >=25

MM pPT. CT.

12-16 MM PT.CT.

CpegHee Kputepun O3NA <=15

W[D,HA >=25 MMJ NAI MM pT. CT.
pT. CT

NCC>3 en.
Byna




IInarHocTuka

» ) Kanobbl 1 aHamHe3

o dusmkanbHoe obcnenoBaHme

* PeHTreHorpadua opraHoB rpygHomn KneTku
« IKI

» TpaHcTopakanbHasa OxoKI

* JlerouHble pyHKUMOHanNbHble TecTbl(PBL)
« KT BbICOKOIro paspelueHuns

« MPT

« KaTeTepusauuns npaBbiX OTOENOB cepaua)
» OueHKka pyHKUMOHaNbHOW CNOCODHOCTU(TECT 6-UHYTHOW XOAbObI)
* JlTabopatopHasa gnarHocTuka



IlnarHocTuka

* Y3 6poLLIHOM NOSTOCTU-CKPUHUHT NOPTaribHOU rMNepTeH3nmn
* KT - nokazaHo 6onbHbIM ¢ XTIJIT

* KT BbICOKOIro pa3spelueHuns Bcem b6orbHbIM J1IT Ansa nonyyeHums
noagpobHoN NHpopMaL MK O NOBPEXKAEHUAX NETOYHOW
napeHXMbl

* lccnepoBaHnAa Ha CbIBOPOTOYHbIE aHTUHYKJ1€APHbIE aHTUTEJS1A



dusnkanbHoe obcrneaosaHue

* LlnaHo3 MmoXeT ykasbiBaTb
Ha Hann4yne CUCTEMHO-
NEeroYHbIX LWYHTOB,
BblpaXX€HHOE CHUXEHME
cepaedHoro Bbibpoca,
HapyLleHne razoobmeHa(y
20% 6onbHbIX UJIT)
PacwupeHne/nynbcauus
LLUEUHbIX BEH
AcuuTt/renatomeranna/ukT
€PUYHOCTb CKIlep
[lepudrepunyeckne oTeku
[Tanbubl No TMNY
«bapabaHHbIX Narnovek» u
HOITM MO TUNY «4aCOBbIX
CTEKOST»

AKLUEeHT Il ToHa Haa
nerovyHou aptepuen
YcuneHue nerodHoro
KOMMOHeHTa |l ToHa
00yCrnoBreH YyCUITEHHbIM
3aKpbITUEM JIEMOYHOIO
KranaHa Bcneacreue
nosbiweHns OJ1A
[TaHCMCTONNMYECKUI LLIYM
TpUKycnmgansHOU
He4OCTaTOYHOCTH
[nacTonuyeckumn LWym
nero4yHoun peryprurauum
(Fpaxema Ctunna),

Bbipa)keHHbIN
renaTorrynapHbIn
pedontokc(nopaxeHme
neBbIX OTOENO0B cepaua)
TeneaHrnakrTasmm/KoxxHbole
NposABNEHNUA(CUCTEMHEIE
3aboneBaHud
COeANHUTENBbHOWN TKaHW)
Xpunbl B NErkmnx
(MHTepcTMUManbHbIE
oone3Hu nerknx, XOBJ1,
nopa)eHne fneBbIX OTAEN0B
cepaua)

[Tpn3Hakn TpoMO0O30B BEH
HUXXHUX KOHEYHOCTEN UMK
nepeHeceHHasa TAJIA



IKI'

* [ MnepTpodomna npaBoro Xenygo4ka
* R-Tnn runeptpodoun MK (npu BoipaxkeHHoU rnneptpodum NMXK);

* [uneptpodus MK no Tnuny HenonHou 6riokagbl NPaBOW HOXKM
nydka ['uca (npm ymepeHHou runeptpodpum [>K);

 S-TUn rmnepTpodun INX.
e AMnartaumsa n rmneptpodoud npasoro npeacepams — P-pulmonale

« O0C BneBo
* HapYyLLEHNS penonspusaunm
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R-mun 2unepmpocgbuu npaeozo xenydoyka (OsIUHHasE cmpeJsika),
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Puc. 7.5. 3KT NPH BbIPAXKEHHOH rHNepTPOdHH NpaBoro xeaynouka (qR-tun).

R, =9 =
QRS Hueer oot 0 B T

Ha (0,07 c).

MM, Ry, + Sy5=24 mm (>10,5 mm). B oteenenuu
BHI qR. [lauTesibHOCTb HHTEPBAJa BHYTPEHHErO OTKIOHEHHS B OTBEIeHHH

E e-":KTpuqecxaﬂ 0Cb CMellleHa Bngaeo (yron a=105). YBesnuena amnautyna Ry, u S
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Puc. 7.6. IKT nipu runepTpodiu NPaBoro KeayodKa (S-Thn).

SnekTpuyecas o‘cr, cmeiena BpaBo (yron a=95"). Yseanuena amMnauTyaa 3yGuos S B Aesbix rpya-
HbIX OTBEACHHSAX. MIMEIOTCS NPU3HAKH NOBOPOTa CePAUA BOKPYT NPOA0LHON OCH NO HaCOBOH CTPeA-
Ke W BOKpYT' NOTIEPEYHON OCH BEPXYILIKOH nazan (8 otsenenusx I, 11, 11l komnaeke QRS una RS).
oTKaoHenus B oteeennd V| e namenena (0,03 ). Hve-

OTCA NpUanaky runepTpoduy Npasoro NPeCepans (P-pulmonale).



IKI'

HenocrtaToyHas YyBCTBUTESIbHOCTb U
cneundpnyHOCTb!

[axe y 60onbHbIX ¢ Taxenou JIIN MOXKHO 3aperncTpmpoBaThb
HenameHeHHyo IKI .

Ecnn nsameHeHuna Ha OKI BO3HMKAIOT NULLbL NPpU HAaNU4nm
O0CTaTO4YHO BblpaXeHHOoU rmnepTpodonm npaebiX OTAENOB cepaua,
TO C NOMOLLbI 3Xxokapauorpadun (OxoKIl') MoxHOo
OnarHoctnpoBaTb 3TN N3MEHEHUS B bonee paHHUX CcTagusx.



TpaHcTOpakanbHada axoKkapaunorpadpus

Hanbonee ueHHbI HeMHBA3UBHbIM MeToA AnarHocTuku J1I

Llenn:

» OueHka yposHa OJ1A

» WcknoyeHne nopaxeHns MUTpanbHOro M aopTanibHOro KrianaHoB

BoisiBneHue:

« 3aboneBaHna Muokapaa

» BIC c wyHTMpoBaHneM KpoBu creBa Hanpaso (aByxmepHasa IxoKI, 3xoKIl', KoHTpacTHoe uccnegoBaHue)
* yBenu4yeHune pasmepos N1 un MK

» [vinepTpoduun ero nepegHen CTEHKN

* pacwmpenus cteona J1A

* naTtonornyeckon opMbl U PYHKLNN MEXOKENYO0YKOBOW Neperopoakm — B CUCTONY «NapafoKcanbHO» cMeLlaeTcs B CTOPOoHY XK
* pacLuMpeHunst HUWxHen nonou BeHbl (HINB) n ymeHbLLEeHWe cTeneHn ee KonnabupoBaHus

* TPUKyCNUAanbHOM peryprutaumm

NpaBoXenyano4koBOW HeJOCTaTOYHOCTH

BbINOTa B Nepukapae

SXOKapélI/IOFpaCbI/IFI NO3BOJNIAET OonpeaesnnTb CUCTornn4yeckoe, AMactosim4eckoe 1 cF:pep,Hee pasneHue B J1A. Cucrtonundeckoe gasneHue B J1A
MOXET ObITb OLUEHEHO C MOMOLLBLKO CKOPOCTU TPUKyCnngasribHOU peryprmtaumm T )n pacCHUTbIBAE€TCA KaKk CyMMa OLUEHEHHOIO JaBJ1IEHUA B

|I'_D|paBOM npeacepann u MakcMmanbHOro rpagneHTta gaenennsa mexay MX v IMll, paccuntaHHoOro ¢ NoMoLbio MoOANMULIMPOBAHHOIO YpaBHEHUS
epHynn



CKopocCTb TpuKycnuaarbHOU Hanunuyune pononHUuTenbHbIX BeposatHocTb J1IN, N0 AaHHbIM
peryprutauumn, m/c AxoKI npnsHakoB IAxoKI

Hun3kasa

MeHbLue 2,8 nnn He namepgaeTcs Het
MeHbLue 2,8 nnun He namepgaeTcs [a
2,9-3,4 Het
2,9-3,4 [a

BonbLue 3,4 He TpebyeTtcs

BeposiTHOCTb JII' Ha OCHOBaHUKM AaHHbIX OXOKI

CpengHsas
CpegHsas
Bbicokas

Bbicokas



FR S0Hz
RS

i)
73%
cso
P Low
HGen

* Dist 420cm
= Dist 0.909 cm > Dist 414cm

Puc. 1. unarauus u runeptpochusa MX Puc. 2. Bgasnusanue 6azancHoro otgena MXXI 8 nonocTb
npu NI JUK B guacrony npu JIr

PHILIPS Aers' syndrome, Kovba< man,  12/09/2008 11:02:36AM TIS0.8 MI 1.4

34001120091209  Philips Medical 85-1/Card Adult
gg S50Hz

Puc. 3. Aunarayus npaeoro npegcepausa u NX
¥ OMUHUPOBaHWE NpPaBbIX OTAENOB cepAua Haf NeBbIMK
W3 YeTbipexKkamepHOW BepXxylie4Hou no3vuuu npu NI Puc. 4. Qunartayusa cteona JIA npu JIlr’

¢ Dist 346cm




Puc. 3. Pacmmpenue noaoctu IIK, Pac. 4. D-obpasmaas dopma ITK,
IEPHKAPIUATBHBIH BBIIOT NEepHKAPIHUAIBHBIH BBIIOT



PeHTreHorpamma rpyaAHOMU KNneTKu

» Pe3Koe cyxeHune apTepunorn U Menknx
apTepun, KOTopble BU3yanunanpyroTcsl BHELLHE
YKOPOYEHHbIMU, «0BPYyBneHHbIMNY.

* B cBA3M ¢ aTMM nponcxoant obeaHeHne
NTErOMHOr0 PUCYHKa Ha nepudepum NeroYHbIX
nonew 1 NoBbILLEHNE NX NPO3PaYHOCTK, Toraa
Kak KOPHU NEerkux MoryT ObITb HECKOSbKO
pacLIMpeHbl N YNITOTHEHbI.

» PacwmpeHmne J1A 1 ee KpynHbIX BETBEU
(NMpaBoun 1 NeBown) U ycuneHme nx nynbcaumnm

* B NPSMOM NpOoeKLnM onpenenseTcs
yaOnnHeHne 1 BblbyxaHune BTOPOU Oyru neBoro
KOHTYpa cpeaAnHHOWU TEHMN.

* [Mpu3HaKM yBenmyeHus pasmepoB NpaBoro
Kenyao4Ka.




PeHTreHorpamma rpyaHoOU KNeTKn

Ocnadnenue
COCYAHCTOrO
PUCYHKA

Pactuup enme
K

Pacuup exne
JIeroMHOR
apTep U

i e¢ NPABON

BeTBH

Puc. 3. Mpamasa u npasas 60K0BaA PEHTTEHOrpaMMel 0PraHoB rpyaAHON KNeTKW npu
uauonaTM4eckom Nero4HoM runepTeHauu (MX - npasbiv Kenyaoyex)

NMpsamasn npoekuus (cnesa). bokoBasa npoeKkuus

lermrnaopa)



JlTabopaTopHasa ouarHocTuKa

HeT cneuudunyecknx nabopaTopHbIX

npu3HakoB nsonuposaHHowu J1I'!

MHorga moryT GbITb NATONOIMMYECKUMU pe3ynbTaThl CReayoLLmX
nccnegoBaHum:

1) ra3omMeTpuda apTepunanbHOU KpOBU — YMepeHHaa rmnokcemMms
(3HaumnTEenbHaa Npu 3aboreBaHnNsX IeEroO4HON NapeHXNMbl NN BPOXKAEHHbIX
nopokax cepaua Ha ctagnu obpaTHOro LWYHTUPOBAHUA UIK NMPaBO—J1IEBOIO
LUYHTMPOBaHUA Yepe3 OTKPLITOE OBanbHOE OKHO); rmnepkanHus npu XObJ1 n
LeHTpanbHbIX HApYyLLEHUNAX perynaunm abixaHug

2) aHTUHYKIeapHble aHTuTena =1/3 6onbHbIX ¢ ngnonatnyeckou JlII. PyTuHHO
onpepgenanTe aHTn-BUY aHtuTena.

3) NOBbLILLEHME MAPKEPOB NOBpexXaAeHNs neyvenn npu J1I, cBA3aHHO C
BTOPUYHOW rMNepTEH3NEN.




KaTeTepusauunda npaBbiX OTAENOB cepAaua

OcHoBHOM MeTOoA npsmoro usmepeHus AJ1A!

[MnaBatowmnm katetep CBaHa-laHUa BBOAUTCA Yepes
BHYTPEHHIOK APEMHYI0,HAPYKHYI0 APEMHYIO,
nogkntoumnyHyto,6eapernyto B M1, 3atem B XX n B J1A, BenosHbiii mopr

IIPOKCHUMAJIbHBIN ®
YTO NO3BONAET USMEPUTL AaBlI€HNE B 3TUX KaMepax . TpoBox )

TCpMO,I[aT‘II/IKa @
[Mpoba c Basogunararopammn(NO,aieHO3VH, Hopr Gannona @ <€
NPOCTaUUKIINH) AN BbIABEHUA NALMEHTOB C XOPOLUUM Jlerouroii nopr @
OTBETOM Ha Ba3ogmMnaTupyroLLyo Tepanuio. L

Jlerounast aprepus

Bepxnss nonast BeHa —

A\ ®
[TpaBoe mpeacepane — o \(\ / @

[Tpaserii sxemyaoucK




KaTeTepusauusa npaBbiX OTAENOB

cepAuLa

[loBbiweHne OJ1A

«[1aBrneHne 3aknMH1UBaHUA NMEro4Homn
aptepumn (O3J1A) B HOpMe nnu noBbIWEHO

«ConpotuereHne nerovnbix cocyaos (CJ1C)
paccunTbiBatoT rno doopmyne Byaa: CJIC =
(AJ1Acpean — O3J1A)/CB

CTenenun TaXecTn NEro4HON rmnepTeHsn:
nerkag — 2—>5 E[l, ymepeHHaa —
5—10 E[l, Taxénas -6onee 10 EL.

Karer CPH3AMA NMPABLIX OTACJIOB Cepaua

o B
cepam Tpebyerca ans BEHA s § Jevumaxpmpks

NOATEepXAEHAA guartoza JIAT
JIAT onpenenAeTcANO CAEAYIOLMM
napamMeTpam
o cAJA 225 mMpT CT. B
COCTOAHUH TIOKO0A

W
o JBJIK<£15 mmpT CT. 1
LY |
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Galié et al. Eur Heart J 2009.
Crangap THBIe TOYKH A0CTYIIA JJId KaTeTepa




OnddepeHumnanbHaa guarHocTuka

* MnTpanbHbIA CTEHO3
 [ledeKT MexKenyao4yKkoBon Neperopoaku
 JIl' Npn XpoHU4eCKNx 3aboneBaHnNSIX NErknx

* IBEC
* Mnokapaut



KakoB e nporHo3 n re4yeHue
3aboneBaHunA?



[lporHos

[1ATMNETHASA BbDKMBAEMOCTb AJ151 NPOfieYeHHbIX NaLUeHTOB COCTaBMSAET OKOS0 50%
OpHako nocnegHue o63opbl NaLMEHTOB NpeanonaraloT CHKEHNE CMEPTHOCTY
NPeanonoXMUTENbHO NOTOMY, YTO B HACTOSILLIEE BPEMS AOCTYMNHbI 0onee adhdekTUBHbIE
MeTObl NeYeHus.

MHonkaTopamu Bonee nroxoro nporHo3sa siBnsitoTCS:

* OTCYTCTBME peaKkuun Ha cocygopacLumpsaoLme npenaparsl
* CHU)KEHHAA OKCUreHauus aptepmaribHON KpoBu

* CHWXXEeHHOe obLuee omnsndeckoe PyHKLUNOHMPOBAHME

* MMHMMAarbHbIE NOKa3aTenu Tecta 6-MUHYTHOMN XO4b0bI

* BbICOKME nna3smeHHble ypoBHU NT-npo-MHI1 nnn MHI

* 9XOKapauorpadguyeckme nokasartenm CUCTONNYeCcKon JUCAYHKUMM MpaBblX OTAEO0B
cepaua v KateTepusaumd npaebiX OTAENO0B cepaua, 4EMOHCTPUPYOLLLAA HU3KUM
cepaeydHbi BbIDpocC

* BbICOKOE cpeHee AaBrneHne B NerodyHon apTepum 1 BbICOKOE JaBlieHne B NpaBoM
npeacepaun.

Y nauneHToB C CUCTEMHbBIM CKITep0o30M, CEepnoBUAHO-KNeTo4YHou aHemmneu, BINY-
NH(EKUNEN, UMEIOLLIMX JTErOYHYI0 apTepuanbHy0 TMNepPTEH3unto, MPOrHO3 XyXXe, YeM Y
nauueHToB Npu otcytcTBun J1A.



JleyeHue

OOuine meponpuaTUA:
« Dnsnyeckasa akTMBHOCTb

* n3berartb JENCTBUN, KOTOPLIE MOTYT YCYryouTb COCTOSIHNE
(HanpuMmep, KypeHUs curapeT, HaxoXaeHnsa Ha 60rbLLION BbICOTE,
bepeMeHHOCTN)

* AKTUBHOE 1 CBOEBPEMEHHOE JIeYeHME NEroYHbIX 3aboneBaHnn
» KoppeKkuunsa cepaeyvHon HeaoCTaToO4YHOCTH

* BakumHmnpoBaHme oT rpunna n NHEBMOKOKKOBbLIX MHdeKLUN ONS
NPOoMOUNaKTUKN NHPEKUMOHHbIX 3aborieBaHnm

* KOHTPOIb YPOBHA reMorrnobunHa



INleyeHue

Tepanus

noggepXxueatoLLa

. cneuymdunyeckas

AHTUKOarynaHTbl/aHTHarperaH
Thbl

OkcureHoTepanus
OnypeTtunkn
CepaeyHble rMukosnabl

AHTaroHUCThLI Kanbums
[1lpocTaHoungbl(aHanoru
npocTaunknnHa)
AHTaroHMCTLI peLenTopoB
9HOOTENuHa

NHrmbutopsl P35
AKTUBATOpPbLI pacTBOPUMOU
ryaHunaTtuymknasbl




AHTUKOArynsHTDbI

3agavya aHTUKoarynsaTHoOW Tepanuu:

[Mpodunaktnka TpoMb0o30B in situ n TAJA

[penaparbi:

» BapdrapuH

* HapgponapwuH, SHOKcanapuH - Npy HeNepPeHOCUMOCTU N BbICOKOM PUCKE KPOBOTEYEHWUI

[loka3aHus:

« UII', Hacnepyemas JI, J1I' Bcneacrteue npuema aHOPEKTUKOB;

« XCH, runognHamma, npeapacnonoXeHHOCTb K TPOMDOOTUYECKUM U3BMEHEHUSIM B NErOYHbIX COCyaax

[Mpw opyrux dpopmax J1I" BapdpapuH Tonsko no nokazaHuam-XCH, dpubpunnauusa npeacepann, Tpomobo3bl, OTCYTCTBUE
NPOTMBOMNOKa3aHUN(3p03umn, 3aboneBaHns NeYyeHn, HapyLLeHUs CBEPTbIBAKOLLEN CUCTEMbI KPOBW).

[MpoTuBONoOKa3aHus:
« C3CT

« BlC

3aboneBaHna nevYeHn

[MopTanbHas runepTeH3ns(M3 BeH nueBsoaa)
CKA(BHYTPMMO3roBble KpOBOTEYEHMNS)




AHTHarperaHTbl

* bonbHbIM Cc JIAT, ¢ nonoxutenbHOW NPobon Ha Ba3opeakTUBHOCTb-
npv HeNnepeHOCUMOCTU aHTUKOAarynsHToB

* AueTuncanuumnnosas kmcnorta 75-150 mr/cyT
* [lpeanoytutensHo: Kapgnomarnun/AcnvpuH Kapgmno/Tpombo ACC



OKkcureHotepanua

* PekomeHayetcs 6onbHbIM JIAT npu
r’MNoKcemMumn ona nogaepxaHus
catypauuu Bbille 90% Ha NPOTAXKEHUN
CYTOK

[ MnoBeHTUNALNA

AnbBeonspHas
rMNoKcums

Ba3sokoHcTpukumng
NEeroYHbIX apTepuon

['mnokcunyeckagqa J1I




OnypeTtukn

OuypeTuku HavyanbHas Hdo3za npu XINH MakcumanbHas Heobxoaumbl
Ao3a, Mr Ao3a, Mr KOHTPOJb

dypocemna 10-40 40-80 240*2 p./cyT

Topacemug 5 20 200/cyT K,Mg,
9NEKTPOSNTHI,
nunuaebl, roKo3a,
KpeaTUHWH,
MOY€eBasi KucrnoTa
B Mnasme KpoBWU

[MopoxnopoTtunas 12,5-25 - 100/cyT KpeaTtuHuH

na

CnupoHonakToH 25 Puck 50*4 p./cyT Otekn/acunt

rmnepkanMemMmnm
InnepeHoH 50 Puck 100/cyT

rmnepkanmneMmm



Cneuundmyeckasn Tepanus

[laToreHeTu4eckne MuLLeHU, BOBNeYEeHHbIe B pa3BuUTUe U nporpeccuposanue JIAI

AKTUBaLUUS
CUCTEMBI
3HOOTEeNnHa

Heduumnt
9HOOrEeHHOro
npocTauuKnnHa

. AHanoru [1LL:
CTnmMynaTopbl pacTBOPUMON
_ 3JnonpocTeHorn
AHTAroHUCTHI PELIENTOPOB rvaHPV'”aTU-—”K”a?’b" TpenpocTuHun
SHOOTENMHA: AN/ Y
. o135 nonpoct
BOSEHIAH BenHmrtTm:aTr(c))Dbllfle CUHTE3 s
yBeJ1M4nBatoLll
AMbpuaeHTak BTOPUYHOIO MeCcCceHaxepa Basopunaraums
SPPEKTbI: = HrnbupoBaHue arperaumu

aHgoreHHoro NO-ul M®:

BasoannaTtupyowun un TPOMOOLINTOB 1 aare3umn

aHTUnponmdepaTnBHbLIN Cunaeracpun nenkouuToB
[MpoTBOBOCNANUTENbLHbLIV T:;]u,anacbmn [MpodonbpuHonNUTUYECKUI
v eKTbl: y
AHTUONOPOTUYECKNI P AHTNDUOPOTNYECKUNI
Basogunarauus

AHTUNponudepaTnBHbLIN

AHTUNponudepaTnBHLIN .
MooTBoBOCNANUTENbHBLIN



Cnucok ucnonb30BaHHOU nuTepaTypbl

 T.B. MapTbIHIOK «JleroyHas runepTteH3nsa: AnarHocTuka n nedyeHune»

* A.A. benesckas, 3.X. lagayeBa «Bo3amoxHOCTU axokapanorpadoun B
OVarHOCTUKE Nero4HoOn rmnepTeH3nmn n oLeHke peMmogennpoBaHng

cepiua»
* www.mednovosti.by



Cnacub6o 3a BHUMaHue!




