COBPEMEHHBIE CTAHJAAPTBI JMATHOCTHKHU U JIEUEHUS PEBMATHYECKUX 3ABOJIEBAHUM
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NeroyHasa aptepuanbHasa runepteH3usa (JIAlN) - pedpaktepHoe 3aboneBaHue,
bl (Q\| X@pakTepuylolieecsi Mporpeccupylolnm MoBbILIGHMEM AaBneHus B COCyAax
Nerknx v yBenuyeHnem neroyHoro CocyaAncToro conpotmsnenuns. Bre saBucmumocTn
OT MPUYMH, B OCHOBE MEXWUT MOABEPXKEHHOCTb COCYAWCTOro pycrna Jerkux
BA30KOHCTPUKLUMM W CTPYKTYPHOMY  pPEeMOAENVPOBaHMWIO,  MPUBOASALEMY K

neperpyske npaBoOro JKEMyaouka UM pasBUTUI0O  XPOHUYECKOW  CepaeyHom
HEeLOCTaTOuHOCTU.

Aegpunuyus TAID BbIXMWBAEMOCTb MPU HEKOTOPbIX
sapuaHTax JIM u apyrux sabonesaHnax
(2emoduHamuka - Kamemepu3sayus
npaebix omoesnos cepdya)
- CpedHee OaeneHue 8 1A
> 25 Mm.HO e nokoe
> 30 MM.HO npu Haepy3ke
-[aenexue 3aknuHusaHusi e J1A
< 15mMm.HO

KnuHuyeckue «nocrnedcmeus»
- funepmpocgbusi npasozo xenydoyka

*
- Mpasoxenydoykosass XCH
- lpoepeccupytouwjas 0dbiwKa, 02paHudeHue % L

uw

gusuyeckol akmugHocmu, cMepmsb

SHpoTenuanbHas AUChYHKUMA, ABMAIOWAACA NMyCKOBbIM HapyweHueM npu JAT,
NpUBOAMT K NpeobnafaHnio CUHTe3a Ba3OKOHCTPUKTOPOB (TaKMX Kak IHAOTENWUM) Hag
co Basogunartatopamu (NpocTaunknuH). PemoaenvpoBaHue cocyaoB nerkux npy fero4yHomn
apTepuanbHOW rMNepTeH3un BKOYaeT B ce6s Bazocna3m, nogaBrieHne anonTosa u
NOBbILIEHHYIO NpoNUdePaLMIo BCEX CIOEB COCYANCTON CTEHKN.
Koppekuus aTux HapylieHui 6rokaZio peLenTopoB 3HAOTENMHA UNW BBEAEHUEM
aHarnoroB NPOCTaLMKIMHa SIBMSIETCS KpaeyrofbHbIM KAMHEM COBPEMEHHO Tepanuu.
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= Knaccudmkaumsa neroyHom runepTeH3um
S 2003 ron, BeHeuus
@)
1. NerouHas apTepuanbHas rmnepTeH3ns 3. Matonorus sierkux / rmnokcemmst
* Wamonartuyeckan JIAC «XOBN
* CemeiHas NAT * UHTepcTUUMAnbHBIVA hnGpo3
* AccounmnpoBaHHas: »HapylweHus abixaHuA Bo BpeMsA CHa
-C3CT * AHOManuu pasBuTusa
- BUY nHdekumna
- N
OpTanbhan runeprensna 4. I BcneacTeue TPOMGOTUYECKMX U
- AHTpeKrkn TPOMB03MBONMYECKNX 3a60reBaHMI
-BMnC *T3 06CcTpYKUUA NpokUCMasbHbIX JIA
* JlerouHas BeHO-OKKMNIO3MOHHas GonesHb * T3 06CTPYKUMS AMCTANBHBIX JIA
* Jlero4Hblil KANUNNAPHbLIA FeMaHr1MoMaTo3 * HeTpoMBoTMYecKkue IMBONMN
2. MopakeHvie NeBbIX OTAENOB cepaua
* Mpeacepave unu xenypoyek 5. Pegkue
* Kinanab1
Simommeau et ai; TACC 2004
3 JleroyHas rmnepTeH3vnAa npm CUCTeMHbIX

3aboneBaHUsAX coeANHUTENbHON TKaHU

CucmemHasi ckriepodepmusi - Haubornee yacmoe 3abosieeaHue
coeduHuUMesnbHOU MKaHU, accoyuupyemoe C JIe204Hol aunepmeH3uell.

Crpyktypa JII 06ycnosneHHo JleroyHas apTepuanbHasi rtMnNepTeHsus -
CUCTEMHbLIMY 3aGONeBaHUAMN 0O/1Ha U3 YaCTbIX NPUYNH paHHEro
COEAUHUTENbHON TKaHu, m* 113 netarnbHoro ucxoaa npu CCA
Antoine Beclere Hospital, 1981 «2000
Al
0 A bes nopaxenns cepau,
C - nerkux unu nouex (n = 138)
\ ~L

WJHKMX
(6e3 NIAT) (n * 73}

CCO CKB C3CT ClW

OwarHocTtuka JIAT:
| ro pexkomeHpauuu EBponenckoro
Kapavonornyeckoro O6wecTBa

CumnToMbI 1 husmkansHoe obcneaoBaHve

I. N nopo3peHue CKpUHUHT
CnyyainHasi Haxoaka

OKIr

W NI obHapyxeHune PeHTreHorpadus rpyaHomn KneTku
TpaHcTopakanbHas IxoKI

B[] v rasbl kposu
BeHTUNSAUMOHHO - nepdy3noHHas
cumMHTUrpacus
KT BbICOKOrO paspeLueHuin
- MynbTucnupansHas KT
LW NAT gud cepeHumnayus Adrvorpachits
Broxumus u ummyHonorus
BWY Tect
Y3 6ptoLHO NonocTu (neyeHb?)

Harpy3o4Hble npobbl: 6 MUHYTHBIA TecT.
IV. NAT Bepudukauus KapauonynsmoHanbHble TecTbl
U OoLeHKa reMO,ElI/IHaMMKaI KaTeTepusaums

C Ba30peaKTUBHbIMU TeCTaMu

ESC Guidelines « Galie N, ei ai Eur Heart J 2004; 25:2243-78.
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JlerouHas runepTeHaus:
OxoKI™ -nedbnHnums:

msirkasi (HavarnbHasl) neroyHas runepTeHsnst MoxeT GbiTb
yCTaHOBIeHa MpW CKOPOCTW TPUKYCMAanbHo
peryprutaumm 2,3-3,4 m/c, 4TO cooTBEeTCTBYET

(8 cymme ¢ paBnexuvem B MM - 5 mm.HA) cuctonnyeckomy
AaBneHuto B neroyHon aptepuu 36-50 mm.Hp

(Venice ill World Symposium PAH 2003)

Oonnnep 3xoKr (V*)

V* 2.5 mlc V*2.5-3 mic . V*> 3 mlc
t sPAP 30TTHa) fc sPAP 30-45 TTHn) /ZsPAP>45T1THp)

HET opbiwku (Mnu obycnoeBneHa ONbIWKA (B oTcyTcTBUMU
APYFUMU NpUYUHaAMKN APYTUX NPUYUH)
s y s Y .
OaHHbIx 3a T
HET Mopno3spenne Ha T
KATETEPU3ALUUA

*V: CKOPOCTb CUCTONNYECKOTO
TpaHCTPUKYCNUAaNbHOro NoToka Hachulla Ef et al. Arthritis Rheum 2005; 52:3792-800.

KaTeTepwsau.ml npaBbIX OTAEJNIoB cepaua:

,;f - Bepudbukaums guarHosa
< 00 - OndbdpepeHumnansHasa guarHoctuka (O3J1A, HacbiweHne 0 2kpoBu)
5 - MNop6op Tepanun (Ba3opeakTUBHbLIN TECT)
- Onpepenexne nporHosa (cuctonuyeckas dyHKUus)
W1 W w
PetpocnekTtvBHble ypoBHu DLCOy

DYHKUMUS BHELHEro AbiXxaHus nauvenTos ¢ CC[l -NAT B cpaBHue ¢

= c DLCO un 6opunneTtusmorpacduen: BonbHbIMK Gea NAI

- PaHee BbisiBNeHVie BapuaHToOB ¢ u3onupoaHHomn JIAI
(3a 5-10 neT o ee pasBuTHS)

- AvdbcbepeHUmManbHbIN ArarHo3 BapuaHTOB MOPaXeHUs
Nerkvx (B T.4. CO4ETaHHON hopMbl)

- OdpcheKTBHOCTL NPOBOAVIMON TEpanun sa 10-15 3a510 3206

Toasl, npeawecTaylowme AuarHocTuke JIAT

NAT NAT + on non
KnuHuyeckue xboombi
- An dy3sHas Opo* +4 FE
- TMMUTUPOBAHHaA ++ + + +
Avmoanmumena ?¥3 s r
~ALA PR @) )
- Th/Tounu U3RNP + | ++
- Tononsomepasa _ o . ] ++ +++
-U1RNP ¥ i + *
@®BJ/1
FVC < 60 . .y
FVC/DLCO <1,4 . - ot
FVC/DLCO > 1.6 + 4+ v

DLCO < 60 .+ F— +4
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Crparterus guarHoctuku JIAI npu C3CT

=
pl~] %
< CK VHUHT KnuHunyeckn s3HauMmMmbie CUMNTOMbI
q Haﬂl/l"ll"l)e OnbILLKM OI:IbII.IJKa unun cepaeyHana He[oOCTaTOYHOCTb
U T Grad < 3'?‘M Ha AunaTtagus MX, T Grad > 3 mm.HA, neBbin
o : o Kenygouek - 6e3 U3MeHeHUMN
DLCO > 60 %, TLG > 80% DLCO < 60 %
Crtpecc-9xoKlr KateTtepusauusa
TT 3xoKI' B aMHamuke npasbiX OTAENOB cepaua
f MoctkanunnspHas (A3NA > 15)*
'vnokcuyeckas nAT
(KT, ®B, Yndxo, MPT)
TpomBoamGonnyeckas TPAP»25 JNIEYEHUE
(KT ¢ KkoHT| CW<16
pacTMpoBaHuem,
BEHTUMSLIMOHHO-NEPCY3NOHHas PVR >3
AV cuuuTurpacms) A
Yyumelgasi cucmeMHbIl xapakmep nopaxeHus cocydos, ne4yeHue npenapamamu
u3 epynn npocmauyuknuHa, uHaubumopos peyenmopoe 3HéomenuHa u
uHeubumopoe ¢gpocghoduacmepasbl NamozeHemu4yecku 060CHOBaHO.
Anroputm neyeHus 60sbHbIX
’ JieroyHou apTtepuaribHOuU runepTeH3nen

TeroyHast apTepuarnbHas rnepTeHsns
WHmeaangM knacc tiH?IV

ObLme MeponpusTUs
Henpsimbie aHTukoarynsautel {B 0ns UIIT,:E/C onsa dpyaux JIAT] + puypetnku tkucnopon [E/A] + AHMOKCUH

T
Ca-6riokatopb!
/B Onsi ITAT, &8 Onisi
Apyaux/IAT}
AHTaroH1CTbI PeLIenTopoB auaoTenuHa Bls anonpocrexon [A]
Tpakrup (Bosentan) [A] Sitaxentan Tparnup (Bosentan) {B}
Crabunusaums wm Treprostini {8}
B/s 3nonpocteHon IMifoprost/CJ
wm
DT AHaror npocTaLmKnuHa .
c Treprosinfi /Sj>Ir.h tfoprast/8/, Berprost [6] | YdlUH» -
> Ca- unu
6rokaTopb! WHrmbuTopbl docoa«ac?epasbl-5 Kombi aHHas Tel
Revatio (Sidendti) (4] M MHVIpOBcHH A Tepannst
ArpvocenTtocTomust +
Reference: TpaHerTaHTaLmA

1. ECS Guidelines, EHJ2004 25, 2243 - 2278





