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AKTyanbHOCTb Npobnemsbl

BAKTYyarnbHOCTb CBOEBPEMEHHOW ANArHOCTUKN U NeYeHus neroyHon runepteHsum (JIh)
Yy NAUMEHTOB C CUCTEMHbIMU 3aboneBaHnaMU coegmHutTenoHom TkaHn (C3CT)
obycnoBneHa, npexae Bcero, KpanHe HebnaronpUATHLIM NPOrHO30M AaXe Npu
ycnosun nposeaeHns 6onbHbIM 3dekTUBHOM BasncHOM Tepanmum OCHOBHOIO
3aboneBaHUs 1 UCNOSb30BaHNS BCErO apceHana cneumpuyecknx npenapaTos Ais
nedeHus J1AT,

= 1pn cpaBHEHUN C NAUMEHTAMWN C MAMONATUYECKOW NEro4YHOW apTepuanbHOn
pTreH3nen ( UJ1AIN), no gaHHbIM amepukaHckoro pernctpa REVEAL, roguyHasa
BgbknBaemocTb nauneHTos JIAl, accoummnpoBaHHon ¢ C3CT, cyLLuecTBEHHO HMXE.
axke Npu OTHOCUTENbLHO BNaronpPUATHLIX FEMOANHAMUYECKNX NOKa3aTensax
nauneHTsl ¢ JIAl, accouumnpoBaHHon ¢ C3CT, 4Yawe nmenn nepukapananbHbii BbINOT,
6onee HN3KY0 ANGPEPY3MOHHYO CNOCOOHOCTb NErknx B OTHOLLEHUN MOHOOKCMAA
yrnepoga ( DLCO ) - 44,9 npotme 63,6% pomxkHoro y naunentos UJTAT, p < 0,0001,
N OU3NYECKYO aKTUBHOCTD.

"¢ nepoatencHo, JII y nauymeHToB ¢ C3CT MOXET paccmaTpmBaTbCs Kak
He3aBMCUMbIN NpeanKTop HebnaronpuaTHOro ucxoaa 3aboneBaHus.



NNAT npn C3CT.
Kputepun gnarHoctukm JII.

= []o gaHHbIM pa3rindyHbIX aBTOPOB, JeroyHad aprtepualribHad rmnepTeH3nd

( JIAI ) npn C3CT HabntogaeTca B Bo3pacTte ctapwe 50 nert, yactota 'y
BonbHbIX cuctemMHon cknepoaepmuen (CCL) coctaensaet 5-12%, ¢ cuctemHomn
KpacHown Bon4aHkon — 14%, co cMmellaHHbIM 3aboneBaHnemM coeanHNTENbHOMN
TKaHU — 21-29%, pexe - y 60nbHbIX cnHapomom LlerpeHa m
O0EepPMaToOMNO3NTOM.

® Y 60sbHbIX CMeELLUaHHbIM 3aboneBaHneM coeaNHUTENbHON TKaHN
(cuHgpomowm Llapna) — ayToMMMYyHHbIM 3aboneBaHneM,
apakTepmuayrLnmMca Hannumem otaenbHbix npusHakos CKB, CCL, PA,
MM/OM B coyeTaHnu ¢ BbICOKMM TUTPOM aHTUTEN K SKCTparmpyemMmomy
aaepHomy aHTureHy — U1-RNP, JIIM aBnaeTca oCHOBHOW NPUYNHON CMEPTH
BONbHbLIX

= JleroyHasi runepteH3ua (J1IN — remoanHamuyeckoe n natodmusnonornyeckoe
COCTOSIHME, KOTOPOE XapaKTepu3yeTcs NoBbIWEeHUeM cpeaHero AaBreHus B
neroyHoun aptepuu (AJ1A) 2 25 Mm pT. CT. B NOKOE, U3MEPEHHOro npu
ype3BeHO3HOW KaTeTepusauum cepaua( YBKC).

= HopMmarnbHble 3Ha4eHUA AaBrieHUsA B JIero4YHOU
aptepuu B nokoe — cpeaHee NAJIA < 20 mm pr. CT.



NI y 6onbHbIX CCA

= Haunbonee yacton npudnHon passutud JIAI cpean C3CT aBnsieTcs
cCpA.

= MexaHn3ambl popmupoBanus J1I' y naumeHToB ¢ CCLl pasHoobpasHbI 1
MOryT ObITb 00YCNOBMNEHbI UHTEPCTULMANBHBIM MOPAaXEeHUEM JTETKUX,
avactonnyeckon agucdyHKUMEN NEBOro Xenyaoyka Ha gooHe
JMBPO3HLIX UBMEHEHNN MUOKapaa, NponndepaTMBHON

BacKyrnonatmeun nerknx ¢ "SMeHEHMEM Kak MeSTIKMX apTepuorn, Tak u

BeHyn Manoro Kkpyra kposoobpateHmsa (MKK).

C3CT B 24% cny4yaeB CTaHOBATCHA NPUYNHON Pa3BUTUS
npekanunnapHon JI. Mo gaHHbiM pernctpa PHAROS (Pulmonary
Hypertension Assessment and Recognition of Outcomes in
Scleroderma) y 71 nauneHTa c JII' n3 237 nauymentos ¢ CC[l B 69%
cnydvaeB pernctpupoBanach J1AlL y 10% naumMeHToB — nerovHas
BeHo3Has rmnepteHsus (J1BIN) n B 21% cny4vaes — J1I, obycnosrneHHas
NHTepCcTUUManbHbIM nbpo3om nerkmx Ha gooHe CCL



NI y 6onbHbIX CCO

= [1pn andysHon popme CCL JII" yacTto obycnoeneHa
NHTEPCTULMNANbHBbIM NOPaXXeHMEM NErkmx, Toraa Kak y naunmeHToB C
numutmnposaHHon oopmoun CC[L JII' dbopmupyeTca Bcreacrane
NopakeHnsi CoCyaoB JTErkunx.

= [lpn3Hakamm CUCTEMHOW CKnepoaepmMunun, B3ammocea3aHHbiMu C JIAT,

ABNAITCA OANUTENbHOE TedeHne 3abonesaHus oo passutus JIAI (6onee
12 neT OT NepBbIX NPU3HaAKOB cUHApPoMa PenHo), MUHUMASTbHO
BbIpaXk€HHOE YMNOTHEHME KOXWN UMK ero OTCYyTCTBUE (BUCLiepanbHas
KrnepoaepmMust), Hannyme TeneaHrMakTasum, NoBbILLEHNE YPOBHEN
MOYEBOW KNCNOTbI, HANU4mMe aHTULEHTPOMEPHbIX aHTUTEN, OTCYTCTBUE
aHTuUTen K Tononsomepase-1.

[aHHbIN CUMNTOMOKOMIMSIEKC MO3BOSSAET BbIAENUTL rPynny pucka
pa3sutna JIAI ons 6onee paHHeW AMarHOCTUKN,

OX0oKI™ B COCTOSIHUM NOKOSI pEKOMEHAYETCH B Ka4eCTBE CKPUHUHIOBOIO
nccnegoBaHna y 6€CCUMNTOMHbBIX NaUMEHTOB C CUCTEMHOM
cKkriepogepMmuen, ¢ nocneayowmm exerogHolM IXOKI -CKPUHUHIOM,
nccnegosaHneM anddy3mMoHHON CNOCOBHOCTY NErkux anst MOHOOKCHMaa
yrrnepoga v ypoBHS1 BuomMapKepoB.



[TaToreHeTn4yeckme ocodbeHHocTu J1I

= B ocHose passutua JIAI nexaTt CTPYKTYpPHble U3SMEeHeHUs
apTepuu u apTepuon marnoro Kkpyra kposooopauweHus (MKK),
KOTOpble NPOABMIAITCS runepnnasnen MHTUMbI, TrMnepTpogomnen u
rmnepniasven rnagkoMblilLeYHbIX KITETOK cpeaHen 000s104Ku
COCyaoB, YTOmMWeHeM agBeHTULMN ¢ popMmnpoBaHmneMm
nepuBacKynapHbIX BOCnanuTenbHbIX MHOUNLTPATOB, a Ha bonee
No3aHMX cTaansx — PUOPO3HBIMU U3SMEHEHUAMMN.

XapaktepHaa ana JIA[ aptepruonatus MOXeT NpuBoauTb K
cybToTanbHOW obnuTepauum NpocBeTa cocyaa, yBENUYEHNIO
nero4yHoro cocyauctoro conpotumerieHus ( JICC) n, B KOHEYHOM
nTore, reMmoanHaMmM4ecKon Harpyske Ha npaBblU XXenyaodek

OpHa 13 rmnotes passutus J1Al, nonyymBwas Ha3BaHue
"nereHepaTnBHON", CBS3aHa C NoBpeXaeHneM aHOoTenus,
HapyLleHMeM NpoLeccoB penapaunm u aHrmoreHesa, NpMBOASLLNX K
YMEHbLUEHUIO NMIIOTHOCTN COCYO0B MUKPOLMPKYNATOPHOrO pycrna.



[TaToreHeTn4yeckmne ocodbeHHocTu J1I

= HezaBUCUMO OT NCXOOQHOr0 MeXaHMU3Ma Krnt4YeBblIM 3BEHOM B
natoreHese JII' paccmatpmBaeTcsa aHaoTennanbHasa oUCPYyHKLNS
CO CHWXXEHNEM CMHTE3a OCHOBHbIX Ba3oaunaTupyroLLmx
(MoHookcuaa azoTta (NO), npocTtaumknuHa) n runepnpoaykumnen
Ba30KOHCTPUKTOPHbIX cybcTaHuumn (aHaoTenuH-1, TpombokcaH
A2, CepoTOHWH), hopMMpOBaHMEM NPOTPOMOOTUHECKUX

CITOBUI; pa3BUTMEM BOCMASIUTESIbHbIX peakLumin B COCYaUCTON

CTEHKE KakK 3a CYeT yTpaTbl QHOOTENNEM aHTUAAre3NOHHbIX

CBOWCTB, TaK U BCrNeacTBME HapyLEHUN BPOXOEHHOIO U

aganTMBHOIMO MMMYHUTETA.

PyHKLUMOHaNbHOE COCTOSIHUE NPaBOro Xenyao4ka —
OCHOBHOM cpaKTOp, onpeaensaoLWMnM NPOrHo3 NaLunueHToB C
I n Hanpsimyto 3aBUCALLIMIA OT cTeNeHUn PUBPO3HLIX USMEHEHWUN
COCYOOB Manoro Kpyra KposoobpallueHust 1 Mmokapaa.



KnnHnyeckaa knaccudmkaumsa neroyHbiX rmnepTeH3un

|. JlerouHasa apTepuanbHasa rmnepTeH3us:
1.1. W\anonatnyeckasa neroyHasl aptepuaribHas runepTeH3nsa
1.2. HacneaocrBeHHasn:
1.2.1. Mytauum reHa BMPR2
1.2.2. ipyrve myTauum KaHaNAaTHbIX reHOB

1.3. UHayuupoBaHHasn nekapcTBeHHbIMU NpenapaTtaMmu u
TOKCMHaMM

1.4. AccounmmpoBaHHas C:
1.4.1. CncreMHbiMmu 3aboneBaHUAMUN coegUHUTENBbHON

1.4.2. BUM-uHdekumnen

1.4.3. MNopTanbHOW rMNepTeH3neun

1.4.4. BpoxaeHHbIMU NOpPOKamMum cepaua
1.4.5. lLlnctocomosom

1.5. AT ¢ pnutenbHbIM oTBeTOM Ha BKK

1.6. JIAT ¢ AsBHbIMUK YepTaMun BEHOOKKITHO3UOHHOM
Gorne3Hn/remaHrmomaTo3a fiero4yHbIX Kanunmnsapos

1.7. NMepcuctupyrowas JII' HoBOpoOXXAEHHbIX
Il. JlerouHas runepTeH3nsa, cBA3aHHasA C NaTonorven feBbiX Kamep cepaua:
2.1. Il BcneactBne CHH®B
2.2. NIl BcneoctBue CHc®B
2.3. KnanaHHaa naTtonorusa
2.4. BpoxaeHHasa/npmnobpeTeHHan cepaeyYyHo-cocyanucTas




KnuHnyeckana knaccudgukaumsa nerovyHbIix
rMnepTeH3nmn

lll. JleroyHas runepTeH3unsa, cBA3aHHaA C NaTonorneun nerknx U/unm ruNoKcuen:
3.1. XOBbJ1
3.2. PecTpukTnBHbIE 3ab0oneBaHns Nerkmx

3.3. pyrne 3aboneBaHna nerkmx ¢ peCTpuUKTUBHO-0BCTPYKTUBHbBIM
naTTepHOM

3.4. Tunokcus 6e3 3aborneBaHn Nerknx
3.5. AHOManuMun pasBuUTUSA JTETKUX
V. Il n3-3a 06CTPYKLUN FTIErOYHON apTepUMn:
4.1. XpoHudeckasa Tpomboambonuyeckas J1I
4.2. dpyrne npnynHbl 00CTPYKLUMN NErOHHON apTepun

V. Jlero4yHasi runepTeH3una ¢ HEACHbLIMU U/MNN MHOroakTopHbLIMU
MeXaHM3Mamu 3aborneBaHuUsA:

5.1. l'emaTonornyeckune 3aboneBaHus

5.2. CncteMHble n MeTabonuyeckne HapyLeHus
5.3. Apyrue

5.4. CnoxHble BPOXOEHHbIE NOPOKK cepaua



AccoumnnpoBaHHaga neroyHas
apTepuanbHas rmnepTeH3ns

AccounmnposaHHaa JIAl

Blllxl_kg.g%r Pa3Hoe

5%

NMopTonynabmMmoHanb
Haa JIAT

10.6%
C3CT-TAT

NekapcTBa 50%
/ TOKCUHBbI

UNAT AccounmnpoBaHHasn 10.5%

46% NAT - 51%

BMNC-JIAT
19.5%

ApantupoBaHo u3 Basyal B. et al. Can J Cardiol. 2019; 35:288-298.; *Schwarze-Zander C. et
al. HIV Med. 2015;16:578-582.




PyHKUMOHaNbLHas Knaccudpukaumsa nero4yHou
runepteH3umn (BO3)

| K HeT orpaHnyeHnn obbl4HON PU3NYECKON aKTUBHOCTU, OHA HE
Bbl3blBaeT OAbILIKKU, yCcTanoctTun, 6onen B rpyam nnm npecuHKonanbHbIX
COCTOSAHUN.

|| K Jlerkoe orpaHunyeHne omandeckom akTUBHOCTU. [JuckoMdopT

NOKOE OTCYTCTBYET, HO 0bblYHaA onamnyeckasi akTUBHOCTb Bbl3bIBAET
NOBbILEHHY0 OAbILWKY, cabocTb, 6051b B rpyaAHON KNETKe Unm
NpecunHKonasnbHble COCTOSHUS.

lIl K 3HaumnTenbHoe orpaHnvyeHne pu3n4eckon akTMBHOCTU. B
COCTOSIHUM NOKOA ANCKOMJIOopTa HET, HO (pn3nyeckasa akTUBHOCTb
MEHbLLE 0ObIYHOW BbI3blBAET MOBbILLIEHHYIO OAbILLKY, YCTanocTb, 00sb B
rpyau nnn npecuHkonasnbHble COCTOSHUS.

IV ®K Opgbllwka n/mnm yctanocTb B COCTOSSHAN MOKOS, YCUNMUBAOLMECS
NpaKkTUYECKMN NPU MUHUMArbHON On3nYeckomn akTMBHOCTU. MoryT ObITb
NPU3HaKM NpaBoOXeslya4o04KoBOWN HEOOCTATOYHOCTN.




Puck-ctpaTtudmkauma naymeHToB C
FIero4yHou runepTeH3nen

PaKTOPbI, ONpeAeAsioLlne
MPOrHo3 (A€TAAbHOCTb B Huskunm puck <5% CpeaHun puck 5-10%  Bbicokunm puck 10%
Te4yeHue 1 roaq) a

KnuHnyeckne npusHakm MK

HENOCTATOUHOCTH OrtcyTcTBytOT OtcyTcTBYHOT MpucyTtcTBytOT
lNporpeccupoBaHue cumntomoB Het MepnneHHoe BbicTpoe
CwuHkone Het Penkue cuHkone® [MoBTOpPHbLIE CUHKOMNE®
®K (BO3) I, 1l I v
TeMX >440 m 165-440 m <165 m
Mukosoe VO2 Mukosoe VO2 11-15 Mukosoe VO2
KaDAMONVSIbMOHATbHBIA TECT G >15mn/Mun/kr (>65% ot mn/mun/kr (35-65% ot <11mn/mun/kr (<35% ot
q)mgﬂqecioﬁ HArDV3KOI NPOrHO3MpPyeMoro) NPOrHO31pPyeMOoro) NPOrHO3npyeMoro)
by VE/NCO2 VE/NCO2 VE/NCO2
3KBMBaneHT 36 aKkBMBaneHT 36-44.9 3KBMBanNeHT 245
KoHueHTpauna BNP NT-proBNP BNP <50 Hr/n BNP 50-300 Hr/n >300 Hr/n
B Nfa3me KpoBU <300 Hr/n 300-1400 Hr/n >1400 Hr/n

Mnowapapb MM 18-26 cm2

MepukapagnanbHoOro Mnowapp MM >26 cm2
BbINOTa HET uUnn MepukapgnanbHbIN BbINOT
MWHMMarnbHbIN

Mnowaap N <18 cm2
[MepukapgnanbHbIN BbINOT
oTCcyTCTBYET

Buayanuaupytowme metoabl
(OxoKT, MPT cepgua)

LB 8-14 mm pT.CT. UuBLO >14 mm pr.CT.
Cl 2.0-2.4 n/munH/m2 SvO2 Cl <2.0 n/muH/m2 SvO2
60-65% <60%

LB <8 mm prt.cT. Cl 22.5

lemognHamuka n/mur/m2 SvO2 >65%




KnnHunyeckasa kaptuHa J1I

= KnuHuyeckasi KapTMHa onpeaensieTcs cregyloWwuM CUHOPOMaMMU

=  Huskoro cepaedHoro Bblbpoca 1 UMPKYNSapHOM MMNOKCEMUN: OAblLLKA,
cnabocTb, NOBbILLEHHAs yTOMIIAEMOCTb, 6onn B obnacTtu cepaua,
FOSTOBOKPY>XEHUA U CUHKOMNasibHble coCcTosAHUsA. Ha HavYanbHoM atane J1I
MOXET NpoTekaTb 6ECCMMMNTOMHO.

= OpblwkKa npy (pM3nyecknx Harpyskax ABnsaeTcA Hamdornee 4acTbIM
CUMNTOMOM OebOroTa 3aboneBaHuA .

Mpu3Haku npaBoXenyao4koBOW cepAeyHON HeAOCTaTOYHOCTU:
pudepunyeckne OTekun, renatomeranmns, acLuut.

KomMmnpeccus aunsatnpoBaHHOM NerodHbIM CTBOSIOM UM ero BETBAMMU
npunexawmx CTpyKTyp:

- OCMMMOCTb rofloca BCIeACTBUE caaBNeHns BO3BPATHOrO ropTaHHOMo
HepBa:

- OBCTPYKTUBHbIN CUHOPOM BCeacTBUE KOMNPeCccun BpoHXoB (MOXET BbITb
OOHOCTOPOHHUM):

- CMHOPOM CTEHOKapAUWM HanpsKeHUs 1 NoKos (BO3MOXKHA aTunnyHagd
KapTuHa), BCneacTBme caaBreHnsa CTBOSa fIEBOM KOPOHAPHOW apTepun
MeXy YCTbSMU aopThbl N JIEFOYHbLIM CTBOJTOM:

- KpoBoxapkaHue - y nauueHToB JIIT MOXeT BbITb CBSA3aHO C pa3pbiBOM
BpOHXManbHbIX apTepuin cNU3MCcTon BPOHXOB.




[NwnarHoctuka JIIf

[narHoctuka J1I' BKNoYaeT cnegyrowme atanbi:

CKpUHMUHT, BKIovaloLwWwmnm B cebst coop xanob, oueHKy
NPUHaAONEXHOCTU NauneHTa K rpynnam pucka passutus J1AT,
onpeanerneHne sepodaTtHocTu JII' npy nomMoLm TpaHCTOpaKkanbHOM
axokapauorpadpum (OxoKrI).

NocnepoBatenbHOE UCKITIOYEHNE Haubonee YacTbIX
npuvuunH J1IN, B nepsyto oyepeab 3aborieBaHnin NeBbIX OTAENOB
cepgua (rpynna 2), natonormun nerkux (rpynna 3), XpPOHUYECKOU
Tpomboambonuyeckon nerovyHon runepteHsnmn (XTIJIIN)- rpynna
4, C3CT v np.

Bepudumkauua anarnosa JII' npn UBKC, yTouHeHune
HO30J10rM4YECKOM NPUHALNEXHOCTM.

OueHka (pyHKUMOHaNbLHOrO Knacca u ctpatudunkaumsa
pucka J1Arl.

OugeHkKa cTernenun TshKecTn 3aboneBaHnst 1 MPOrHo3a XXn3Hu
NnayMeHTOB C JIEFOYHOWU r’MnNepTeEH3NEN




NunarHoctuka J1I

= JXanobbl U aHaMHe3: B AebtoTe 3aboneBaHus - ogblllKa NPy 3HAYUTENBHON U
yMEepPEeHHOM oM3NYeCKon Harpyske, NoBblLLEHHAA YTOMMNSEMOCTb, CnabocCTb,
ronoBOKpYyXeHue. Ha 6onee no3gHnx ctagmsix- CUHKoMNarbHble€ COCTOAHUS U/nnu
CUMMTOMbI, OOYCNOBIIEHHLIE NPAaBOXENYA0YKOBOW CEPAEHHOM
HEeJOCTaTOYHOCTbIO: OTEKN HUXKHUX KOHEYHOCTEW, renatomMeranusg, acuur,
NynbCaunsl LUENHbIX BEH .

= VY naumeHToB ¢ JIAI MOXeT BO3HMKATb 6051EBON CUHAPOM B rPyaHON KITETKE NO

TNy aHMMHO3HOro. B 0CHOBE MWeMnn Mmrnokapaa MoXeT OblTb OTHOCUTENbHAs
KOpOHapHasa He4oCTaTOMHOCTb BCeACTBUE HU3KOro cepaedHoro Boelbpoca u
BbILLEHHOIO HaMpPsAXXeHUs CTEHKM NPaBOro Xesyaoyka, rmnokCeMmud, a Takxke
cAaBlieHMe NeBou KOpoHapHOU apTepMn aHEBPU3MATUYECKN paCcLUMPEHHON
neroyHon aptepuen. KpoBoxapkaHbe, ICTOYHMKOM KoToporo B 90% cny4vaen
cny>aT N3MeHeHHble DpOHXUanbHbIE apTEPUMN, YaCTO BbISBIISAIOTCS Y NaUUEHTOB
c JIAI Ha (boHe BpoxaeHHbIX nopokoB cepaua (BlC).

dPusmkanbHoe obcrneaoBaHue: [pu ayckynsTaumm cepaua akueHT BTOPOro
TOHA Ha NEro4yHoOM apTePUN MOXET BbITb OAHUM M3 OCHOBHbLIX OU3MKaNbHbIX
NPU3HaKoB, yKa3sbliBaloLux Ha Hanuyme JII. B page cnyyaeB onpenensercs
CUCTOSTNYECKUW LLUYM TPUKYNUOanbHOW peryprutaumn. [pu passutnm
NpaBOXenyao4koBOM cepaeyHOon He4OCTaTOYHOCTM Y NaunMeHTOB OTMeYarTCA
HabyxaHue n nynbcauus LUENHbIX BEH, renatoMeranus, nepndepmnyeckne oTeku,
acuumr.



= AabopaTopHbIe UCCACAOBAHUSA (PEKOMEHAOBAHBLI BCEM
KaTeropuam naumeHToB ¢ AAT)
UHmepnpemauyus YpoeeHb dokazamenbHOCMU

O6LWK1K aHanu3 KpoBu Ona ncknroyeHnsa BTopruHbix JIIL |-C

Ona ncknroyeHus JIAT npu C3CT

O6wmn aHanus moum (rmomepynoHed purT,
NpoOTenHypus).
TTr, T3, T4.
HBsAg, HCV, Ona ncknroyeHnsa BTopnuHbix JIIL |-C

Onsa ncknroyvyeHnsa BTopudHbix JII
Koarynorpamma (MNB, TB, A4TB, I-C
¢ubpuHoreH). MHO Ona nauMeHTOB Nosy4varoLWwmx

ABK.
BuoxyMnyeckun aHanms KpoBwm

y BcemM nepBUYHbIM 60OMbLHbIM,
(KpeaTHMH, MOYeBMHA, HaTPUN,
- OLEeHKa HYTPUTUBHOIO cTaTyca,
Kapini, Mo4yeBasi KUCIOTa,
N - ANarHoCTMKa U AMHaMUKa I-C
C/peaKkTUBHbIN 6enok, ooLwumn NDbaBOKETVAGUKOBON
onecTepuH, oowmnm 6enok, P YA

He[OCTaTOYHOCTM.
anbOyMWH, CbIBOPOTOYHOE Xene3o
(A8l Ly GIEMCT O el Bcem nepBUYHbLIM GOMbHbLIM, I-C
ounnupy6uH
TuTp aHTUHYKNeapHbIX aHTUTen, Bcem nepBUYHLIM 6ONbHLIM C
ANA, ENA, ANCA, PO NAT, ana ncknro4veHun JIAI I-C
CKpWUHUHI Ha ADPC accouumpoBaHHou ¢ C3CT.
N-TepMunHanbHbIM hparMeHT M -

o POrHOCTUYECKU MapKep

MO3roBOro HaTpunypeTU4ecKnoro I-C

nentuaa (NT-proBNP) Mapkep Tsxkectu JIAI

BUY-nHdekuun Ona ncknroyeHus sropuyHon JIr  I-C




VHCTpyMeHTarnbHble uccnegoBaHugd
(pekomeHaoBaHbl BceM nauyueHtam J1I):

= [lynbcoKcumeTpusi B Nokoe,

= PecnupaTopHbIA TECT (MyfIbCOKCUMETPUS, B COMETAHUN C TECTOM 6-MUHYTHOM
X0abbbl U Cy6bLEKTMBHOM OLEHKOW oabllku no bopry).

= Onektpokapauorpadua (IKIN) y Bcex 6onbHbIX JIIT (MO3BONSET BLISABUTL
npu3Haku runepTpodum n neperpyskm NX, gunaraumm n runepTpodum npasoro
npencepaunst, OTKNOHEHNE ANEKTPUYECKON ocu cepaua Brnpaso). Funeptpodumsa MK
BbigBnsieTca y 87%, OTKIIOHEHME aneKTpMUYeckon ocn cepgua snpaso y 79%
BGonbHbIX ¢ JII

paHcTopakanbHaa IxoKIr

PeHTreHorpacunsa rpyaAHON KNETKN — BaXkHa ANs BbISBIIEHNA NMPU3HAKOB, XapakTePHbIX
Ans natonoruu nerknx (rpynna 2), 3acTorHbIX ABEHWU Npu 3aboneBaHnsX Nesbix Kamep

cepgua (rpynna 3), a Takke cneumunieckmx NpM3HaKoB paga gpyrnx saboneBaHun.

UccnepoBaHue (pyHKLMM BHELLHEro AbIXaHUA -Nerkoe nnn yMepeHHoe yMeHbLUEHNE
NIeroyHbIX 06 BLEMOB accounmnpyeTes ¢ TKeCTbto 3abonesanuns. CHmxkeHne anddy3noHHON
cnocobHocTu nerkux (DLCO) pasBmBaeTca BCreacTBUE U3MEHEHNS BEHTUISLLMOHHO-
nepy3noHHbIX COOTHOLLEHNIW, XapakTepHbIX Ansa nauneHTos ¢ JIAIT . Hu3kum ypoBeHb
DLCO, ocobeHHO B cOYETAHUM CO CHUKEHUEM ObIXaTeribHbIX 0O bEMOB, MOXET
cengetenbctBoBatb 06 accounaumm JIAI ¢ CCL, a Takke TpebyeT anddepeHLmanbHoro
AnarHosa ¢ nHtepctTuumnansHbeiMy 3abonesaHuamm nerkux (rpynna 3). Huskun yposeHs DLCO
y naumeHToB c J1Al, onpeaeneHHblin Kak 45% OT AOMKHOro, acCouuMmMpoBaH C NIOXUM
NporHo3oM. OB6CTPYKTUBHbIE U3MEHEeHUs xapakTepHbl aAnsa XOBJ1, Ho He ona ApyrMx NPUYMH K
3aboneBaHuin, conpoBoxaatrowmxea J1I.

MonucomHorpadus n HouHasi OKCUMeTpuUs



VIHCTpyMeHTanbHbIe UCCrneaoBaHUS
(pekomeHaoBaHbl BceM nauueHtam JII):

= KomnbloTepHasa ToMmorpadus opraHoB rpyaHON KIeTKU K
aHruorpadpma nero4yHoOu apTepmn N ee BETBEN

= MarHMTHO-pe3oHaHCHOM ToMorpadun cepaua u MaructpanbHbIX
cocynoB nauueHTtam c JII onga oueHKn CTPYKTYpHO-
JoYHKUMOHASbHbIX U3MEHEHMW NPaBOrro Xenyaoyka v Jiero4Hou
aptepum

YnbTpa3BykOBOE WCCNeaoBaHUS OpraHoB OPHOLLIHONM MOMOCTH
(koMnnekcHoro) Bcem nauueHtam c JIIT onsa nckno4veHns
NaTonornm neYeHn n/unu nopTanbHON rmNepTeH3nn

UpesBeHo3Hasa kaTeTepusauma cepala

reHeTu4yeckoe TeCcTMpoBaHne B MHOMBUAOYalbHOM Nopsaake
nauueHtam c UJIAT, cemenHou JIAT u JI1ATl, accounmnpoBaHHOU C
npMemMoM rnpenapaToB A1 NEYEHNA OXUPEHNUS LlEHTParibHOro
OEeNCTBUA, a Takke 6ecCMMNTOMHbIM POACTBEHHMKAM NEPBOU
NIUHUN NALUUEHTOB C N3BECTHLIMU MYyTaUMUAMN O BblSBNEHUSA
rpynnbl pucka passutua J1AT.



‘0

POCCHMCKOE

e AmdodoepeHUMAAbHbIM AMATHO3

JlerouHan apTepuanbHas
rmnepTeH3us

Monopow Bo3pacr

AccoummnpoBaHHble
3abonesaHus:

NCTEMHasi cKnepoaepMmsa u
opyrme C3CT-~13%;

Bl C ¢ cucteMHOo-nero4yHbIm

lwyHTOM 10%;

i

XpoHunyeckme 3adboneBaHnss%
P

nevyeHu
BUY- nudpekums

’

~0,5%.

& ‘WW MWHWUCTEPCTBO
i 3[PABOOXPAHEHMSA
POCCHIHCKON OELEPALIAM

JII, accoummnpoBaHHas ¢
natonormen neBbiX
Kamep cepaua

CrapLuas Bo3pacTHas rpynna,

daKTopbl pUcka:
apTepuanbHasi rmnepTeH3us,
caxapHbln anabeT, oXXupeHue

NBC

KrnnHunka 3actonHou
cepaevyHou
HeOoCTaToOMHOCTHU, cepaevHas
acTtma/oTek

NEerknx B aHamHese

J-L. Vachiéry et al. Pulmonary hypertension due to left heart disease. European Respiratory
Journal. 2019, 53 (1) 1801897.



JleyeHune

® [laumeHTtbl ¢ C3CT npuHnmManu y4actne Bo Bcex OCHOBHbIX PKU co
BCEMM rpynnamu crneumpunyeckmx npenapaTos.

= HasHayeHune cneuundudeckon Tepanum JIAI bonbHbiM ¢ CC
MO3BOMNIIO YBENMYNTL TPEXIETHIOK BbKMBAEMOCTb NaUMEHTOB C 45 00
56%. OgHako konuyectBo yyacteytowmx B PK nauueHnToB c J1AT -
C3CT HeconocTaBMMO MeEHbLLE No cpaBHeEHUIO ¢ konndecteom WJIAT -
NauneHTOB.

PKI, nocBsiLLEHHbIE OLUeHKe crieuyndnyeckon Tepanum B rpynne
naumeHToB c JIAI-C3CT, B HacTosLlee BpeMs OTCYTCTBYIOT.

Y nauyueHToB c JIAl, accounnposaHHou ¢ C3CT, pekomeHOOBaHO
NPUMEHSATb TOT Xe anropuTM JIe4eHUs1, YTO 1 y NalueHTOoB C
naguonatmnyeckon JIAT.

PekomeHAayeTCA NPUMEHATb CTPaTerno 4OCTUXKEHUA 30Hbl HU3KOro
puUCKa netanbHOCTU B rfiedyeHnn naumeHToB c JIAT,
accouunpoBaHHoun ¢ C3CT (cnang 12).

UmmyHocynpeccuBHaa Tepanusa y oonbHbix C3CT, Bkrtovatowad
KOMOWHAaLNIO MMIOKOKOPTMKONAOB U LMKIiohochammuaa, MoXKeT
NPUBOLNTL K KITMHUYECKOMY yryuwleHuto y 6onbHbix CCL / cmeluaHHbIM
3aboneBaHnemM coeanHUTENbHOW TKaHu, accoumnpyrowmnmmucs c JI.



JleyeHune: obwme nogxoabl

= PekomMeHAOYHOTCSH exXeoHeBHble J03MPOoBaHHbIE N perynmpyemblie
dom3anyeckne Harpysku, He Bbi3blBatoLME yCyrybrneHnss CAMNTOMAaTUKN .
BonbHbIM € JIAIT He pekomeHayTCA Ype3mepHble usndeckme
Harpysku.

= PekomMmeHayeTcsa BakuMHaUUA NPOTUB rpunmna, NHEBMOKOKKOBOW
nHdpekummn, Kosna 19.

epeMeHHOCTb He peKOMeHO0BaHa

OnuntenbHas kncrnopogoTepanus npu catypaunu meHee 90%.MMpwu
aBuanepeneTax n HaxoxaeHun Ha BbicoTte 6onee 1500 m Hag, ypOBHEM
MOpPSi- Kucropogorepanus .

[Mpn XMpypruyecknx BMeLlaTenbCcTBax annaypanbHas aHecTe3uns
PEKOMEHAyeTCs B Ka4eCcTBe NepBoro Bblbopa

[eTneBble ANYPETUKN U aHTAroHUCTbI anbOOCTEPOHA MpK
NpaBOXXenyao4KOBOW HEJOCTaTOMHOCTH

Koppekuma HapyLieHun putma, geduunta xernesa



JleyeHune: obLime noaxoabl

= JleyeHne OCHOBHOro 3aboneBaHuA

= BonbHble ¢ CCL v gpyrumu C3CT, MOryT UMeTb MHTEpPCTULMANbHbIE
nopaxeHnusa nerknx/ n/munm XCH c coxpaHHon pakumen Bbidbpoca,
4YTO HEOBXOAUMO yuuTbIBaTb NPy HasHayveHuu J1Al-cneumduryeckon
Tepanuu.

pn C3CT Tepanus nepopanbHbIMU aHTUKOArynsiHTamu
Ha3Ha4vyaeTcA B uHamBuayanbHom nopsigke. [Npn CCL cTeneHb
pucka npu HasHa4YeHUM opanbHbIX aHTUKOArynsiHTOB, COOTHOLLEHNE
nonb3a/puck HebnaronpuUATHLI M3-3a MOBLILLEHHOIO pUcka
KPOBOTEYEHUIN , XOTA aHTarOHUCTbl BUTaMuUHa K pekomMeHayrTcs npu
JNNAT y 60nbHbIX C3CT npy HaNU4YMKU CKINOHHOCTU K TpoMBodonnnu,
Hanpumep, npu aHTudgocchonmnnagHom cuHapome.




NeyeHue: J1Al' -cneundunyeckme npenaparsbi.

= AHTaroHMCTbI pelenTopoB K 3HAOTeSNIMHY ( 603eHTaH, aMOpU3eHTaH,
MauuTeHTaH) — nokasaHbl rnpu 2-3-OK J1Al, B T 4 npn C3CT, ans
yrnyudLleHnst NePEHOCUMOCTU (PU3NYECKUX HArpy3oK 1 3ameaneHns
NporpeccnpoBaHuns KITMHUYECKNX CUMMITOMOB.

[o3bl npenapaTtoB ( NnepBasi 403a-CTapToBad, BTopas- Lenesas):
AmOpu3seHTaH 5-10 mr 1 p/geHb,

0o03eHTaH — 62,5- 125 mr 2p/aeHsb,

‘MauuteHTaH-10 mr 1 p/geHb.

UHrnoutopsbl hochoamnacrepasbl 5 Tuna
(cunpeHadomn,Taganacpun) — pekomeHaytorcs npu 2-3 ©K JIAM

Ans ynyyeHnsa nepeHoCcMMocTy oru3nYeCcKnx Harpy3okK v
doyHKUMOHarbHOro craTyca.

Ado3bl npenapatoB: CunpgeHadpun 20 mr 3p/OeHb.
Tapganadwun 20-40 mr 1p/aeHsb.




INeyeHue: JIAl -cneundunyeckme npenaparhl

= AroHUCT PacTBOPMMOM ryaHUnNaTumknasbl (puouunryar) — MOXeT
6bITb NokasaH npu 2-3 K JIAI ansg ynydweHna OK, nepeHoCMMOoCTH
Jomanyecknx Harpysok u npegorepalleHud nporpeccuposaHus JI1AT.

Jo3bl npenaparta: puouuryat 1mr 3 p/ geHb - 2,5 mr 3
p/aeHb

= AHanoru npoctaumknuHa ( B MHransiumoHHoun copme)
pekomeHaoBaH Ans rnevyeHus 6onbHbix 3 K JIAT.

Hdo3bl npenaparta: Unonpoct 2,5 mr -5 mr 6-9 p/aeHs.
[NMpenapat pna B/B BBeageHUA dnonpocrteHon 2

r/kr/MmuH.

= CeneKkTBHbIN aroHUCT IP — peuenTopoB ( cenekcunar ) MOXeT
Ha3HauvaTbcs npu 2-3 K JIAIT ona npegoynpexaneHus
nporpeccupoBaHus 3aboneBaHuns.

Ao3bl npenaparta: Cenekcunar 200 mr- go makc 1600 mr 2
p/AeHb



JleueHune

= MoHoTtepanus JIAl-cneundumyecknmn npenapatamy nokasaHa npu :

- nerkon ctenenu 3abonesanna (1OK), OJIA meHee 30 mm pT CT,
HopmMarnbHbIiMK nokadatenamu MK npu 3XOKT;

-B Bo3pacTte 75 net un ctapwe npu Hanuumm UBC, Al CL, dmnbpunnaummn
npeacepann, oxxmpeHun n ap. gakropos pucka XCH ¢ coxpaHHon coyHKumen JDK;

-eCcn KOMOMHMpPOBaHHAas Tepanusi NPOTMBOMNOKa3aHa /HeJoCcTynHa.

= B GonbLMHCTBE crly4yaeB NnokKa3aHa KomouHupoBaHHas J1Al -
cneuudunyeckasa Tepanus.

4YecTBE CTapTOBON KOMOMHUPOBAHHOWU Tepanuu pekoMeH40BaHbI

HTAroOHUCT 3HAOTENNHOBBLIX PELENTOPOB + NHIIMBUTOP hocdoanacTepasbl 5:
ambpuseHTaH + Taganadun
MauuTeHTaH + Taganadwun.
puounaryat + 603eHTaH (ans yBenmyeHna dunusanveckon akTMBHOCTH).
puouuaryart + cungeHadpun
NHransaumMoHHbIM nnonpocT + puouuryar

NHransaumMoHHbIM nnonpocT + cungeHadourn
=  [lpyrve OBOWHbIE U TPOWHbIE KOMOUHALNN.



KAPAMOAOTHYECKOE

30PABOOXPAHEHHSA
POCCHICKO ®EREPALIAN

w AATOPUTM AMHOMUMYECKOTO 888 wumcrererso

OBILECTBO H O

KnnHuyeckas oueHKa u
onpeaeneHne OK

IKI
T6LLUX/wkKana bopra

lNynbcokcmmeTpua

KagmonynbMoHanbHbIN TecT
IxoKapauorpadua

CrangapTHOe nabopatopHoe
obcnepoBaHue

BNP/NT-proBNP

KaTeTepmsauma npasbix Kamep
cepaua

* - MmoxKeT
obcyaaTbea

BAIOAEHMS NOUMEHTOB AATT

Kaxkpable
3-6 mecaues | 6-12 mecaues

Yepes 3-4 ]
mecaua nocne cnyyae
M3MeHeHuA yXyAw
Tepanuu eHuA

+ +

+ +

+ +

+ +

+*

+ +

+ +

+ +

+* +*

Galié N, et al. Eur Respir J 2019;
53:1801889.
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v Cnacudo 3a gHuMante
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