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NEFOYHAA TMNEPTEH3UA,
B TOM YNCJIE XPOHUYECKAA
TPOMBOS5MbBOJIMYECKAA

POCCHMHNCKOE
KAPAMOAOIMYECKOE
N—— NETOYHAA TMNEPTEH3UA
Koabl no MKB 10: 127.0, 127.2, 127.8
Cnanpa-cet no pa3paboTke n nepecmoTpy KAMHUYECKUX peKOMeHAALUNM Bo3pacTtHasa rpynna: B3pocable

noarorosneH MapTtbiHIOK T.B. oT umeHu paboueii rpynnbl fog yTBepxaeHua: 2024



KnnHunueckue pekomeHaauum

JlerouyHas runepTeH3ns, B TOM YUC/ie XPOHUYecKas
Tpomb0oambonunueckas nerouHasa runepTeH3ns

KogupoBka no MexayHapoaHOM CTaTUCTUUYECKOMN
Knaccudpukaumm 6onesHen u npobaem, cBA3aHHbIX
co 3goposbem: 127.0, 127.2, 127.8

Bo3pacTHas rpynna: B3poc/ble

lfop yrBepxaeHusa: 2024

Pa3paboTumKum KAMHUYECKUX peKoMeHaauunii
* Poccuitckoe Kapamonornyeckoe obuiectso (PKO)

Mpwu yyactuun

Accoumauma cepae4yHo-cocyancTbix Xxmpypros Poccum
EBpa3uiickas accoumauma Kapamonoros

Poccuimnckoe megmnumnHcKkoe obwecTBo

Mo apTepuanbHOMN TMNePTOHNN

Poccuinckoe pecnnpatopHoe obuecTso

Poccuinckoe obuiectso

aHecTe3no/10roB 1 PeaHMMaTo10roB

PoccuincKkoe obLLecTBO peHTreHO0roB 1 Paanosioros
Accoumaums pesmatosioros Poccuu



CocTaB paboueit rpynnbl no paspaboTke w;ggmgig?;%mm
S OBLLECTBO
¥ NepecMoTpPy KAIMHUYECKUX PEeKOMEHAaL NI

Bpauu-aKkcnepThbl

MapTbiHIOK Tamuna ButanbesHa (Mocksa) PKO /

Aspees Cepreit Hukonaesuy (Mocksa) PPO .
EBpasuiickaa accoumaLma Kapgmonoros

Bbapbapaw Onbra /leoHngosHa (Kemeposo) PKO Mowceesa Onbra MuxaiinosHa (CaHkt-Metepbypr) PKO
Banuesa 3apuHa ContaHoBHa (Mockea) PKO / PbirkkoBa [lapba BukTopoBHa (CaHKT-MeTepbypr)
Poccuiickoe meguumMHCKoe 06LEeCTBO MO apTepmnanbHOM rMNepToHUm Poccuiickoe obecTBo AAEPHOM MeaULMHbI

BonkoB AnekcaHgp Butanbesmy (Mocksa)
Accoumauus peematonoros Poccum

Becenosa TaTtbsAAHa HuKonaesHa (Mocksa) CuHMUbIH BaneHTuH EBreHbeBuny (MocKsa)
Poccuiickoe 0b6L,ecTBO PEHTreHON0roB M PaAnNoN0roB Poccuiickoe 0b6L,ecTBO PEHTreHON0roB M PaAnNoN0roB

CtykanoBa Onbra BnagummposHa (Mocksa)
Poccuiickoe obLLecTBO peHTFeHON0roB U Paanoioros

CumakoBa Mapua AnekcaHgposHa (CaHKT-MNeTepbypr) PKO

Fanasmy Anbbept Capsaposuy (KasaHb) PKO

Yasosa MpuHa EereHbeBHa (Mockea) PKO /

loH4YapoBa Hatanbs CepreesBHa (CaHkT-lMeTepbypr) PKO o
EBpasunitickan accoumauma Kapamonoros

lopbauesckuin Cepreit Banepbesuy (Mocksa) YepHorpusos Uropb EBreHbeBny (MocKksa)
Accoumauma cepaedHo-cocygmcTbix Xxmpypros Poccum Accoumauma cepaedHo-cocyamncTbix xmpypros Poccum
Mpamosuy Bnaanmunp Bnagmummposmy (Mocksa) PKO / EBponeiickas accoumnaums LWmanbL, AHTOH AnekceeBnd (MocKBa)

Mo cepAeYHO-coCyauncTon Busyanusaumm / EBpasuiickan accoumaums Kapamonoros Accoumauma cepaeyHo-CocyancTbix xmpypros Poccmu
[aHnnos Hukonan Muxainosuy (Mocksa) PKO / LlapeBa HaTtanba AHaTonbeBHa (MocKsa)
Poccuiickoe meanumMHCKoe 0b6LecTBO NO apTepPMUaibHON TMNEPTOHMUM Poccuiickoe pecnmpaTopHoe 06Lectso

KnumeHko Aneca AnekcaHaposHa (Mocksa)
Accoumauma pesmatonoros Poccum



KAPAMOAOTHMYECKOE

Orﬂa BﬂEH Me WPOCCMHCKOE

OnpepgeneHnuna
Knaccnopumkaumm
OTUoONOrmMA U natoreHes
3ANnMAemMmonorna n NPorHos
OcobeHHOCTM KOaANpPOBaHMA 3aboieBaHMA
AdunarHocTtuKka
e }anobbl M aHamHe3
* ®Pu3mnKanbHbIK OCMOTP
* JlabopaTopHble ANArHOCTUYECKNE UCCNea0BaHMUS
* MHCTpYMeHTaIbHblE ANArHOCTUYECKNE UCCAen0BaHUA
* DnekTpoKapaunorpadpms
* PeHTreHorpadua opraHoB rpyaHON KNETKK
* KomnneKkcHoe nccnegoBaHme GyHKUUU BHELWIHETO AbiXxaHus/
aHaNM3 ra3oBOro COCTaBa apTeEPMAIbHON KPOBU
* Jxokapguorpadwus
* [lepdy3nMOHHAA CUMHTUTPAdUA NEerKnx
* KomnbtoTepHaa Tomorpadums
* MarHuUTHO-pe30HaHCHasa Tomorpapus
* YnbTpa3ByKOBOE UCC/IeA0BaHME OPraHOB OPIOLWHOM NONOCTHU
* OueHKa GYHKLMOHANbHOIO CTaTyca
* Ypes3BeHO3HaA KaTeTepm3auma cepaua

OBLLECTBO

[ANarHocTM4ecknim anropuTm
OugeHKa TAXKecTn 3aboneBaHMs M NPOrHO3a
JleyeHne
* ObwMme pekomeHAaUNM
* MeanKameHTO3HOe ieyeHune
* [MoppepruBatowan Tepanua
* Cneundunyeckana Tepanums
* CrpaTerum cneundunyeckom Tepanmm nauneHTos ¢ JIAT
* Xupypruyeckoe seyeHue
* WNHTeHcmBHaA TepanuAa
Cneuundunuyeckme nogrpynnbl JIAT
JII BcheacTBmne NaTtonornm nesbix otaenos cepaua (rpynna ll)
JIT BCheacTesme NaTonorum Nerknx u/unum runokcemmuum (rpynna lll)
NIl BcheacteBne ob6CTPYKUMKN NerodHbix aptepuit (rpynna 1V)
OcobeHHOCTM BeAEHMA NALMEHTOK AeTOpOoAHOro Bo3pacTa ¢ /Il
MpodunnakTmka n gnucnaHcepHoe HabnoaeHue
OpraHu3aumna oKasaHMA MeauLUMHCKOM NoMoLm
Kputepmn oueHKM KauecTtBa MeguUUMHCKOM NMOMOLLA



1.1. OnpepeneHue w

NleroyHasa runeprteH3sua (/IN) — remoanHammyeckoe n NaTodU3N0IOrMYEeCKoOe COCTOAHMUE,
KOTOpOEe XapaKTepmn3yeTca NoBbllLeHUEM CPeaHEro AaB/eHMNA B N€rO4HOW apTepumu
(OTA) > 20 mm pT. CT. B NOKOE, U3MEPEHHOTO NPU Ype3BEHO3HOM KaTeTepmsaumnm cepgua (YBKC)

JNlerouHoe cocyaucroe conpotuBneHue (JICC) — pacueTHbIN NOKa3aTeb, OTPaXKatoWMM TAKECTb
Nopar*keHua apTepmnanbHOro pycaa Manoro Kpyra KposoobpaueHusa (MKK) — oTHoweHume
TpaHcneroyHoro rpagueHTa (cpA/1A — A3/1A) K cepaevyHomy Bbibpocy (CB), namepaembin

B eanHuuax (en.) Byna [ana nepeBoaa B ANH X C X CM-5 BennumnHy B ef,. Byaa cheayet ymHOKUTb Ha 80

MpekanunnapHaa NeroyHan rMnepTeH3sna — remognHaMmn4YecKum
BapuaHT JII npu cp4/1A > 20 mm pT. cT., A3/1A £ 15 mm pT. cT., JICC > 2 en. Byaa

MocTkanunnapHaa neroyHaa runepTeH3sna — reMmoanHaMn4ecKknm
BapuaHT JII npu cpAJ1A > 20 mm pT. cT. 1 A3/1A > 15 mm pT. CT.

KombuHupoBaHHaA noct-/npekanunnapHasn nerouyHasn runepreHsna — reMogmHaMmmnuyeckmi
BapuaHT JII npu cpO/1A > 20 mm pT. cT., A3/1A > 15 mm pT. cT. U JICC > 2 en. Byaa

POCCHHCKOE
KAPAWOAOTMYECKOE
OBLECTBO



KnunHunyeckan KﬂaCCM(I)VIKaLI,VIﬂ

l. JlerouHana apTepuanbHana runepTeH3nsa

1.1. UanonaTtmnyeckas
1.1.1. OTpuuaTenbHbIii TECT HAa Ba30PEaKTUBHOCTb
1.1.2. MonoXUTeNbHbIM TECT HA Ba30PEaKTUBHOCTb
1.2. HacneactBeHHan™
1.3. lHAyuMpoOBaHHaA NeKapPCTBEHHbIMM NpenapaTamm U TOKCMHaMKn™*
1.4. AccoummpoBaHHas C:

1.4.1. BPOXKAEHHbIMWM NOPOKaMK cepaLa (NPOCTbie CUCTEMHO-NEFOYHbIE LWYHTbI)

1.4.2. cuctemHbiMmmM 3a60/1€BaHUAMU COEAMHUTENBHOM TKaHU
1.4.3. BUM-nnoekumem
1.4.4. nopTanbHOM rMNepTeH3nemn
1.4.5. wnctocomosom
1.5. leroyHan apTepmnanbHan rMNepTeH3ns c NpU3Hakamu
NOPa*KeHNA NEroYHbIX BeH/Kanunnapos (nero4yHas BEHOOKKIO3MOHHas
601€3Hb/N1eroYHbIN KanUANAPHbLIA reMaHrMomaTos)
1.6. MNepcuctmpytowasn neroyHas runepTeH3na HOBOPOIKAEHHbIX

Il. /lerouHas runepTeH3us, cBA3aHHanA ¢ 3a60n1eBaHMAMM NEBLIX OTAEN0B cepaLa

2.1. CeppeyvHan HeQOCTAaTOYHOCTb:

2.1.1. c coxpaHeHHOM PppaKuuei Bbibpoca

2.1.2. co CHUXKEHHOM NN YyMepeHHO CHUXXeHHOU ¢ppaKuumeit Bbibpoca
2.2. KnanaHHaa natonorma
2.3. BposkaeHHasa/npnobpeTteHHas cepaeyHo-cocyamncTas naTonorus,
NPMBOAALLAA K MOCTKAaNUANAPHON NEro4YHOM runepTeH3nm

POCCHHCKOE
KAPAMOAOTMYECKOE
OBLWECTBO

lll. /lerouHasn runepTeH3usn, CBA3aHHaA C NAaToNOrnen Nerkux u/unm runokcmen

3.1 . XpoHunyecKan ob6CcTpyKTUBHAA 6ONE3Hb IerKux

3.2. PeCTpUKTUBHbIE 3a601€BAHNA NETKUX

3.3. [pyrue 3a6oneBaHNA IETKUX C PECTPUKTUBHO-0OCTPYKTUBHBIMU HAPYLLUEHUAMM
3.4. TMNOBEHTUNIALMOHHbIN CUHAPOM

3.5. lMnokcuA 6e3 3abosieBaHUI IETKUX (BbICOKOTOPHAA JIeroYHasa rmnepTeH3ns)
3.6. AHOMaNUK Pas3BUTMA IETKUX

IV. lerouHan runepreH3ns, CBA3aHHaA C 06CTPyKUUen NerouHoin aprepun

4.1. XpoHuyeckas Tpomboambonnyeckan fierodHas runepTeHsmsa
4.2. Opyrue obCTPYKL MM NEro4HON apTepmm

V. J/lero4uHaa runepTeH3na HeEU3BECTHOro M/MI'IM CMeELUaHHOro reHesa

5.1. femaTonornyeckue 3abonesaHuns

5.2. CUCTEMHDbIE HapyLWEeHUA

5.3. MeTabonunyeckune HapyLleHus

5.4. XpoHuW4eckasa novyeyHas He0CTaTOMHOCTb ¢/6e3 remoamanmnsa
5.5. TpomboTHUYECKas MUKPOAHIMONATHUA NErKUX

BCAeACTBME 9M60IMM ONyX0NeBbIMU KNEeTKamMu

5.6. ®P1bpo3unpyoWmii MeaNacTUHUT

5.7. CnoxHble BPOXKAEHHblE NOPOKK cepaLa

* — cpeam naumenTos HJAT, JIAT, MHAYUMPOBAHHOW NeKapcTBaMM/TOKCMHaMK, Kak npu UAT, BbiAenatoTca Nnoarpynnbl C OTpULATENbHBIM U MOIOXUTENbHbIM TECTOM Ha Ba30peakTUBHOCTb



femoamHamuueckasa Knaccnpukaums

POCCHHCKOE
KAPAMOAOTMYECKOE
OBLWECTBO

OI'IPEAEIIEHME femoguHamuyeckune XdpPaKTepUCTukun KnnHuueckune rpynnbl

nr

MpekanunnapHaa 1l

M3onnpoBaHHaA noctkanuanapHaa Jilr

KombuHupoBaHHana nocT-
n npekanunnapHaa /r

CpepHee OJ1A > 20 mm pT. CT.

CpegHee OJ1A > 20 mm pT. CT.
AO3/1A <15 mm pT. CT.
NCC> 2 epn. Bypa

CpeaHee /1A >20 mm pT. CT.
O31A > 15 mm pT. CT.
NNICC< 2 epn. Bypa

CpeaHee 1A > 20 mm pT. CT.
A371A > 15 mm pT. cT.
NCC> 2 epn. Bypa

Bce BapuaHTbl JII

|. JlerouHas apTepmnanbHaa runepTeH3una

[Il. T, cBA3aHHAaA C NaTONOrMEN Nerknux u/Mam runokcuen
IV. T, cBA3aHHas c 06CTPYKLUNEN Nero4yHom apTepmu

V. Il Hem3BecTHOro n/Mam cmeLlLaHHoro reHesa

[I. 1T, cBA3aHHaA ¢ naToNornen nesblx OTAEN0B cepaua
V. /Il Hen3BecTHOro u/Mam cmelaHHoro reHesa



®PyHKUMOHaNbHaA KnaccudpuKauma nerouHom runepreHsum (BO3)

KAPAMOAOTMYECKOE
OBLWECTBO

HeT orpaHnyeHmnin Gusnyeckom akTUBHOCTY,
¢ K I OTCYTCTBYIOT OAblLLIKa, YCTanocTb, 60au B rpyam

U1 NpecnHKonaiabHble COCTOAHUNA

COCTOoAHMUE

Jlerkoe orpaHunyeHune pusnyecKkon akTMBHOCTM.
¢ K I I AnckomdpopT B NOKOE OTCYTCTBYET, HO 06bl4HasA ¢puM3MYecKas
aKTMBHOCTb BbI3blBA€T NOBbILEHHYH OAbIWKY, C1aboCTb,
60/b B rpyAHOM KNETKe UK NPEeCMHKOMNa/bHbIE COCTOSIHUA

OK i

nocreneHHo

3HauuTenbHoe orpaHumnyeHume (I)M3MHECK0171 dKTUBHOCTH.

B cocTtoAaHMM nokoA ,D,MCKOM(I)OpTa HET, HO ¢M3MHECKaH
aKTUBHOCTb MeHbLUEe 0ObIYHOM BbI3bIBAET nosbllWEHHYHO O4bILLUKY,

YCTa/10CThb, 6onb B royan nan npecnHKonasabHble COCTOAHUA

OfbiWwKa U/ MK ycTanocTb B COCTOAHUMN MOKON YCUANBAKOTCA
NPU MUHUMANbHOM PU3NYECKON aKTUBHOCTU. MoryT bbITb
NPU3HaKM NPaBOXKENyA04YKOBOM HEAOCTAaTOYHOCTH

yXyAlaerca

L.RU.MA.06.2017.0248



Annaemumonorma

POCCHHCKOE
KAPAMOAOTMYECKOE
OBLWECTBO

3aboneBaemocTb U pacnpocTpaHeHHOCTb JIAT cocTaBnsaeT 6 1 48-55 cnyyaeB Ha MIH B3pOC/IOro HaceIeHUs COOTBETCTBEHHO

lMoparkeHue neroyHbix
cocyaos/o6CcTpyKuma
npu npekanuanapHoii Jir

BeHO3HbIii 3aCTOM B NErKUX Npu
noctkanuansapHoi JIr

JNleroyHasn

rmnepTteHsuna

JII, cBA3aHHaA Cc NaTo/N0rnen NeBbix
oTAenos cepaua

JleroyHas apTepuanbHas
runepteH3us (/1AT)

ﬁ‘g * Uanonartuyeckasn/
\

' HacnepcTBeHHas
* AccoumMmnpoBaHHas

* KombunuposaHHasa noct-/
npekanunnapHaa JIr

Pepko OueHb YacTo
PacnpoctpaHeH-
HocTb — 1%
rnobanbHou
nonynauum
JlekapcTBeHHan Tepanus U3onuposaHHasa

* JIAT-cneunduryeckme noctkanunnapHaa Jir

npenapatbl * JleueHue 3/10C

* BKK npv nonoxkutenbHom Kom6uHupoBaHHasa nocTt- /
oon npekanunnapHaa JIr

* TX nerkmx * JleyeHnune natonornun JIOC

* MoTeHumanbHo- J1IAT-
cneunduryeckune npenapatbl (PKA)

!+ U3onuposaHHaa noctkanunnapHaa Jir

Puck cmeptn Puck cmeptn

5
4l
3 /
2
1
o 1 2 3 a4 5 6

NICC (ea. Byaa)

BN oW os ou oo

G

10 20 30 40 50 60
cp.ONA (mm pT. cT.)

KnuHuyeckas knaccupumkaumn

NIl BcneacTBue 06CTPYKLUUU
NeroYHbIX apTepuin

JIT, cBA3aHHasA
C naTosoruen Nerkux

* Hetaxkenaa JIr ° XTI
* Taxkenana Il * Opyrue nero4yHole
06CcTpyKuUn
PacnpOCTpaHEHHOCTb
Yacto Pegko

TepaneBTUYeECKue cTpaTernm

JIT-naTtonorua nerkux Xupypruueckoe neyeHme

* ONTMMM3aLMA Tepanum * 133
3aboneBaHNA Nerkunx JHA0BACKYNApHOE NieyeHue
Taxenan /I * BAN
* MoTteHuuanbHo- JIAT- * JlekapCTBeHHan Tepanusa
cneunduyeckmne * JIAT-cneunduyeckune

npenapatbl (PKWN) npenapatbl

2022 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension (Eur Heart J 2022 doi:10.1093/eurheartj/ehac237)

Mpasoenypoukosas
cepAevHas Hef0CTaTOUuHOCTb

JIl Hen3BecTHOro
WU/IM CMELLAHHOro reHesa

* TemaTtonoruueckue
HapyweHus
* CuctemHble 3abonesaHus

Pepko

OnTMMu3auua Tepanum

OCHOBHOro 3aboneBaHus

* MoTeHymanbHo- JIAT-
cneunduryeckme
npenapatbl (PKN)



MNaTtopusnonorma u copemeHHble TepaneBTUYecKue M1ULLIEHU

NIero4HOM apTepuanbHOU rmnepTeHsun (rpynna 1)

Nero4yHasa Backynonatusa

Nponudepaums uutUMmbl, dpnbpos

PemoaenupoBaHue cocynos

fneptpodusa meaum

NeroyHasn O6¢cTpyKuMa
apTtepus cocyaos

Tpom603

NnekcnudpopmHbie ouarn
Ba3okoHcTpUKUMA

MpaBoxenypaoukoBas cepaeyHas
HeA0CTaTOYHOCTb

Pemopgenuposanue/
ANCOYHKUMA NPABOro KeNyAouKa

2022 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension (Eur Heart J 2022 doi:10.1093/eurheartj/ehac237)

POCCHHCKOE
KAPAMOAOTMYECKOE
OBLECTBO

CoBpemeHHble TepaneBTUYeCcKUue Lenm

Myto NO/pru/urmoe MpocTauMKANHOBLIN NYTb

9HA0TENNHOBDBIW NYTb

MposaHpotenunu-1 ApaxupoHoBaa Kucnora

SHpoTenuH-1 Okcunpg asora MpocraumknuH
(Ba3oKOHCTPUKUUA (Basogunaraums (Basogunaraums
1 nponndepaumsn) M aHTUNpoandepauma) M aHTUNpoandepauma)

VR
-

Peuentop PeuenTtop ;

- 3HAOTe/InHa J 3HAOTEe/INHa

IP-peuenTtop

@ESC @ ERS



Matodusmonorma neroyHom runepTeH3snmn, acCoLMMPOBaHHOM WPOMCKOE
KAPAMOAOTMMYECKOE
C Nopa*keHnem nesbixX OTAEN0B cepaua (rpynna 2) OsilicTso

CepaeuHana Hefo0CTaTOYHOCTb/KapanommonaTua Pa3nnuHan cteneHb 3acToA KPOBU B NIETKUX,
Ba30KOHCTPUKLUU, PEMOAENNPOBAHMA COCYA0B

DNasnenve 8 N P 3acroit Pemopenuposanue . Dsﬂ::’:; K
e le
1. O 0 f @ (i
% 10 - f\ ‘
% 5 pr’.gﬁ‘ NSy
CHcH®B CHycH®B CHc®B ponmmm =
AuncoyHKumna NN BasoKoHcTpuKuma BeHynbl ApTepuonbi AuncoyHkuma NN
PB<40 % OB 41-49 % ®B > 50 %

3acToiHble
KnanaHHble NOpoKu cepaua Koutpo- (L

nvpyemas Pa3obueHune
nnaoc MK-NA

MopaxkeHue
NerovHbIX cocyoB

be3 JIr nnKAr knnar2

MpaBoXxenyao04KoBbiit

AopTanbHbIi KnanaH MuTpanbHbI KnanaH CreHo3/peryprutaums VR SR L e T deHoTUN

KMNAI — KomBUHUpPOBaHHAA NOCT- U NPEKAaNUANAPHAA ferodHas runepTteHsna; CHycH®B — cepaeyHan HeA4OCTAaTOYHOCTb C YMEPEHHO CHUMKEHHOM ¢paKLmeit Bbibpoca; @ ESC % ERS
CHc®PB — ceppeyHas Heg0CTaTOMHOCTb C COXPaHHOM ppaKumein Bbibpoca; CHCHPB — cepaeyHan He4OCTAaTOYHOCTb CO CHUXKEHHOM dpakumelt Bbibpoca; MMKAT —

N30/1IMPOBaHHasA NOCTKaNUANAPHan nerovyHan rmnepteHsus; JIN — nesoe npeacepane; NMNNOC — natonorns nesbix oTAeN0B cepaua; MK — npasblit )Xenyaouek/npasoenya0UKoBbIi;

NNIA — neroynas aptepus; JIN — nerovHas runepteHsus. akMK/l onpepenaetca Kak noctkanuanapHasa /il n JICC > 2 ea. Byaa; JICC > 5 en. Byaa yka3biBaeT Ha Hanuuume Taxenon /I,

2022 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension (Eur Heart J 2022 doi:10.1093/eurheartj/ehac237)



Natodusmonorma neroyHoi runepTeHsun,
accoLMUPOBAHHOMN Cc 3aboneBaHnem nerkux (rpynna 3)

XOBbJ n3n

PemopenvpoBaHue AbiXxaTeNbHbIX NyTei, NApeHXUMbI IEFrKUX U COCYA0B

Ob6egHeHue
nepudepuyecKkoro

Imdpusema dubpos COCYAUCTOro PUCYHKaA

XOBJ/1 — xpoHun4yecKasa ob6cTpyKTUBHAn 6one3Hb nerkux; KNC3 — KombUHMpPOBaHHbIE MHEBMOCKAEPO3 1 ambunsema; M3/1 — nHtepctnymanbHoe 3aboseBaHne Nerkux;

POCCHHCKOE
KAPAMOAOTMYECKOE
OBLECTBO

PemoaenvpoBaHue AbiXaTe/bHbIX
nyTei U NapeHXUMbl IerKUX

PemopenupoBaHue
JIero4yHbix cocygos

Taxkenaa NIl
be3 /Il Heta)enaa JIr (1CC > 5 e, Byaa)
=70% = 20% = 5-10%

B OCHOBHOM fbiXaTesbHble
HapyLeHUA NPU BbINOHEHUU
dusnyecKoit Harpysku

B 0CHOBHOM remoauHamuuyeckue
HapyLIeHUA NPU BbINOIHEHUN
dusnUecKoit Harpysku

M’Mnokcemus B noKoe u (Mnu) npu puUsnyecKoim Harpyske

@ESC @ ERS

NI — neroyHasn runepteHsua; JICC — neroyHoe cocyamnctoe conpoTmneaeHue; eq. Byga — eanuHunupl Byaa. NMoKasaHbl OCHOBHbIE 3a601eBaHNA NErkux (BepxXHUn paa);
BHOCALME BKNaA B pa3sutue JII naTonornyeckne nameHeHus abixaTebHbIX NyTel, MapeHXMMbl U COCY0B NIETKUX (CpeaHunit pag); U CBA3b MeXay pemoaeNnpoBaHUEM AbiXaTeNbHbIX
nyTen / napeHxmmbl 1 cTeneHblo TaxecTn JIT U NocneacTBUAMM C TOUKM 3peHUA OrpaHNYeHMA NePEHOCUMOCTN GUINYECKOI HArpy3KM (abixaTesibHble UK LMPKYAATOPHbBIE).

2022 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension (Eur Heart J 2022 doi:10.1093/eurheartj/ehac237)
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Natodpusmnonorma xpoHuueckom Tpomboambonnueckomn w
NIero4yHoM runepTeHsuum (rpynna 4)

A B C D E
®dunbpo3Hasa NpoKcuMmanbHas . ®n6po3Has gucTanbHasa BackysnonaTtus
o6cTpyKuma A | o6cTpyKuma 1A : MMUKpococyAoB
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Knaccudpukauma no MKb 10 w

m 100-199 bonesHu cuctembl KpoBoobpalyeHua

bnok 126—128 JNleroyHoe cepAle 1 HapyLeHUA Nero4HOro KpoBoobpalleHus
*127 * [ipyrne Gopmbl Iero4HO-ceEPAEYHON HEQOCTATOYHOCTH
*127.0 * [lepBMYHAA NerovyHan rMnepTeH3sma

Koa,
*127.2 * [lpyrasa BTOpUYHaAA NerodyHasa runepTeHsunn

*1.27.8 * [ipyrme yTouHeHHble pOpPMbl IErOYHO-CEPAEUYHON HEAOCTAaTOYHOCTH



AnarHocTuka

Llenb kKomnaekcHoro obcneposaHua

* YcraHoBneHue gmarHosa Jil, onpegeneHune
KJIMHUYECKOW rpynnbl, FeMOAMHAMNYECKOTO
TMNA, PYHKLUMOHANbHOIO CTaTyCca y BCeX
naunenTos J1I, a TakKe npodumna puUcka
CMEepPTHOCTM Y BCeX NaumeHTos C JIAT

POCCHHCKOE
KAPAWOAOTMYECKOE
OBLECTBO

3Tanbl ANarHoCTUKu JIl

CKpUHUHT (cbop *Kanob, oueHKa ¢paKTopoB pUCKa
pa3sutua J1Al, onpeaeneHune sepoatHocTn J1l
NPM NOMOLLM TPaHCTOopaKaabHOM IX0OKI)
NckntoueHmne Hamnbonee YacTbixX

npuunH J1I — 3aboneBaHnm neBbix

oTaenoB cepaua (rpynna ll), natonorum
nerkux (rpynna ) n XTI (rpynna V)
Bepudunkauua gmnarHosa J1Al, XTI/T,
Taxenon JII npu YBKC, onpegeneHue
Ho30n0rn4yeckom popmbl ST

OueHKa ®K (BO3)

CTpaTndunKauma pucka CMepPTHOCTH

y BCcex naymeHTtos c JIAT



CumnTOMbI U NPU3HAKKN NEFOYHOM rMNepPTeH3nn

CvmnTombl

PaHHee

No3pgHee

OAapliwKa npu ¢pmsmnyeckon Harpyske (PK no BO3)

YcTanoctb U 6bICTPAs YTOMIAEMOCTb

KpoBoxapKaHbe

B3ayTue *KMBOTA M TOWHOTA, Bbi3BaHHble GU3NUYECKOMN HArpPy3KOM
YBennyeHne maccbl Tena n3-3a 3afepKu XKnaKoctm

O6bmopoKM (BO BpeMs UM BCKope nocsie GU3NYECKoM Harpysku)

Pegkune cumnTombl U3-3a AUNATaLMKU 1IETOYHOM apTepum

Bonb B rpyan npu $pu3nMYECcKomr HarpysKe: AMHaMUYEcKan
KOMMpeccus CTBO/1A IEBON KOPOHaPHOM apTepumn

OxpunaocTb ronoca (aAMchoHUs): Komnpeccus NeBoro BO3BPaTHOro
rOPTaHHOro HepBa (KapAWOBOKaNbHbIN CUHAPOM UAK cuHAPOM OpTHepa)

OpApbllWwKa, cBUCTALLEE AbIXaHWe, KalleNb, MHGEKLMNA HUKHUX
AblXaTeNbHbIX NYTEN, aTeNeKTas: caasneHmne 6poHxoB

2022 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension (Eur Heart J 2022 doi:10.1093/eurheartj/ehac237)
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CumntTombl n NMPU3HAKU NNero4yHomn rmnepTeH3Inm

Mpwu3Haku /Il

* LeHTpanbHbIK, nepndepmnyeckmin A CMeLLaHHbIM LMaHo3

AKueHT |l TOHa Haa IeroYHon apTepuen

TpeTnii ToH

CUCTONNYECKUI LWYM TPUKYCNUAANbHOWN perypruTaumnm
[ANacToNMYeCcKM LLYM eFrO4HOMN perypruTaumnm

NMpu3Haku, yKasbiBarowme Ha npuuunHy JIl

Manbubl pyk B popme «bapabaHHbIX NafoYeK»:
umaHoTtmyeckana MbC, pubposHaa 6onesHb nerkumx,
6poHxo03KTa3bl, XOBJ1 unn 3aboneBaHne nevyeHu
XapaKTepHble yToNLWEHNA NanbLes/UMaHos:
OAN/cuHapom dii3eHmeHrepa

AyCKyNbTaTUBHblE AaHHbIE (XpUNbl NN CBUCT, LUYMbl):
3aboneBaHMe nerkmx nnm cepaua

Mocneacteua TIB, BeHO3HOM HegocTaToYHOCTU: XTINT
TeneaHrnakTasmMun: HacneacTBEHHbIE remopparmyeckne
TeNeaHIrMIKTa3numM NN CUCTEMHAA CKNepoaepMuA
CknepopgaKktnnms, deHomeH PeiHo, AnrntanbHble
A3Bbl, [IPb: cuctemHaa cknepogepmuma

POCCHHCKOE
KAPAWOAOTMYECKOE
OBLECTBO

an3HaKM npasomenyp,oql(oaoﬁ cepp,etlHoﬁ HeAOCTAaTOYHOCTU

PacwmnpeHHble U NynbCUpyoLmMe ApeMHbIE BEHbI
B3aytune mneota

[enaTomeranma

Acuut

MNepndepuryeckme oTeku

an3HaKM CHU>XeHuAa cepagedyHoro Bb|6poca

MNepudepnyecknit umaHos (NocMHeHUe ryd N KOHYMKOB
nanbues)

[onoBOKpYKeHne

bnreaHocCTb

XonoaHble KOHEYHOCTH

AnnTenbHoe HanoaHeHme Kanunnapos

2022 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension (Eur Heart J 2022 doi:10.1093/eurheartj/ehac237)



CMMNTOMbI U NPU3HAKU JIETOYHOMW r’MNEepTeH3UN w:gggzgig?:mm

OBLECTBO

1%
1%

Ocunaoctb ronoca

KpoBoxapKaHbe 6%
3%
fONOBOKpY»eHue — 21%
11%
OTeKu Hor F 34%
13%
bonb B rpyaHON KneTke F 34%
pyA o
Kawenb — 23%
9%
O6MopoKM - 22%
17%
Cepauebuenne — a7%
PAL S
40% I ¥anobbl Ha MOMEHT BKNIOUEHUA B PErUCTD
939
Oneiuika e B Nepssie xanobu

0% 20% 40% 60% 80% 100%

Yasosa WU.E., Apxunosa O.A., Bannesa 3.C., ap. /lerouHan runepTeHsns B Poccun: nepsbie pe3ynbTaTbl HaLMOHaAbHOTO pernctpa. TepanesTuyeckuii apxms 2014;86(9):56—64



OBLWECTBO

JleKapcTBeHHble npenapaTbl U TOKCUHbI — w;ggz:gf\gg:qmm
daKTOopbl pUCKa passutua JI1IAT

OnpepeneHHasn cBA3b Bo3moXKHasA cBA3b

* AMUMHOpEKC * KokauH

* PeHdnropammH * @eHnnnponaHoNaMuH

* [ekcdeHbnopammH * AmdpetammHonogobHblie npenapaThbl

* ToKcn4yeckoe pancoBoe macno * UHTepdepoH a n B Anasokcug lepanyHomma™*

* beHdnroopekc * Amung N-(6-deHnnrekcaHoun)ranumnn-L-tpuntodpaHa

* [Na3aTuHub** * CeNeKkTUBHbIE MHIMBUTOPbLI NpoTeacoMbl (Kapdmunsommb™**)
* MetamdeTamuHbl * PacTtBoputenu (TpUxnopatuneH)

* MoHaTuHKN6
* Ankunmpytowme cpeactea (Umknobochamua**, MUTOMULMH**)
* DKCTPaKTbl TPaBbl 3Bep060A NPOAbIPABIEHHOIO
* NHanMpy6buH (KnTarckana Tpasa LinH-Aait)
* bo3yTMHNG™*
* AHTUBMpPYCHble NpenapaTtbl NPOTUB BMpYyca renatmta C
npamoro aencrans (ATX NMpoTnBoBMpYCHbIE NpenapaThbl
Ana nevyenua renatuta C) (copocbysup™*)

2022 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension (Eur Heart J 2022 doi:10.1093/eurheartj/ehac237)



JlabopaTopHble AnarHocTuyeckmne uccnepoBaHma

Bcem naumeHTam ¢ JIN pekomeHayeTca nposeaeHre 06wero (KAMHUYECKOro) aHann3a KPoBM, Pa3BEPHYTOTO C OLLEHKOM YPOBHS
remors06MHa M reMaToKpUTa, KOAMYECTBA IPUTPOLMUTOB, TENKOLUTOB, TPOMBOLIMTOB, CKOPOCTU OCEAaHUA 3PUTPOLMTOB B PaMKax
nepBUYHOro 0b6cnefoBaHMSA, MPU NOCTYNIEHNW B CTaLMOHAP M B NpoLLecce AMHAMUYECKOTO HabtoaeHun Kaxable 6-12 mecaues

Bcem naumeHTam c JIM peKoMeHZ0BaHO NPOBeAEHWE aHaM3a KPOoBU BUOXMMUYECKOro 0bLLeTEPANEBTUYECKOrO (McCNes0BaHNE YPOBHSA Kanus, HaTpPUA, IOKO3bl, KpeaTUHUHA,
obuero 6enKa, MOYEBMHbI, MOYEBOWN KMUC/IOTbI, 06LLEero bunmpybuHa, ceoboaHOro 1 cBA3aHHOIo 6MAMPYObMHA B KPOBM, onpeaeneHne akTMBHOCTM acnapTaTaMMHOTPaHchepasbl
W aNaHMHaMUHOTpaHCchepasbl B KPOBK) B paMKax NePBUYHOr0 06cnesoBaHUs, NPy NOCTYNNEHWUM B CTALLMOHAP U B NpoLLecce AMHAMUYECKOro HabaogeHua Kaxaple 3—6 mecaAues

PekomeHayeTca nccneaoBaHve YPOBHSA Ke/es3a CbIBOPOTKM KPOBM, UCCed0BaHNe YPOBHA GeppuTHMHa B KPOBU, UCCIed0BaHMeE
HacbIWeHNA TpaHchePPMHA Kene3oM Yy NaLMeHTOB C CUHAPOMOM dii3eHMeHrepa, npu /T ¢ pa3BUTUEM aHEMUM B PaMKaXx
nepBuYHOro 0b6cnesoBaHMsA, MPU NOCTYNIEHWM B CTaLMOHAP M B NpOLEecce AMHAMUYECKOro HabntogeHUA Kaxable 6-12 mecaues

Bcem naumeHTam J1AT, nonydarowmm nedyeHme AIP (ambpuseHTaHa**, 6o3eHTaHa**, mauuTeHTaHa**), pekomeHayeTca exxemecayHoe
onpeaeneHne akTMBHOCTM acnapTaTaMMHOTpaHchepasbl M anaHMHaMUHOTPaHchepasbl B KPOBU ANS OLEHKM 6e30nacHOCTM Tepanum

Bcem naumeHTam J1AT, nonydaowmm nedyeHne AIP (ambpuseHTaHa**, 6o3eHTaHa**, maumTeHTaHa**),
pPEKOMEHAYETCA exXxemecayHoe uccaesoBaHne ypoBHs obuiero remornobrHa B KpOBM ANA OLLEHKM 6e3onacHoCTU Tepanuum

Bcem naumeHTam c JIT peKoMeHA,0BaHO BbIMOAHEHWE KOArya0rpammbl (OPMEHTUPOBOYHOFO UCCNEL0BAHUA CUCTEMbI FeMOCTa3a) (aKTMBUMPOBAHHOE YacTMYHOE TPOMBONNACTUHOBOE
Bpems, onpeaeneHne npoTpoMbMHOBOro (TPOMBONIAaCTUHOBOIO) BPEMEHU B KPOBU MW B N1a3Me, onpeaeneHme KoHUEeHTpauum [-anmepa B KPOBU, UCCNeL0BaHUE YPOBHSA
dmnbpunHoreHa B KPOBU, onpeaeneHne akTUBHOCTM aHTUTPOMBKHa |l B KpoBK), onpeaeneHMe MexayHapo4HOro HOPMaiM30BaHHOTO oTHolleHus (MHO) B pamkax

nepBUYHOro obcnenoBaHuA, MPY NOCTYNAEHUN B CTALLMOHAP U Aasnee Kaxkable 6—12 mecsLeB A4 AMArHOCTUKW HapyLIeHW remocTasa U MPOrHo3a PUCKa KPOBOTEYEHWA

PekomeHayeTcs UccnegoBaHue ypoBHA cBobogHoro TpuioatMpoHuHa (CT3) B KpoBU, CCNef0BaHME YPOBHA CBO6OAHOMO TMPOKCUHA (CT4) CbIBOPOTKM KPOBM, UCCAeA0BaHNE YPOBHSA
TUpeoTponHoro ropmoHa (TTI) B KpoBM y BCex naumeHToB ¢ J/IT npu nepsMYyHOM 06C1eaA0BaHUM ANA BbIABNAEHWUA NAaTONOMMK LLMTOBUAHOWM Keesbl M NPU yXyAWeHUn TedeHnn 3abonesaHus

PekomeHayeTcs onpeneneHne CogepKaHusa aHTUTEN K KapANOAUNUHY, aHTUTeN K pocdoamnmuaam, aHTuTen
K 6eTa-2-rIMKoONpoTENHY B KPOBW Y MaLMEHTOB € nogo3peHrem Ha XTI/ gns BbisiBaeHMA GaKTOPOB pMCKa

PekomeHayeTca onpegeneHme coaepaHma aHTUTeN K aHTureHam agpa knetkm n JHK y Bcex nauneHTos ¢ nogo3peHmem Ha JIAT ana nckntoveHmna accoumaunm c Cr3CT

PekomeHayeTca nccnesoBaHne YpoBHA HaTpuilypeTuieckoro nentuga mosrosoro (BNP) nam N-TepmuHanbHoro ¢parmeHTa HaTpuitypeTuyeckoro nponentuaa
mo3rosoro (NT-proBNP) B KpoBu y Bcex naumeHToB ¢ JIAT B pamKax NnepBMYHOro ob6cnefioBaHna 1 Aanee Kaxkable 6—12 MecaAues ¢ Leablo cTpaTudUKaLUmM pUCKa CMEPTHOCTU

Bcem naumeHTam JII c aHeMUen TAKENOM UAN CPeLHEN CTENEHM TAXKECTU, a TaKKe NpY NOA03PEHNN Ha KPOBOTEYEHWE PEKOMEHLO0BAHO
onpeaeneHne oCHOBHbIX rpynn KpoBwu no cucteme ABO, aHTureHa D cuctembl Pesyc (pesyc-¢akTop), dbeHoTmna no aHtureHam C, ¢, E, e, Cw, K, k
M onpeaesieHe aHTUIPUTPOLUMTAPHBIX aHTUTEN NPU NOCTYMNAEHMM B CTaLMOHAp A/1A PELIeHUs BONPOCca O NepesiMBaHUM O4HOTPYNNoBOM 3pUTPOLIUTAPHOM Macchl

Bcem naumeHTam c J/IT pekomeHAaoBaHO onpeaeneHne aHtureHa (HbsAg) supyca renatuta B (Hepatitis B virus) B KpoBu, aHTUTen K BUpYcy renatuTa C (Hepatitis C virus) B KpoBu, aHTUTEN

K 6n1egHol TpenoHeme (Treponema pallidum) B KpoBu, aHTUTen KnaccoB M, G (IgM, 1gG) K Bupycy nmmyHoaedbuumTa Yenoseka BUY-1 (Human immunodeficiency virus HIV 1) B KpoBu, aHTUTEN
KnaccoB M, G (IgM, 1gG) K Bupycy ummyHozedbumumTa yenoseka BUY-2 (Human immunodeficiency virus HIV 2) B KpoBM B pamKax NnepBUYHOro obcienoBaHUA U NPU NOCTYNAEHMU B CTaLMOHaAP

POCCHHCKOE
KAPAMOAOTMYECKOE
OBLECTBO
IC YYP C,
yoas
IC YYP C,
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IC vaa s
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3neKTpoKapauorpamma W ——

* PekomeHAyeTcs perucrpaumns anektTpokapanorpammsl (IKr) CuHycoBbii putm, YCC 80 ya/muH.
BCcem nauymeHtam c J/II npu nepsMyHOM ob6cnesoBaHnM OtKknoHeHue 30C Bnpaso. P-pulmonale.
M B NpoLlecce AnHamuyeckoro HabnogeHusa. IC (YYP A, YAA 2) MpusHaku runeptpodpumn NXK. HapyweHune penonapusayum
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PeHTreHorpadua opraHoB rpyaHoOM KneTku wpocmcm

* PekomeHayeTcs NpoBeaeHMe NPULEIbHON PeHTreHorpadum PaclumpeHue apTepuit 31aCTUYECKOro
OpPraHoB rpyAHOMN KNETKN Bcem naumeHTam ¢ JII npu nepsBnU4HOM N MbILLIEYHO-3/1aCTUYECKOTOo TUNa
obcnenoBaHUM Ans YyTOYHEHUA NPUYMHbBI 3aboneBaHus,
npwu rocnnuTanMsaumm n B NpoLecce AMHaMUYECKOro
HabnogeHua. IC (YYP A, YAA 2)

PaclumMpeHne nero4yHoro cteona: BblibyxaHue ayru J1C,
yBe/InYeHme BbINYKAOCTN NEFOYHOIO cermeHTa, Koad. Mypa

PacwupeHune KopHesbix BeTBen J1A: JI1A > 25mm,
m/a cteona MJ1A >15mm, c-M amnyTauumn KopHA

PaclumMpeHme A0oNeBbIX U CErMEHTapPHbIX
apTepuin, CUMMNTOM CKauKa Kaanbpa

MoBblWeHME NPO3PAYHOCTM NepUdepmUHecKkmnx
OTAEN0B /IEFOYHbIX MONEN BCNEACTBME OPraHNYECKUX
M3MEHEHWI M 3aNyCTeBaHNA apTepuin MeaKoro Kaambpa

YeenunyeHwue MX m MM

* KTU52% (N < 50%)
* Koad. Mypa 41% (N < 30%)
* Koad. lonn 40% (N < 30%)

* LupuHa npasoro KopHA 18 mm (N < 15 mm)
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BepoaTHocTb JII no AgaHHbIMm IXOKT w

CKOpOCTb TPUKYCNNAANIbHOM Hanunume pononHuUTeNbHbIX BepoatHocTb JII
peryprutauuu, m/cek IxoKr-npusHakos no AaHHbIm IXOKI
< 2,8 Unu He nsmepsaetca Het Hu3kaa

< 2,8 Unn He namepsaeTca Ha* CpegHsan

2,9-3,4 HeTt CpenHan

2,9-3,4 Ha* Bbicokas

> 3,4 He TpebyeTtca BbicoKan

dxokapauorpadpua (9xoKlN — HeunHBasuBHOe

AUarHocrunyeckoe mccineposaHume nepBoﬁ JINHUU
npun noaos3peHnn Ha Haanuume NIero4yHoun rmneprTteHsInun

CKOpPOCTb TPMKYCMMUAANbHOMN Peryprutaumm nsmepaeTca B COCTOSHMUM NMOKOA



KAPAMOAOTMYECKOE
OBLWECTBO

AononHutenbHble IxoKr-npusHaku /Il no gaHHbim IxoKr w

UV GEEN G EERTEE)

XKenypouku JleroyHasa aptepua
M npaBoe npeacepaue

CooTHOLWeHWe AnameTpos npasoro / Bpema ycKopeHMA KpOBOTOKA Ounametp HIB > 21 mm B coyeTaHnmn
NeBOro enyao4ykoB Ha ypoBHe B BblHOCAWeEM TpaKTe MK < 105 mc C YMeHblleHuem crnageHua Ha saoxe
6a3asbHbIX cermeHToB > 1,0 n/vnun cpegHecMcTonnyeckan (< 50% npun dopcmpoBaHHOM BAOXE

BbleMKa (3a3ybpuHa) nnn < 20% npu cnoKOMHOM BAOXE)
YnnouweHne mexKenya04KkoBomn CKOpOCTb NOTOKA peryprutauunm Maowaap npasoro npeacepama > 18 cm?
neperopoakn (MHAEKC 3KCUEHTPUYHOCTHU Ha JIK B Hayane gmnactonbl > 2,2 m/c (M3mepseTca B KOHLLE CUCTO/IbI)

NeBOro Kenyaodka > 1,1 B cucrony
WU B CUCTONY U Anactony)

OTHOWeHue * [lnameTp nero4yHoro
TAPSE / pCONNIA < 0,55 mm / mm pT. CT. CTBOJIa > AMameTpa KopHA Ao
* [nameTp Nero4yHoro
cTBONA > 25 Mm

* — Heob6x0AMMO HaMuMe A0NOJMHUTENbHbIX MPU3HAKOB Kak MUHUMYM M3 2 pasHbIX KaTeropuii (co cTopoHbl enyaoukos//N1A/HMNB/MN); IK — neroyHbit KnanaH; Ao — aopTa; HMB —
HUKHAS nonan BeHa; TAPSE (Mm) — cucTonmMYecKas aKCKypcusa pubpo3HOro KonbLa TPMKycnunaanbHoro knanana; pCAJSA (mm pT. cT.) — pacyeTHasa BenmunHa CAJIA no gaHHbIm IxoKl



lNokasatenu TpaHCTOpaKaI'IbHOﬁ POCCHHCKOE
9xoKI npu neroyHom runepreH3snmn

OBLWECTBO

i M-pexxum
ol | | ™ N
Bpems yckopeHus T TAPSE < 18 mm / ‘
» il

s’

"
KPOBOTOKa B BblHOCALEM IJ £
TpakTe MK < 105 mcek "«3a3y6p Cucrona §’ < 9,5 cm/cek
Awnatauma NX, Awnnatauma MK YnnouweHune PacwupeHHas Bpems yckopeHusa CHuXXeHune CHUXXEHHaA amnauTyaa CHMXKXeHHaA NUKoBas
napacrepHasbHas C COOTHOLIEHNEM MEeXKenyAouKoBOn HWXKHAA nonas KPOBOTOKa dpakumnoHHoe CUCTONNYECKOTO cuctonuyeckas (S’)
no3uuua No AIMHHOMN MXK/NXK>1,0 neperopogkm (ykasaHo BEHa CO CHUXKeHuem B BbIHOCALLEM U3MeHeHue naowagm ABuxeHna GpubposHoro CKOPOCTb ABUXXEHUA
ocu (Ha ypoBHe 6a3anbHbix cTpenkamm), KonnabuposaHmsa TpakTe MK < 105 m/cek NX (< 35 %); Konbua TK (TAPSE), ¢ubposHoro Konbua TK
CermeHToB). BcneacTeue yero JIXK Ha BAOXeE; W Hannumne YeTbipexkamepHas U3MepeHHasn (< 9,5 cm/cek),
YetbipexkamepHasn npuobpetaer anuracTpanbHoe CcpeAHecUCToNIMYeCcKon nosuumsa B M-pexkume (< 18 mm) M3MepeHHasa
nosuumna ouyepTaHua B popme ceyeHue «3a3y6pUHBIN C NOMOLLbIO TKAHEBOTO
6yKBbI «D»; CHUKEHMe YKasbiBatloT Aonnaepa
MHAEKca Ha npeKanunnapHyto JIl
3KCLEeHTPUYHOCTH JTIK;
napacrepHanbHas
NO3ULIUA NO KOPOTKOM
ocu

o KoHeuHo-cuctonmyeckuii

@ : PacuetHoe 3Hauenue AN o
. N |__HnB__ | Konnabnposanmer | Pacuernoe snasenve ANN

u ., <2,1lcm >50% 3(0-5)
e >2,1cm >50% 8 (5-10)
>2,1cm <50 % 5 (10-20)
nn > 18 cm? MNukosas CTP > 2,8 m/cek Mukosas CTP > 2,8 m/cek
YBenuyeHHas naowaab MoBbilWEeHMUEe CUCTONNYECKOW NMUKOBOA OLeHKa CUCTOIUYECKOrO Hanuuue nepukapgmanbHoro
npasoro npeacepaus (> 18 cm?); CKOPOCTU TPUKYCNNAANbHOW peryprutaumum AABNEHUA B NEro4HoM BbINOTA; YeTbipeXxKamepHas
yeTbipexkamepHas no3uuuns (nukosoii CTP), 13mepeHHOI C NOMOLLbIO aptepuu (CANA); No3uLMA NapacTepHanbHas
NOCTOAAHHO-BO/IHOBOrO Aonniepa CANA = rpaguveHT faBneHus no3uLMA NO KOPOTKOI ocK;
TP + pacueTHoe 3HauyeHue NN Apyrue nosuuum (Hanpumep,

anuracTpanbHoe ceyeHue)

2022 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension (Eur Heart J 2022 doi:10.1093/eurheartj/ehac237) @ ESC @ ERS



KAPAMOAOTMYECKOE
OBLWECTBO

ANroputm AMarHOCTUKU N€ro4yHOMU runepTeH3nm w

LLIAT 1 (nogo3peHue) OablwwKa HesAcHOro reHesa u/wunv nogospexue Ha JIl (aHamHes, pusnkanbHoe
obcnepoBaHue, nynbcokcumetpua, IKI, peHtreHorpadpua OrK, PB, Y3U neueHn)

Ouenka Hu3kan Mouck NPUYUH
LLAT 2 (BbiABNEeHUe) BEPOATHOCTU IxoKr Aol
BEPOATHOCTb WNu HabngeHue
Hanwuma JIl

NMpomerxkyTo4yHasn
WU BbICOKaA

bbicTpoe HanpaBaeHue KT OTK c KoHTpactom u/unm
NaLMeHTOB BbICOKOro pUCKa nepdy3snoHHanA cuuHTUrpadpma

‘ Aa
KnanHuyecku sHaummas natonorma MaTonorusa nesbix Kamep cepaua uam nerkux
J1IeBbIX Kamep. cepaua M/MIIM Nerkux noarsepxaeHa. Be,qel-me OCHOBHOM NaToONOrMUMn
Hert

Bepudukauma guarHosa: IxoKr, YM3IxoKr*, YBKC
¢ BazopeaKTusHbim Tectom*, AH®, HCVab, HbsAg, NT-proBNP,
ADPC*, KMHT, komnneKcHana oueHKa GYHKLMU AbIXaHUA C OLLeHKOM
anddysmoHHo cnocobHocTu nerknx, MPT cepaua*®

LLAT 3 (BepudpuKkauus) IKCNEePTHbIN LLeHTP



" HCTPYyMEHTa/ibHbleé ANnarHoCctuyecCckune nccnenosaHusA

PekomeHayeTcA NpoBOAMTb UCCAed0BaHME HECMTPOBOLMPOBAHHDIX AblXaTebHbIX 06bEMOB 1 NOTOKOB AVI(I)(I)V3VIOHHOI7I cnocobHocTH
Nerkux scem nauuneHtam c JIl npm nepBnMYHOM O6Cl'le,CI,OBaHVIVI n yxyaweHun te4eHunaA 3aboneBaHuA ANA UCKNKYEHNA NATONOTUU NETKNX

PekomeHayeTcA NPOBOAUTb UCC/IeA0BaHME KMCIOTHO-OCHOBHOMO COCTOSIHMA M ra30B KPOBM BCeM naumeHTam JII
C AbIXaTe/IbHbIMW HapYLLUEHUAMM NPU NEPBUYHOM 06CIe[0BaHUM U YXYALWEHUN TeYeHMA 3abo1eBaHNSA

PekomeHayeTca npoBeAeHMe CUMHTUTPadUn nerknux nepdysmoHHOM B COYETAHUN
CO cumMHTUTrpaduein NErknx BEHTUAALMOHHOM NauMeHTam Ana uckaodenna XTI

PekomeHayeTca nposeaeHue NaaHapHOW nepdy3nOHHOM CUMHTUIPAdUM NETKUX ANA UCKAHOYEHUS
XTI/ npu otcyTcTBUmN KT-npusHakoB XTI/ U KAMHUYECKM 3HAYMMOMN NATONOTMN IETKUX

PekomeHayeTca NpoBeAeHNEe KOMMNbIOTEPHON TOMOTrpadun opraHoB rpyaHOM
NoM0CTN BCEM NaLMeHTaM C npeanonaraeMon uam noatsepraeHHom JII

PekomeHayeTca NnpoBeAeHME KOMMNbIOTEPHO-TOMOTpadU4ecKon aHrmorpadun NeroYHbiX COCYA0B BCEM NaLlMeHTam
c nogo3peHuem Ha XTI/, /Il HeacHOro reHesa A/ YTOYHEHUSA AMarHo3a U OLEeHKU onepabenbHOCTH

PekomeHayeTca NnpoBeAeHME KOMMbIOTEPHO-TOMOTpadn4eckon aHrmorpadmn NerovHbIX CoCcyaoB
nauneHtam c /Il npm nogospeHnun Ha Hanndme BINC n HeonpeaeneHHbIx pesyabratax IXoKl

PekomeHayeTcA NnpoBegeHME MAarHUTHO-PE30HAHCHOM TOMOrpadumm cepaua U MarMcTpanbHbIX COCYA0B
naumeHTam c JII 4na oueHKN CTPYKTYPHO-PYHKLUMOHANAbHbIX M3meHeHun MK 1 JIA npyu HenHPopMaTUBHOCTH
IxoKTl 1 nepea NOCTAaHOBKOW B IMCT OXKUAAHWUA TPAHCMNAHTALMU NETKUX/KOMMNIEKCA «NErkKne-cepaue»

PekomeHayeTcs NpoBeAeHMe YAbTPa3BYKOBOro UCCeA0BaHUA OpraHoB HPHOLLIHOM NOIOCTU (KOMMIEKCHOIO)

BCeM naumeHTam c JIT 4nsa UCKAKOYEHUA NaTONOrMN NeYeHn U/MAn NopTanbHOM rMNepTeH3nn

He pekomeHayeTcs npoBegeHne 6MONCUN NETKUX NPU BPOHXOCKONUM UAN OTKPbLITOM BUoncumn nerkoro ana sepudunkaumm JIAQ

Bcem naumeHTam c /Il pekomeHayeTca npoBeaeHne Tecta ¢ 6-MUHYTHOM Xxoabboi ans oueHKM pusmyeckoin pabotocnocobHocTH

B paMKax nepBUYHOro obcneaoBaHus, Npu NOCTYNNEHUN B CTaLLMOHAP M B NpoLecce AMHAMMYECKOro HabatoaeHma Kaxable 6—-12 mecsues

PekomeHayeTca NpoBeAeHMe 3procnMpomeTpumn Bcem naumeHTam c JIF gns oueHKn pusmndeckomn pabotocnocobHOCTU B pamKax
nepsu4yHOro obcneaoBaHma, NPy NOCTYNAEHUN B CTaLMOHAaP M B NpoLecce ANHAMUYECKOro HabnoaeHus Kaxable 6—12 mecaues
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OCHOBHbIe remognHamu4ecKme napameTpbil
npu Ype3BeHO3HON KaTteTepusauum cepgua (YBKC)

MU3mepaemblie napameTpbl

CpeaHee aaBneHue B NpaBoM npeacepaunm
CucTonmyeckoe gaBneHue B IEFOYHOMN apTepum
[nactonnyeckoe gaB/ieHME B NEFOYHOM apTepumn
CpeaHee AaBfeHUE B NE€TOYHOM apTepun
[laBneHue 3aKNAMHMUBAHWA B IEFOYHOM apTepumn
CepaeyHbii BbIbpoC

HacbilweHne KMCI0pPoAOM CMELLIAHHOM BEHO3HOM Kposu (SvO2)

HacbiweHne apTepmanbHON KpoBu Kucnopoaom (Sa02)

CuctemMHoe apTepuanbHoe AasaeHue

PacueTHble napameTpbl

POCCHHCKOE
KAPAMOAOTMYECKOE
OBLWECTBO

HopmanbHble 3HaYeHusa

2—6 MM pT. CT.
15-30 mm pT. CT.
4—12 mm pT. CT.
8—20 mm pT. CT.
<15 mm pT. CT.
4-8 n/muH
65-80%
95-100%

120/80 mm pr. CT.

JlerouHoe cocyauctoe conpoTtusneHue = cpA1A-A31A/CB

NHAeKc Nnero4Horo cocygmcroro ConpoTuBAEeHUA
Obuee neroyHoe conpoTtusneHue = cp/1A/CB
CepAeyHbin MHAEKC

YnapHbIin 06bem

MoaatanBocTb neroyHom aptepumn = YO/(CONA-OONA)

0,3-2 ea. Byga
3-3,5 ea. Byaa x m?
<3 epn.Byaa
2,5-4,0 1/MUH x m2
60—100 mn

> 2,3 M1/MM pT. CT.

2022 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension (Eur Heart J 2022 doi:10.1093/eurheartj/ehac237)



KAPAMOAOTMYECKOE
OBLWECTBO

Ype3BeHO3Haa KaTeTepusaumua cepaua W

PekomeHayeTcs npoBeaeHue Ype3BeHO3HOM KaTeTepu3saumnm cepaua (YBKC) naymeHTam ¢ nogo3peHnem IC YYPC,
Ha Hannuyme JIAT unn XTIJII gna noaTsepXKaAeHUA AUuarHosa n onpegeneHmna TakTUKN eveHunsa yaa s
PekomeHayetca nposoauTb YBKC nauveHTam ¢ J/II' B yCnoBMAX 3KCNEPTHOro LLeHTpa BBUAY IC YYPC,
C/NIOXHOCTU BbINOJIHEHUA U NOTEHLMANBbHOIO PUCKA OC/TIOXHEHWUIN, CBA3AHHbIX C NpoLeaypom yaa a4
PekomeHayeTcA NnpoBeaeHMe Ype3BEHO3HOW KaTeTepm3aLnum cepaLa CornacHo IC YVYP C,
CTaHA4APTU3MPOBAHHbLIM NPOTOKO/1IAM C U3MEPEHMEM BCEX NMOKa3aTenen remogmMHaMmKn yaAa s
PekomeHayeTcAa UamepeHmne KOHeYHO-AMaCTO/IMYECKOro AaB/IeHNA B 1IEBOM YVP C
enygouke npuv HeEBO3MOXKHOCTU onpeaeneHua AaBieHnA 3aKTMHUBAHUA llaC vaa 5’
B IEFOYHOM apTepUM NpU Ype3BeHO3HOM KaTeTepmulaumnm cepaua y naymeHTtos c JII

PekomeHayeTcA BbINO/IHEHME AMAarHOCTUYECKOW Ype3BEHO3HOM KaTeTepmnlauum cepaua IC YVYP C,
C pac4yeTom remoanHammnKkn metogom ®uka nauneHtam c BMC ana oueHkn onepabenbHOCTH yaa s
PekomeHayeTcsa npoBeAeHMe Ype3BEHO3HOM KaTeTepu3aummn cepaua naymeHTam YVP C
C naTtonoruen nesbix otaenos cepaua (rpynna ll) nam natonormen nerkux (rpynna lll) IC vaa 5’
nepea TPaHCN/IaHTaUNeN cepaua, IErKMX UK KOMMJIEKCA «Cepaue-nerkme»

PekomeHayeTcsa pacCMOTPETb BO3MOXHOCTb NPOBEAEHNA YPE3BEHO3HOW KaTeTepmn3aumnm cepaLa y naumMeHToB YVP C
C NoA03pPEeHMeM Ha NATONIOTUIO NEBbIX 0TAENO0B cepaua (rpynna Il) uan natonormnent nerkmx (rpynna lll) npu lIbC vaa !__:
HeapPEeKTUBHOCTU CTaHAAPTHOM Tepanuu ana auddepeHunanbHOro gmarHo3a U Bbibopa cTpaTternm neyeHuns

PekomeHayeTcA npoBeaeHMe Ype3BEHO3HOW KaTeTepm3auum cepaua YVYP C,

y naumneHToBs ¢ JIAT n XTI ana oueHkn 3abPeKTUBHOCTU NedyeHusn llac yaa s



Ype3BeHO3HaA KaTeTepu3auma cepaLa: BasopeaKTUBHbIE TeCTbl

PekomeHayeTcA NnpoBeaeHMe Ba30PeakKTMBHOIO TECTa B NpoL.ecce Ype3BEHO3HOM KaTeTepmn3aLuum
cepAla nauneHTam c ngmonatmyeckoi/Hacneayemoii N1AT, JIAT npu npneme NeKapcTs UAN TOKCUHOB
ANA onpeaeneHna noTeHuuanbHo aphekTUBHOCTU neyeHnsa 61oKaTopamm KanbLMEBbIX KAaHAN0B

PekomeHayeTcA NpMMEHATb cneaylowme KpUtepun nonoXKNTENbHOIO BAa30PEeaKTUBHOIO TecTa —
CHUXEHWEe cpeaHero A4aBleHUA B 1€rO4YHOM apTepmnm Ha 2 10 mm PT. CT. NPU AOCTUKEHUMU
abcontoTHbIX 3HaYeHUn < 40 MM PT. CT. B COMETAHNU C HEM3MEHHbIM UK yBennymsimmcs CB

PekomeHAayeTca NpoBeAeHUe Ba30PEaKTUBHOIO TECTa B MPOLLEcce Ype3BeHO3HOM KaTeTepusaumum
CepALua B 3KCNepTHbIX LeHTpax JIT B CBA3M CO C/IOXKHOCTbIO BbIMO/NHEHMA U MHTEPNPETALUM AAHHbIX

Mpn npoBeaeHNM BA30peaKTUBHOIO TeCTa NauMeHTam nauonatndeckon, Hacneayemow J1AT, JIAI npu npueme
JIeKapCTB UM TOKCMHOB PeKOMeHAyeTCA NPUMeHEeHNe NHIFANALMOHHOIO OKCMAA a3oTa Uam #MnonpocTa

lNpoBegeHmne Ba3opeaKTUBHOro Tecta npu nposeaeHmnn YBKC He pekomeHayeTcA naymeHTam
C accoummnpoBaHHbiMK dopmamm JIAT (3a MCKNtOYEHMEM TPYNMbl C MAMOMNATUYECKOM, HacieayemMo
NAT, AT npu npueme nNeKapcTs UaM TOKCUHOB), a TakKe npwu /Il gpyron sTmonorum

Mpn npoBeaeHNM Ba30OpeakTUBHOIO TecTa NauMeHTam ¢ nanonatnyeckon, Hacneayemow J1AT, JIAT npu npueme
NIEKAPCTB UM TOKCMHOB HE PEKOMEHAYETCA MCNOAb30BaTb 6/10KATOPbI KaNbLUMEBbIX KAHANOB N KUCA0POL,
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KAPAMOAOTMYECKOE
OBLECTBO

Ype3seHO3HaA KaTeTepusauma cepaua: sBasopeakTUBHbIE TecTbl w

Mpoba c BogHOI Harpy3kom

Mpn 06cnegoBaHNM NAUMEHTOB C NPEKAaNUANAPHON NErOYHOM FTMNepTeEH3MEN
B C/ly4ae NoA03peHMA HA HAMUYME NOCTKANUANAPHOrO KOMMNOHEHTA B MHAVMBUAYAIbHOM lIbC
nopAake caenyeT pacCMOTPETb NpoBeAeHue Npobbl ¢ BOAHOW HarpysKom

YYP C,
yaas

CeneKktuBHaA aHruonynibmoHorpadpuma

PekomeHayeTca npoBeAeHMe aHrmorpapum Nero4yHom aptTepmum CeIEKTUBHOM
(aHrmonynbmoHorpadus) npu obcneposaHmnmn nauneHTos ¢ XTI/ nam obCcTpyKkLUMEnn NeroyHom llaC
apTepuun Apyron asTMONOrMK ANA OLEHKK onepabenbHOCTU B YCIOBUAX SKCMEPTHOrO LLEHTPa

YYP C,
yan, 5

KopoHaporpadusa

PekomeHayeTcs npoBeaeHMne KopoHaporpadum naymeHtam ¢ JII npu Haamuum
CMMNTOMOB CTEHOKapAUK Uan GpaKTopPOB PUCKa ULLEMUYECKON BonesHn cepaua, B NaaHe IIbB
noobcnenoBaHms nepes NEro4YHON SHAAPTEPIKTOMUEN UAWN TPAHCNAAHTALMEN NETKUX

YYPC,
yaas



PeKkomeHpauunu no BeAeHUIO NaLMeHToB U3 rpynn CKpuHuHra J1IAr A

KAPAHOAOTHMECKOE
OBLLECTBO
CucrtemHble 3a601eBaHUA COeANHUTENbHON TKaHU
PekomeHayeTcA NpoBeAeHME eXXErogHOM OLEHKN pUCKa pa3BuTma JIAT y NnauMeHTOB C CUCTEMHOM CKAepoaepMUeEn 1B YYPC, vaAa s

Y B3pOC/bIX MALUEHTOB C A/IUTENbHOCTbIO CUCTEMHOM CKAepogepmun > 3 net npu OKEN 2 40 %

n DLCO < 60 % ana sbiasneHna 6eccumntomHom JIAI pekomeHAyeTcA Ucnonb3osaTtb anroputm DETECT 1B YYPA,VAA 2

Y NauMEHTOB C CUCTEMHOW CKNEpOAEPMUEN cneayeT oueHMBaTb pUcK JIAT Ha OCHOBAHMM aHaNM3a BblparKEHHOCTH

oA4blLWKK, AaHHbIX IXOKI, nccnenoBaHMA HECNPOBOLMPOBAHHbIX AblXaTe/lbHbIX 06bEMOB W NMOTOKOB, UCC/1eA0BaHMA l1aB YYPC, vaAAa 5
ypoBHA N-TepMUHaNbHOIO GpparmeHTa HaTpuinypeTuyeckoro nponentmuaa mosrosoro (NT-proBNP)

Y NauneHToB C NepeKpPecTHbIMM 3ab60NeBaAHUAMU COEAUHUTENBHOM TKaHM CNeAyeT PACCMOTPETb EXXEroAHY OLEHKY puUcKa pas3Butms JIAT l1aC YYPC, vaAa s

Opyrue ¢opmbi JIAT

PekomeHayeTca NpoBeAeHME eXXEerogHoro CKPMHWHIA Yy HOCUTENIEN MyTaL Ui, Bbi3biBatowwmx J1AT, n y 6anxKanwmnx poacTBeHHMKOB naumneHTos ¢ HAT IB YYP C, yAA 5

PekomeHayeTcA npoBeAeHMe CKPMHMHIA NaumMeHTam Yepes 3—6 mecaues nocne Koppekunm BI1C

o IB YYPC,yaA5
C NOMOLLbIO K/IMHMYECKOM oueHKK, IxoKI n IKI 1 B xoae AonrocpoyHoro HabaoaeHus AA

MauneHTam, HanpPaBNEHHbIM Ha TPAHCM/AHTALMIO NeYeHn, pekomeHayetca nposegeHue IxoKl gna ckpuHuHra Jr IC YYPC,vaAa 4

Y naumneHToB ¢ cumntomamm JII npu Hannumm CT3CT, nopTanbHOM runepteH3nn, BUY-nHdekummn cneagyet paccmoTpeTtb NpoBeaeHue
9xoKT, nccneposaHme ypoBHA N-TepMUHaNbHOrO dparmeHTa HaTpuiypetTnyeckoro nponentuaa mosrosoro (NT-proBNP) B Kposy, llaB  YYPC,vans5
nccneaoBaHMe HeCNPOBOLMPOBAHHbIX AblXaTe/lbHbIX 06 bEMOB M MOTOKOB M/WUM 3ProCNMPOMETPUN AN CKpUHUHIA JIAT

XpoHuueckaa Tpomboambonnyeckan 1erouHas runepTeHsna

MaumeHTam C NEPCUCTUPYIOLLEN U BMEPBbIE BOSHUKLUEN OAbILIKOMN MU YXYALEHNEM NEPEHOCUMOCTM GU3NYECKOM HArpy3Ku
nocne nepeHeceHHon TIJ1A pekoMmeHAayeTcs NpoBeAeHNe Aa/IbHENLLEro AMarHOCTUYeCKoro obcneaoBaHMA gNA UCKAOYEeHUA IC YYPC, vaAa s
XPOHWYECKoM TPOMB0aMboNnYeCcKoM 60Ne3HM NErKMUX NN XPOHUYECKOM TPOMB0OIMOBONNYECKOM NeroYHOMN rmMnepTeH3nN

PekomeHayeTca He3amegAMUTeNbHOE HanpaBaeHWe B 3KCNEPTHbIN LEeHTP NauneHToB ¢ cumntomamu /I nocne
nepeHeceHHon TIJIA npu Hananummn gedektToB nepdysnmn nerknx cnycta Tpu mecaua sGPekTUBHOM aHTUKOAryAAHTHOM IC YYPC,yaAas
Tepanuu nocne oueHkn pesynbtatos IXoKl, yposHa BNP/NT-proBNP n/uam sprocnmpomeTtpum



BeposaTtHocTb J1I, cBA3aHHOM
C NaToO/I0TUEeN NeBbiX OTAENO0B cepAaua

[AaHHble ManoBepoATHO NMpomeKyTo4YHasA BEPOATHOCTb BepoaTHO

BospacTt

OkupeHnwue, Al, gucamnmnaemus,
HapyLweHne TONepaHTHOCTU
K rnoko3e/CA,

Hannuune 3abonesaHunit nesbix

OTAEeNoB cepaua

BmelwaTenbcTBa Ha cepAle B aHaMHese
Pnbpunnaumns npeacepammn
CTpyKTypHble 3aboneBaHuA cepaua
I3Kr

IAxoKr

KapanonynbmoHanbHbIM
Harpy3o4HblIi TecT

MPT cepaua

< 60 net

OTtcyTcTBYIOT

Het

Het

OTtcyTcTBYET

Het

B Hopme uan npusHakm neperpysku MK

* OTcyTCcTBME gunataunm JM
°Efe’ <132

* Bbicokuit VE/VCO?
* OTCYTCTBYET OCUUNNATOPHAA
BEHTMAALUS NPU PU3MYECKON HarpysKe

OTCVTCTBME natonormun
J1IEBbLIX OTAENOB cepaLa

60-70 net

1-2

Ja

Het
MapoKcuamanbHasA
Het

YmepeHHaa 1K

* OTcyTcTBMe gunatauum M

* HayanbHaa gnacronnyeckasn
AncPyHKUMA MmrUoKapaga JTK
(HapyweHwue paccnabneHna mmokapaa)

* MosblweHHbI VE/VCO?2
* OCLUMNNATOPHAA BEHTUAALMA
npu GuU3nYecKom Harpyske

POCCHHCKOE
KAPAMOAOTMYECKOE
OBLWECTBO

> 70 net

>2

[a
[a

MocToAHHan/nepcucTupyoLwan
MpucyTcTBytOT
YmepeHHaa 1K

* Annatauma /1M (MHAeKc
obbema /1N > 34 mn/m?2)

* [JTXK

* Bblpa*KeHHble HapyLleHUA
Auactonnyeckon GyHKunm JTK
(pecTpuKTUBHbBIN TUN
TPAHCMUTPANbHOIO NOTOKA)

* YMepeHHO nosbileHHbIn VE/VCO?
* PeHoOMEH Harpy3o4Hol
OCLMNNATOPHOMN BEHTUAALUM

* [JIK
* Nunatauma NN (aedopmaymn
nnu otHoweHwue JSIN/MM > 1)



XapaKTepHble AnarHoCTUYeCcKue NPUsHakKu
Yy NaumeHToB ¢ pa3nniHbimun ¢opmamm JI (1)

AunarHoctnyecku | Pesynbratbl

lpynna 1 (NAT)

lpynna 2
(Nr BchepctBMe natonormum
NleBbliX OTAEN0B cepaua)

fpynna 3
(Nr BchepctBme

3aboneBaHN Nerkmnx)

POCCHHCKOE
KAPAMOAOTMYECKOE
OBLWECTBO

fpynna 4
(NIr BcneacTBMe 06CTPYKLMMK

NEroYHbIX apTepuit)

KnuHuyeckue KnnHnueckne

npoABAeHnA NPU3HAKK
MoTpebHocTb
B KMCAopoae
npwm
TMNOKCEMUMU

PeHTreHorpadusa

OpraHoB rpyaHoM

KNETKM

* MNauymeHTbl pasHbIX
BO3PaCTHbIX rpymnm,
HO NPEMMYLLECTBEHHO
MONOAbIE MKEHLUNHDI

* KnnHnyecKaa KapTuHa
3aBUCUT OT HANYUA
ACCOLMMPOBAHHbIX
3abonesaHuin/
COCTOSIHUI U PpeHoTUna

HeyacTo, 3a UcKkatoYe-
HMEM COCTOSIHUI C HU3KOM
DLCO nnu BeHoapTe-
pUanbHbIM LLIYHTOM

* P pasmepa NMN/MK/NA

* QnddysHoe obegHeHme
nepudepuryeckoro
COCYANCTOTO PUCYHKA

* [MpenmyuiecTtBeHHO
NaumMeHTbl MOXKUAOTO
BO3pacTa, npeobnagaHue
*KeHcKkoro nosa npun CHcdB

* AHamHe3 3aboneBaHusA
W KNIMHUYECKUE faHHble,
yKa3biBatowme Ha M/10C

Heyacto

* I pasmepa MN/NK

* MMpU3HaKM BEHO3HOrO
3acToA B IETKMX,
MHTEPCTULMANLHOIO OTEKa

* CoyeTaHue NPU3HAKOB

BEHO3HOM M apTepuanbHon JIT

* MpenmyLLecTBEHHO NaLUMEHTI

NOXWNN0ro BoO3pacTa,

npeobsasaHne My*KCKoro nona

* AHamHe3 3abosieBaHUA
W KIMHUYECKUE fIaHHblEe,
yKasblBalouime
Ha 3aboseBaHne Nerkmx

* YacTo KypeHne B aHaMHese

* O6bbl4HO UMeeTCA

* YacTo BblparkeHHas
rMnokcemms
npu Taxenon JIr

an3HaKVI NapeHXMMaTo3HOro
3aboneBaHUA nerkmx

DLCO — gnddy3noHHas cnocobHOCTb NErKUX K MOHOOKCUAY yrnepoaa; BT3 — BeHo3Hasa Tpomboambonua; JIA — neroyHasn aptepus;
JNIAT — nerovHas aptepuanbHas runepteHsus; JIN — neroyHasn runepteHsun; /I — neroyHas runepteHsus; JIXK — neBbii Kenyaodek;

NN — neBoe npeacepaue; MK — npasbiii xkenygouek; MM — npasoe npeacepane; XTI/ — xpoHuyecKas Tpomb6oambonmyeckas 601e3Hb Nerkmx

* MaumMeHTbl pa3HOro BO3pacTa,
C OAMHAKOBOW BCTPEYAEMOCTbIO
Y NAaLMEHTOB MYKCKOTO
M YKEeHCKOoro nosa

* BT2 B aHamHe3e (XTI/T
MOKEeT BO3HUKATb U Npu
oTcyTcTBMM BTI B aHaMHese)

* PaKkTopbl pucKka XTINT

* Hevacto

* BcTpeyaeTca B TAXKENbIX CAyYaax
C NPEUMYLLLECTBEHHO ANCTA/IbHbIMMU
nopaxeHMAMM NErovYHOM apTepmnn

* P pasmepa NN/MX/NA

* { Konnyectea 1 pasmepa
nepudepuryecKmx cocysos,
30Hbl IOKA/IbHOW ONIUTEMUM,
AedbopmaLuna KOpHEN NErkux,
30Hbl NHEBMOYUNOPO3a KaK Ucxos,
nepeHeceHHbIX MHGAPKTOB NEFKOTO



XapaKTepHble AMarHoCTUYECKue NpPUsHaKku
Yy NauMeHTOoB C pa3anuHbimu dopmamum JII (2)

OunarHoctnuecknii | Pesynbratbl Mpynna 1 (NAT)
meToa,

UccneposaHune OTKNoHeHuA B Hopme unu Hebonblune
bYHKUMM BHELIHEro OT HOPMbI NpU OTK/IOHEHMUA
AbIXaHWA cnupomeTpumn/

nccneposaHum OB/

DLCO HopmanbHaa nan co CHUXEHnem
nerkou/cpegHent ctenenn (HU3Koe
3HayeHue DLCO npwun CCA-1AT, 1IBOb
N HekoTopbix peHoTmnax UAT)

lasoBblii cocTas PaCoO, HopmanbHoe nnamn cHU>KeHo
apTepuasibHOM

KpoBM PaCoO, CHuKeHo

IxoKrI Mpwu3Haku /Il (noBblWeHHOE

CAONA, ysennuenue MM/N¥K),
AunarHoctmka BIMC (npoctble
CUCTEMHO-NET. WYHTbI)

pynna 2
(NIr BcneacTtBMe natonoruu
NleBblIX OTAEN0B cepaua)

B Hopme mnum Hebonbline
OTK/IOHEHUSA

HopmanbHasa unm co
CHUXXEHWEM nerkown/
CpeaHen cTenenu,
ocobeHHo npu CHcdB

Hopmaanoe NN CHUXKEHO

O6bI4HO B Npegenax HopMmbl

lMpn3HaKu NaToNornm neBbix
oTaenos cepaua (CHcHDB,
CHc®B, KnanaHHble NOPOKM)
n /Il (nosbiweHHoe CANA,
BO3MOXKHO YyBe/NYEHNE
pasmepos MNMN/MXK)

POCCHHCKOE
KAPAMOAOTMYECKOE
OBLWECTBO

fpynna 3 fpynna 4

(Nr Bcneacteme (NIr BcneacTBMe 06CTPYKLUMU
3aboneBaHUn Nerkux) NNErOYHbIX apTEPUNA)

OTKNOHEHMA OT HOPMbI, B Hopme unu Hebonblune
TAXECTb KOTOPbIX 3aBUCUT  OTKNOHEHMA

OT OCHOBHOrO

3ab601eBaHNA IETKUX

YacTto o4yeHb HU3KaA HopmanbHaa nam co

(< 45% ot gonxHoro CHUMKEeHWeM nerxkom/
3HayeHus) cpeaHel cteneHn
CHW)XeHo HopmanbHOe nnm CHUXeHo

CHMXeHOo, B Nnpeaenax

HopmanbHOe nnm CHUXeHo
HOPMbI UIN NMOBbILLEHO

Mpwu3Haku /1T (yBennyenune MpusHaku JII (yBennyeHme
CONA, pasmepos MMN/MX) CAONA, pazmepos MM/MHK)

DLCO — gnddy3noHHas cnocobHOCTb NEFKNX K MOHOOKCKAY yrnepoaa; BMC — BpoxkaeHHble NOpoKu cepaua; BT — BeHo3Haa Tpomboambonus; IA — neroyHas aptepus;
NNAT — nero4Has aptepuanbHas runepteHsus; JIN — neroyHas runepteHsun; /I — neroyHas runepteHsus; JIXK — nesbint kenyaouek; /N — nesoe npeacepaue;
M¥ — npasbin )xenygouek; CAJIA — cuctonnyeckoe gasieHune B neroyHont aptepumn; CHHOB/CHc®B — cepaeyHan Heg0CTaTOYHOCTb C HU3KOM/coxpaHHOM Pppakumeit Bbibpoca



XapaKTepHble AnarHoCTUYeCcKue NPUsHakKu
Yy NaumeHToB ¢ pa3nniHbimun ¢opmamm T (3)

KAPAMOAOTMYECKOE
OBLWECTBO

[AunarHoctnuecknii Mpynna 1 (/1AT) fpynna 2 fpynna 3 fpynna 4

meTtop, (N BcneacTteue natonornm (Nr Bcnepctene (N BcneacTeue obCTpyKUMM
NleBbIX OTAE/N0B cepaLa) 3aboneBaHU nNerkux) NNEroYHbIX apTEPUN)

CuuHTUrpadua Hopma Hopma Hopma HecooTtBeTcTBMe aedeKTOB

Nerkmx nnu cootsetcteme B/ aedpeKkrtos unu B/MN cooTeeTcTBUE nnu B/N cooTseTcTBUe nepdy3nn 1 BEHTUAALUK

KT opraHos Mpwn3sHakn JII uan 1BOB Mpu3Haku M10C, 3aCTOMHbIX Mpu3HaKn napeHxmMmaTosHoro  JedeKTbl BHYTPUCOCYANCTOrO

rPYaHOM KNETKM nameHeHun 8 MKK /11 3abonesaHuna nerkux, JIr Hano/IHeHMA, Mo3anyHasn

nepdysus, paclunpeHune
OpPOHXMaNbHbIX apTEPUIA

MpwnsHakm J1I
Kapguo- * YBenmuyeHue yrna HaknoHa VE/VCO, * He6onbluoe nosbllieHne * Hebonblioe nosbllieHne * CuNbHbIN HaknoH VE/VCO,
MyAbMOHa/IbHbIV * Huskoe P CO,, co cHMKeHMem HaknoHa VE/VCO, HaknoHa VE/VCO, * Huskoe P;CO,, co cHMKeHnem
Harpy3ou4HbIi TecT BO BpemaA GU3NYECKOM HarpysKu * HopmanbHoe P;CO,, nosbiwatoweeca * HopmanbHoe PETCO2, BO BpemaA GU3NYECKOoM HarpysKku
° be3 EQV BO Bpems GU3NYECKOIN Harpy3Ku C NOBbILWEHNEM BO Bpems ° be3s EQV
* EQV dU3NYECKOI Harpysku
KaTteTtepusauuma MpekanunnapHaa JIl M3onmMpoBaHHAA NOCTKANUANAPHAA, MpekanunnapHaa JIl MNpekanunnapHaa JIl
npaBbiX OTAENO0B nMb0o KOMBUHUPOBaAHHHAA NocT-/
cepaua npekanuanapHaa Jil

CONA — cuctonnyeckoe gasneHune B IeroyHol aptepmmn; BTI — BeHo3Hasa Tpomboambonuna; XTI/IT — xpoHuyeckaa Tpomboambonndyeckan neroyHas runepteHsusa; DLCO — andoysmoHHasn
CNocobHOCTb Nerknx Ana MoHooKcuaa yrnepoaa; MM — npasoe npeacepaue; MK — npasblii kenygoyek; JIA — neroyHasn aptepua; JIN — neroyHas runepTeHsuns; PaO, — napumnanbHoe
AasneHue kucnopoga; PaCO, — napumanbHoe gaBneHue yrnekncnoro rasa; PCO, — napumanbHoe fasneHne yrneKMcnoro rasa B KoHue Bblgoxa; EOV — deHomeH ocumMnnaTopHO Harpy3ou-
Hol BeHTUNAUMK; VE/VCO, — BEHTUNALMOHHBIN 3KBUBANEHT NO yraekucaomy rasy; WAl — navonatnyeckan nerodyHas aptepuanbHas runepteHsmsa; MKK — manbiit Kpyr KpoBoobpalyeHus;
MNOC — npu3HaKKW NopaKeHUs NeBbiX OTAEN0B cepaua; /IBOb — neroyHas BEHOOKKNO3MOHHAA 60ne3Hb; B/ cumHTUrpadus — BeHTUAAUMOHHO-Nepdy3NOHHAA CUMHTUTpadun



KAPAMOAOTMYECKOE
OBLECTBO

OueHKa pUCKa Y NaLMEeHTOB C Iero4HO apTepuanbHOMU runepTeH3nemn wmmmﬁ

MapameTpbl pucKa Hu3Kkmi puck < 5% MpomeKyToUHbIN pUCK 5-20% BblcoKMI pUck > 20%
KnnHuueckune npusHaku npaBoxenyaoukosou CH Het Het [a
MporpeccupoBaHue 3aboneBaHus Het MocTteneHHoe bbicTpoe
®K (BO3) [, 1l I v
AuctaHuuma B T6MX > 440 m 165-440 m <165 m
30rOCHMDOMETOUS VO, nuk. > 15 ma/MuH/Kr VO, nuk. 11-15 mn/muH/Kr VO, nuk. < 11 ma/muH/Kr
procnnpomerp VE/VCO, < 36 VE/VCO, 36-44,9 VE/VCO2 > 45
BNP < 50 Hr/mn/ BNP 50-300 Hr/mn/ BNP > 300 Hr/mn/
L) NT-proBNP < 300 Hr/mn NT-proBNP 300-1400 Hr/mn NT-proBNP > 1400 Hr/mn
Maowaab NN < 18 cm? Mnowaab NN 18-26cm? Mnowaab NN > 26 cm?
IxoKIr/KT/MPT # OTcyTCcTBME BbINOTA B MEpUKapae Hebonblon nepuKkapamanbHbliii BbINOT MepunKapgmanbHbIi BbINOT
TAPSE/COJ1A > 0,32 mm/MM pT. CT. TAPSE/COJ1A 0,19-0,32 mm/mm pT. CT. TAPSE/COJIA < 0,19 mm/MMm pT. CT.
A0 < 8 mm pT. CT. AN 8-14mm pr. cT. A0r > 14 mm pT. CT.
YBKC CU > 2,5 n/muH/m? CW 2,0-2,4 n/munH/m? CU < 2,0 n/mnH/m?
Sv02 > 65% Sv02 60-65% Sv02 < 60%
PekomeHayeTcA oueHmBatb TAKecTb JIAl c onpeaeneHmem pmMcka CMePTHOCTM HA OCHOBAHMM KOMIMJIEKCHOIO aHa/IM3a AaHHbIX KAMHMYECKOro CTaTyca, EOK VYPC

dyHKUMOHanbHbIX TecTo, IxoKI, nuccneposaHus yposHa N-TepMUHaNbHOTrO pparmeHTa HaTpuitypeTuyeckoro nponentuaa mosrosoro (NT-proBNP) B Kposwu, B VIOAS
remogMHaMMYeCcKnx nokasatesien y Bcex NauMeHTOB C BNepBble YCTAHOBAEHHbIM AMAarHO30M M B NpoLecce AMHAaMUYEeCKOro HabatoaeHus Kaxable 6—-12 mecaues AR

PekomeHayeTca oueHMBaTh TAXKecTb JIAT ¢ onpeaeneHnNem pucka CMEPTHOCTM Y BCeX MaLMeHTOB, nonyyatowmx JIAT-cneumduyeckyto Tepanuto, EOK YYPC
Ha ocHoBaHMM aHanu3a ®OK (BO3), aucraHumm 8 TLUX, BNP/NT-proBNP, 1, npu Heob6xoAMMOCTH, AOMONHUTENbHbIX NapameTPOoB BU3yaM3aL MM NpasbIx BV 5’
OTAEN0B cepala 1 reMogMHaMUKK, B NpoLecce AMHAMUYECKOro HabaoaeHUA Kaxable 3—6 MecALEeB C LeNblo CBOEBPEMEHHOM 3CKaNaLmMm Tepanmm AA

* — 0bwan cmepTHOCTL B TeyeHne 12 mec. # B npoTtokone MPT cepaua cnegytowme napameTpbl YKasbiBatOT Ha HU3KWUI, MPOMEKYTOUHbIN, BbICOKUA PUCK CMEPTHOCTU —
dpakuma sbibpoca MK > 54%; 37-54%; < 37% cooTBeTcTBEHHO; YN > 40 mn/m2; 26—40 mn/m?2; < 26 ma/MZ; MHAEKC KOHEYHO-cucTonuueckoro obbema MK < 42 mn/m2;
42-54 mn/m?; > 54 mn/m? cooTBeTcTBeHHO; CH — cepaeyHan HegocTaTodHOCTb; JIAT — nieroyHas aptepuanbHas runepreHsunsa; ®K — dyHKLMOHaNbHbIN KNacc;

T6MX — TecT 6-MUHYTHOM X0Abbbl; KT — KomnbtoTepHan Tomorpadua; IKI — anektpokapamorpaduma; YBKC — upeskorkHas BEHO3Han KaTeTepusauma cepaua;

MM — npaBoe npeacepaue; COJIA — cuctonnyeckoe aasneHune B nerovyHom aptepuu; NN — pasneHue B npasom npeacepamn; CU — cepaeyHbii MHAEKC



Llenun neyeHus
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2022 ESC/ERS Guidelines for the diagnosis and

ESC/ERS GUIDELINES

treatment of pulmonary hypertension

Developed by the task force for the diagnosis and treatment of
pul

y hyper ion of the European Society of Cardiology

(ESC) and the European Respiratory Society (ERS).

Endorsed by the International Society for Heart and Lung
Transplantation (ISHLT) and the European Reference Network

on rare respiratory diseases (ERN-LUNG).

* Has3HaueHue JIA-cneymdunyeckom Tepannm peKomeHayeTca

naumentam JS1Al co cpAJT1A 2 25 mm pT. cT. u JICC = 3 ea. Byna
B COOTBETCTBUU C Al0OKa3aTeNibHOM 63301 Mo NPMMEHEHUIO
npenapatos. IA (YYP A ,yA40 1)

B kKauecTBe uenn tepanun naymnmeHtos JIAI pekomeHayeTcA
MCMNONb30BaTb AOCTMXKEHMNE U NogaeprKaHue npoduna
HM3KOro PUCKa B pe3y/ibTaTe NPoBOANMOM cneunduruyeckon
Tepanuu. IB (YYP C, Y44, 5)

Y nauneHToB ¢ JIAT ycTaHOB/NIEHHOW 3TUONOTUN, NPWU
HaIMYMM CONYTCTBYIOLWMX 3ab0oneBaHMN ONTUMM3ALLUA
Tepanum AoNXKHa ObITb pacCMOTPEHa B UHANBUAYAIbHOM
nopsagKe € y4eTOM TOro, YTO AOCTUXKEHME NPOPMAA HU3KOTO
PUCKa He Bcerga Bo3moxkHo. llaB (YYP C, Y44, 5)

JocTuKeHne n nogaepxaHume I'IpO(I)MI'IFI HMU3KOro pUCKa Ha OI'ITMMM3MpOBaHHOl\;I
ME,D,MK&MEHTO3HOV1 Tepannn pekomeHayeTca B Ka4ectee ueam ne4eHna nauneHTos C NATr

POCCHHCKOE
KAPAMOAOTMYECKOE
OBLECTBO

Y naumneHToB ¢ JIAT yCTaHOBNEHHOW 3TUONOTUU, NPU HAJIUYMUM CONYTCTBYIOLLLUX
3ab0/1€BaHM ONTUMKM3ALMA TEPANUKN AOMKHA ObITb PACCMOTPEHA B UHANBUAYANIbHOM lla B
nopsZKe C y4eTOM TOro, YTO AOCTUNKEHME NPODUNA HU3KOTO PUCKA HE BCeraa BO3MOXKHO

» [locTUXKeHUe Kputepmues HU3KOro PUCKa

(o6bwan cmepTHOCTbL < 5% B TeueHue
roga ana 6onbHbIxX ¢ JIAT)

Koppekuusa scex moandpuumpyemoix ®P
(npodunakTUKa MHTEPKYPPEHTHDbIX MHPEKUUN,
npegynpexaeHune 6epemeHHOCTU, ONTUMAJIbHOE
NleyeHue CONyTCTBYIOLWE NaToNormm u ap.)

3ameaneHue nporpeccupoBaHua U/Mnm ymeHblueHue
4yacToTbl rocnuTanusaumii B ceasu c JIAC/XTINT

npu perynapHom HabaaeHnn n ceoeBpemMeHHOMU
KoppeKuuu cneumnduueckom u noaaepKkusatoLlein Tepanum

2022 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension (European Heart Journal;
2022 doi:10.1093/eurheartj/ehac237 and European Respiratory Journal; 2022 doi:10.1183/13993003.00879-2022)



Anroputm neudenus NIAT (UNAT, HNAT, AT npu npueme neKapcTs/TOKCUMHOB,
pe3nayanbHas JIAT nocne KOpPPEKLUMM NPOCTbIX CUCTEMHO-/1IEroYHbIX WYHTOB, JIAT-3CT)

POCCHHCKOE
KAPAWOAOTMYECKOE
OBLECTBO

PaHee He neYyeHHble NauueHTbl AwnarHos JIAT noaTeepXXAeH B 9KCNEPTHOM LieHTpe * O6wme meponpuatua (Knaccl)

* MopaepxuBatowian tepanusa (Knacc 1)
OTpuuaTenbHblii

NonoxutenbHblii
BKK B BbiCOKMX AO3aX Ba3opeaKTuBHbI TecT (nguonatuueckas/
Hacnegyemas, acCouMUpPOBaHHasA

CtpatnduKkauma pucka yepes 3—4 mec.
C NPUEeMOM N1eKapCTB U TOKCUHOB J1AT)

Huskuim MpomeXKyTouHbI/BbICOKMIA

dcKanaums
NAT-cneuunduryeckoin Tepanum

Mpopon:kntb neyeHne
BKK B BbICOKMX p03ax

®dusnyecKkas aKTUBHOCTb U pea6unwrau,m|

PekomeHayeTcs OKasaHue ycayr No MeguLMHCKON peabuamtaumm nauneHTa

€ 3a60/71€BaHMAMM CEPAEYHO-COCYANUCTON CUCTEMbI B BUAE NMPOBEAEHUA EXKeQHEBHbIX
[03UPOBAHHBIX U Peryampyembix GuUsn4ecknx Harpysok nog, HabatogeHmem cneymanmctos
3KCMEepPTHOro LeHTpa CTabuabHbIM nauneHTam JIAT HU3KOrO pUCKa, NoayYatoLwmm
apekBaTHyto JIAT-cneumdmyeckyto Tepanutio. IA (YYP C, YALA 5)

MaumeHTam c JIAT He pekomeHAyeTcA U3bbITouHaA GU3MYECKas aKTUBHOCTD,
NPOBOLMPYIOLLAA BbIPa*KEHHYIO OAbILLIKY, FTO/IOBOKPYXKEHME, CUHKONE,

6011 B rpyaHoi KneTke, cnabocto. HIC (YYP C, YAA, 5)

MnaHoBble XMpypruyeckne sBmeLLaTeNnbCcTsa

PekomeHAayeTcs NPOBOAUTL MY/IbTUANCLUMUIIMHAPHbIA KOHCUANYM B COCTaBe Bpaya-
Kapamosora, Bpada-aHecTe3nos10ra-peaHnmMaTosiora, Bpada-xmpypra sKCnepTHOro LeHTpa
1, NP1 HEO0bX0AMMOCTH, APYTUX CMELMNaNMCTOB NPy 06CyKAEHUM XUPYPTUUYECKOrOo IeYeHus,
Bbl6Opa TMMa aHecTeanm 1 NepnonepaLMoHHON TaKTUKM BeAeHUA naumeHTos JIAT

ANA MUHUMM3aLMK pUCKoB BMeluaTenbctsa. IC (YYP C, YA4 5)

MpyY NAaHOBbIX XMPYPrUHYECKUX BMELLaTeNbCTBaxX CeayeT oTaaBaTb

npeanoyYTeHme perMoHapHoOM, B TOM YUC/e 3MMaypasibHON aHecTesnm,

y naumeHToB JIAI gna npeaynpexaeHusa ocnoxkHeHuid. llaC (YYP C, Y44 5)

A4

Mpy NNaHUPOBAHUM NHOHOTO XMPYPrUYECKOro BMELIATENBCTBA Y NaLmMeHTos ¢ JIAT
BO3MOYHO PAaCCMOTPETL €ro BbINOJIHEHWE B YCIOBUAX IKCNEPTHOTO LeHTpa /T

AN MUHUMM3aUUK nepuonepaumoHHbix puckos. IIbC (YYP C, YO A4 5)

Y naumneHTos c JIAI pekomeHA0BaHO PacCMOTPETb NpoBeaeHne MUHUAANAPOTOMUYECKOTo
AOCTyna Ana npeaynpexaeHua ocnoxkHerui. IIbC (YYP C, YAA, 4)

MpodunakTuka nHpeKuui

[Ona naumenTos c JIAT peKomeHA0BaHO PacCMOTPETb BaKLMHALMIO NMPOTMB BUPYCa rpunna,
NHEBMOKOKKOBOM MHpeKunmn, SARS-CoV-2 gna npeaynpexaeHma NporpeccmMpoBaHmn
3aboneBaHNA Ha GOHe MHTEPKYpPpPEHTHOM MHbekumu. llaC (YYP C, VAL, 5)

MNyrewecrsua

lpoBefeHne oKkcMreHoTepanuu Npu asManepeseTax PeKoOMeHA0BaHO paccMaTpuBaTb
y nayueHTos ¢ /I [1I-IV ¢yHKLuMOHanbHoro Knacca (BO3) npu HanpsasKeHnn Kncnopoaa
B apTepuanbHOi KpoBu < 8 KlMa (60 MM PT. CT.) B NOKOE UAM NPW HACbILLEHUN KPOBU
KMCNopoaom < 92% no AaHHbIM MY/IbCOKCUMETPUM NPU AbIXaHUN aTMOCHEPHbBIM
BO34YyXOM, A1 NpoduUNaKkTUKM ocnoxkHeHui. llaC (YYP C, Y44 5)



NoppepxuBatoLian Tepanus

AHTUKOArynaHTbl U aesarperaHtbl: y naumeHTos ¢ WAL, HAAT, TAT npy npneme NeKapCTBEHHbIX NPenapaToB BO3MOXKHO PacCMOTPETb
Ha3HaYyeHMe opanbHbIX aHTUKOArynsaHToB (ATX aHTUTPOMBOTHUYECKME cpeacTBa) ANa NPOPUNAKTUKM TPOMBOTUYECKMX OC/IOKHEHUN

Y naumeHnTos c JIAT, accoummnpoBaHHol ¢ CT3CT, BO3MOKHO pacCMOTPETb Ha3HaYeHne
AHTUTPOMOBOTUYECKMX CPEACTB B UHAMBUAYANbHOM NOPAAKE NPU HANMYUUN CKAOHHOCTU K TpOMbBOodUAMK

He pekomeHayeTcs pyTUHHOE Ha3Ha4YeHME aHTUTPOMOOTMYECKNX CPEACTB NALMEHTAM
C NoOpTONY/IbMOHaNbHOW runepTeH3unel n JIAT, accoummnpoBaHHoit BUY-nHdekumein

He pekomeHAayeTcA aHTMKOArynsaHTHaA Tepanua aHTaroHncTamm ButammnHa K naupeHTam ¢ JIAT, accoummpoBaHHol ¢ BMNC, npu oTCyTCTBUM APYrUX MOKa3aHUiA

He pekomeHayeTcA HasHayeHMe NPAMbIX MHTMOUTOPOB TPOMOMHA, MPAMBIX MHTIMOUTOPOB daKTopa Xa naLMeHTam
¢ IAT, umetowmm dbmbpunnaumio Nnpeacepanii, B CBA3M C OTCYTCTBMEM MNOATBEPHKAEHWUA UX 9DEKTUBHOCTU

He pekomeHayeTcA Ha3sHaueHWe aHTUArperaHToOB, KPOMe renapuHa, nauneHTam c JIAT npy oTCyTCTBUM

AOMONHUTENbHbIX NOKA3aHMM B CBA3M C OTCYTCTBMEM NOATBEPKAEHUA UX 3GEKTUBHOCTM

AnypeTuKkn: naymeHTam c /Il peKoMeHAYeTca Tepanua «NeTNeBbIMWY AUYPETUKAMM NPU 3a4ePHKKE KUAKOCTU UAN KANHUYECKMX NPOABAEHMAX OTEYHOTO CUHAPOMA
OKcureHoTepanusa: pekomeHAyeTcs NPOBOAUTb OKCUreHoTepanuio nauueHTam c JIAT npu CTOMKOM CHUXXEHMUM NapLumanbHOro A4aBeHns Kucaopoaa

B KpoBM MeHee 8 KlMa (meHee 60 MM PT. CT.) UK NPU HACbILLEHUN KPOBU KMCNOPOAOM < 92% B NOKOE NpU AblXaHUM aTMOCHEPHbIM BO34YXOM

CeppaeyHble IMUKo3uabl U apyrue cepaeyHo-cocyanCTbie NpenapaTtbl: PeKOMeHAYeTCcA Ha3HaYeHne UrokcuHa**
nauneHTam c JIM 4nA KOHTPOJIA YacTOTbl CEPAEYHbIX COKpALLEHN Npy dnbpunnsaunmn npeacepanii

He pekomeHayeTcA HasHayaTb MHIMBUTOPLI AM®P, aHTAaroHNCTbI PeL.EenTOPOB aHIMOTeH3UHa |l, BancapTaH+CakybUTPUA, MHIMBUTOPBI
HaTPUIM3aBMCUMOTO NEPEHOCUMKA FIIOKO3bI 2-T0 TUMa, 6eTa-aapeHob10KaTopbl, UBabpaguH** ans neyeHma naymeHTos ¢ JIAT

AHemuAa n )Kenesop,edmu,muoe COCTOAHMUE: peKoMeHAYETCA NPOBOAUTb KOPPEKLUHNIO p,ed)mu,MTa
Kenesa v fie4eHme aHemmmn y nauunenTos c /Il gna I'IpOd)MﬂaKTMKM nporpeccnpoBaHnA 3abonesaHusn

Mpy OTCYTCTBMM aHEMUM PEKOMEHA0BAHO PAaCCMOTPETb KOppeKumto gedurumTa Kenesa y naumeHTos c JIAT

HP: nsa npodraaKkTUKM KAMHUYECKOrO yXyalleHua y naumeHTos ¢ JIAT npu passutumn pubpunnaumm npeacepanii cneayet pacCMoTpeTb CTpaTermto
KOHTPOAS pUTMA C MpOoBeAeHMEM HapyXKHO SNeKTpUYecKon Kapamosepcun (aedubpunnauma) u nocneayrolium HasHadyeHnem ammoaapoHa™* *
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BepeHne 6epemeHHOCTM Y NAaLUEHTOK
C IerouHoOM rmnepreHsuen (1)

PekomeHayeTca UCKYCCTBEHHOE npepbiBaHue bepemeHHOCTH (abopT) B caydae HacTynaeHns 6epemeHHOCTH

B cnyyae oTKasa oT npepbiBaHMA BepeMeHHOCTN/A0CPOUYHOrO POAOPa3speLlEHNA PEKOMEHAYeTCs
BeAeHMe 6epeMeHHOCTM MNaUMEHTKM MyNbTUAUCLUUNANHAPHOM KOMaHAOW C perynsipHbim
HabnloaeHNemM 1 pogopaspelleHNEM B CMELMANM3UPOBAHHbIX NePUHATaNbHbIX LeHTpax Il ypoBHA

PekomeHayeTca nposeaeHune IxoKl Bo Bpema bepemeHHOCTH
Kaxkable 4—6 Hegenb UK B Cayvae yxygleHUA COCTOAHMA NauneHTru NI

PekomeHAyeTca pacCMOTPETb BO3MOXKHOCTb NPOBEAEHWNS Ype3BEHO3HOM KaTeTepmnsaLmm
cepgua 6epemeHHbIM ¢ JII Npu HAAMYUKM NOKA3aHUIN C AMArHOCTUYECKON LLeNbto

PekomeHayeTca BbiNnonHeHWe YypecnuweBoaHon IXoKl 6epemeHHbIM ¢ JIT
Ana ncknroveHuna BMC npn HegocTaTouHOM MHGOPMATUBHOCTU TPAHCTOPaAKaAbHOM IXOKT

PekomeHAyeTca pacCMOTPETb BO3MOXKHOCTb BbINOJIHEHUA aHIMOrpadum Nero4HoM apTepmumn cenekTMBHOM (aHrMonynbMoHorpadus)
NPV HAaZIMYUN XKMU3HEHHbIX MOKA3aHMM, B TOM YMUCE M NPU NOAO3PEHUM HA OCTPYIO TPOMO0O3IMOOINIO NEroYHOM apTepun

PekomeHayeTca pacCMOTpeTb NpoaoxeHune JIAM-cneunduyeckor Tepanumn Bo Bpema 6epemeHHOCTH
nauyeHTKam, Nosy4aBwnm ee Ao 6epemMeHHOCTH, C 3aMeHOI IEKaPCTBEHHbIX NpenapaTos, 061a4atoLmx
NOTEHUMANbHbIM TEPATOreHHbIM M IMBPUOTOKCMYECKMM AeNCTBUEM, Ha Boslee Be3onacHble

PekomeHAyeTca pacCMOTpeTb HaszHauveHue JIAT-cneunduryeckol Tepanumn Bo Bpems 6epemMeHHOCTM naumMeHTKkam 6e3
NpeALWwecTBYOLWEro 1e4eHUs C Y4ETOM NOTEHLMANbHbIX TEPATOreHHbIX U IMBPUOTOKCMYECKMX 3dDEKTOB NpenapaTos

He pekomeHayeTca HasHayaTb AP3 1 puouuryat** 6epemMeHHbIM UK NAAHMPYIOWMM BepeMEHHOCTb
naumeHTKam c JIAT B CBA3K C TepaTOreHHbIM M SMOPUOTOKCMYECKUM AENCTBMEM NPENAPaTOB

PekomeHayeTca oTMeHUTb BapdapuH** y 6epemeHHbix ¢ JIAT/XTI/T, nonydasBLluMx aHTUKOAryIAHTHYIO Tepanuio
aHTAroHMcTamun BUTaMmnHa K go 6epemeHHOCTH, U3-3a aMbpuro- n petoToKkcnyeckmx apPeKkToB Npenaparta c Ha3HAYEeHMEM
HWU3KOMONEKYNAPHbIX renapnHoB (ATX rpynna renapuvHa) B TepaneBTUYECKUX [03aX B Te4eHMe Bcel bepemeHHOCTH
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BepeHne 6epemeHHOCTM Y NAaLUEHTOK
C Iero4HOMN rmnepreHsuen (2)

PekomeHayeTca NpoAo0/IXKUTb AN HayaTb TEPANUIO HU3KOMONEKYNAPHbIMK renapmMHamm (ATX rpynna renapuHa)
B TepaneBTUYECKUX A03aX B pacyeTe Ha Bec A0 bepeMeHHOCTU U B TedeHne Bcel bepemeHHOCTU bepemeHHbim ¢ XTI/

Y 6epemeHHbIx ¢ JIAl, He NonyYaBLUNX AHTUKOATYAAHTHYO Tepanuio Ao 6epemMeHHOCTN, BOSMOXKHO PacCMOTPEeTb Ha3HaYeHue
HWU3KOMONEKYNAPHbIX renapuHoB (ATX rpynna renapuvHa) B NpoduaakTMYeckux Ao3ax B TeueHne Bcen bepemeHHOCTH

He pekomeHayeTcA HazHaYeHWe aHTUTPOMBOTUYECKMX CPeaCcTB BepeMeHHbIM NaumeHTKam ¢ JIAT
1 XTI/ B CBA3MU C OTCYTCTBUEM AaHHbIX 06 3pPEKTUBHOCTM M HE30MNacCHOCTU 3TUX NpenapaTos

PekomeHayeTca pacCMOTPETL NoAaBAeHMEe NaKTaumu y naumeHTok ¢ JIAT/XTIIT
nocne poaopaspeLlleHna AN CHUKEHUA PUCKa Pa3BUTUA HEBNAronpuATHbIX cObbITUI

PekomeHAayeTca MynbTUANCUMNINHAPHBIA KOHCUANMYM N8 onpeaeneHna naaHa pogopaspeweHna bepemeHHbix ¢ JIAT/ XTIT

B nocnepoaoBom neproge peKoMeHAyeTca NPMMEHEHME OKCMAA a30Ta UM UHTANSALMOHHOIO naonpocra**

POCCHHCKOE
KAPAWOAOTMYECKOE
OBLECTBO
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Anroputm neudenus NIAT (UNAT, HNAT, AT npu npueme neKapcTs/TOKCUMHOB,
pe3nayanbHas JIAT nocne KOpPPEKLUMM NPOCTbIX CUCTEMHO-/1IEroYHbIX WYHTOB, JIAT-3CT)

-

PaHee He ne4yeHHble NauUeHTbl

Mono)XutenbHbiin
BKK B BbicCOKMX go3ax

‘ CtpatnduKkauma pucka yepes 3—4 mec.

4

Huskuim MpomeXKyToUHbIi/BbICOKMIA

AcKanauyma
NAr-cneyunduyeckoit Tepanum

Mpopon:kntb neyeHne
BKK B BbICOKMX p03ax

‘VV

* PekomeHayeTcsA HasHa4YeHne 610KaTOPOB KabLMEBbIX KaHA/N0B —
NPOM3BOAHbIX AurngponmpunanHa nan #amntnasema 240-360 mr B CyTKU
ONA NeYeHunna naumeHToB namonaTnyeckomn, HacneacrtseHHom J1AT, NAT
npu npueme NeKapCTBEHHbIX MPENapaTos NPM HANUYNU NOSIOKUTENIBHOIO
BasopeaKTuBHoro Tecta. IC (YYP C, yOA4 5)

* He pekomeHayeTcs Ha3Ha4yaTb Tepanuio Bepanamuiom™** naunentam c J1AT
B CBA3W C OTpULATEeNbHbIM MHOTPOMNHbIM 3dpdekTom. IIIC (YYP C, YOA4 5)

* He pekomeHayeTcs HasHayaTb 6/10KATOPbI KasbLMEBbIX KAHA/I0B NAaLMEHTaM
C uanonaTuyeckoi, HacneacteeHHom JIAT, IAT npu npneme neKapCTBEHHbIX
npenapaToB Npu OTPULLATENBHOM Ba30PEAKTMBHOM TECTE UIN
HeBO3MOXHOCTM ero nposeaeHus. IIIC (YYP C, Y44 5)

* He pekomeHayeTcs HasHayeHWe 6N10KATOPOB Ka/ibLMEBbIX KAHANO0B AN
JIeYeHMA NaUUEHTOB C accoLMmnpoBaHHbiMmu dopmamm JIAT npu oTcyTCTBUM
NnoKasaHMi K Ha3HauYeHuto 3Toro Kaacca npenapaTos. IC (YYP C, YAA4, 5)

AwnarHos JIAT noaTeepXXAeH B 9KCNEPTHOM LieHTpe

POCCHHCKOE
KAPAWOAOTMYECKOE
OBLECTBO

-

l, OTpuuyaTtenbHblii

* O6wme meponpuatua (Knaccl)
* MopaepxuBatowian tepanusa (Knacc 1)

Ba3opeaKTuBHbIi TecT (nguonatuueckas/

Hacneayemas, acCoLMMpoBaHHas
C NPUeMOoM NeKapCTB U TOKCUHOB J1AT)

PekomeHayeTca Npoao/IKUTb TepPanuio 610KaTopamm KanbLneBsbIxX
KaHa/0B B BbICOKMX A03ax y nauneHtos UJAT, H/IAT, NAT npun npueme
JIEKAPCTBEHHbIX NPEnapaToB NPu AOCTUXKEHUN BIN3KUX K HOPMAJIbHbIM
3HayeHWI nokasaTenei remoanHamukm (cpJ1A < 30 mm pT. CT.

n ICC < 4 epn. Byaa) no gaHHbim YBKC 1 I-11 ©K (BO3). IC (YYP C, YAA4 5)
Y NauNEHTOB C NOJIOXKNTENbHbIM BAa30PEAKTUBHbBIM TECTOM,
nony4yatowmx BKK npu HeaocTuKeHnm 6M3KUX K HOpMaibHbIM
3Ha4yeHWI nokasaTenei remoanHamukm (cpJ1A < 30 mm pT. CT.

n JICC < 4 en. Byaa) no aaHHbim YBKC, coxpaHeHuu llI-IV ®K (BO3)
cnepyeTt paccMOTPETb BOMNPOC O NpoaoaKeHnn neveHna BKK comecTHo
¢ A3P, ctumynsatopom plry, NP3-5, npoctaHoMaamm, arOHUCTOM
peuenTopoBs npocTtaumknuHa. llaC (YYP C, yaA4 5)



ApceHan JIAT-cneuuduyeckux npenapartos B PP
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1. Humbert M et al. N Engl J Med 2004;351:1425-36. 2. Humbert M et al. Circulation 2014;130:2189-2208. 3. Lau EMT et al. Nat Rev Cardiol 2017:14:603-14



NaTb Knaccos JIAl-cneuunduyeckoit w:ggz:g%g:mm
o OBLLECTBO
Tepanuu ¢ 4o0Ka3aHHOU 3P PEeKTUBHOCTbIO

Ctumynaumsa MNlr-peuyentopos 1 aktmeaumna Al

AHanorv npocrauukmHa ANs BOCCTaHOBAeHUA ypoBHA LAM® = npoctaHounabl (MJTOMNPOCT)

MpocTauyuknmH
Ctumynauma IP-peuentopos, aktneauua ALl
Aronucrs! IP-peuentopos ANA BoccTaHoBneHun yposHs LAM® (CEJIEKCUNAT)
Ctumynauma plrl, gna socctaHoBneHUA
CrumynaTope! pril ypoBHs uM® (PUOLIUTYAT)
NO-pry-urmo

NHrnbmnposanume ®/135, noBbllEHUE YPOBHSA
VHrubuTopbl A35 ‘ UrM®-MDA35 (CUNAEHADUN, TABANAGUN)

AHTAroHucTbl

3HaoTennH-1 Bnokaga apdeKktos aHaoTennHa-1 (AIP)

9HAOTE/IMHOBLIX peuenTopos

1. Kuwanon K et al. J Pharmacol Exp Ther 2007;322:1181-8. 2. Mubarak KK. Respir Med 2010. 3. O’Callaghan DS et al. Nat Rev Cardiol 2011;8:526—38.
4. Galié N et al. Eur Heart J 2009;30:2493-537. 5. Ghofrani HA et al. Oral presentation at American College of Chest Physicians (CHEST), Atlanta, USA, 26—31 October 2012



AHTaroHUCTbl 3HAOTE/IMHOBbIX peLenTopos

Bo3eHTaH NoKa3aH ANA NeYeHnA Nero4Hon apTepmanbHON rmnepTeHsnm
[I-1V ®K (BO3) c uenbto ynyylweHma nepeHoCcMmoCcTn GuUsnyeckmnx

Harpy3oK 1 CHUXXEeHMA YacToTbl FOCINTANAN3ALUI NO NPUYNHE YXYALEHUA
NAT y B3pocnbix U getei ctapwe 1 roga — WU/T/Hacnheayemas; NAT,
acCcoUMMPOBaAHHAA C CUCTEMHOM CKNepoaepMUeEn Npu OTCYyTCTBUN
3HAaYMMOro MHTEPCTULMANBHOTO NopaXKeHua nerkux; JIAl, accoummpoBaHHan
C BPOXAEHHbIMW MOPOKamMmM cepaua, B YaCTHOCTU, MPU CUHAPOME
di3eHmeHrepa. EOK IA (YYP C, YOA4 5) ana naumeHTos -l K,

EOK IIbC (YYP C, YOL4, 5) ansa naunentos IV OK

PekomeHayeTca UCcnonb3oBaTb ABOMHOW METOA KOHTpauenuum

Ha ¢oHe npmema 603eHTaHa™* gna npeaynpexaeHns
6epemeHHocTu. EOK IC (YYP C, YO A4 5)

POCCHHCKOE
KAPAMOAOTMYECKOE
OBLWECTBO

*  AM6pU3eHTaH NOKasaH ANA yaydlWeHMA NeEPEeHOCUMMOCTU GU3NYECKOM

HarpysKku n 3amegneHmns NPorpeccupoBaHna KAMHNUYECKUX CUMMTOMOB.
Ona naunenTos lI-1ll ®K — EOK IA (YYP C, yAOA4, 5),
ana naumentos IV ®K — EOK 11bC (YYP C, YAL4 5)

MaunTeHTaH Ha3Ha4YaeTcA B Ka4ecTBe MOHOTEPANMK UM B KOMBUHALMUK
ana pnutenbHoro JIAT y B3pocabix naumeHtos @K 1I-11I(BO3) ana ynyyweHus
dYHKLUMOHANbHOIO CTaTyca M NpeaoTBpPaLLEHMA NPOrPECCUPOBAHNA
3aboneBaHuA (cMepTb, NOTPEBHOCTb B Ha3HaYeHuu B/B nan n/k
NPOCTAaHOMAOB, KAMHMYecKoe yxyaleHue JIAT (ymeHblueHne ANCTaHu MK

B T6EMX, yxyaLleHne KNMHUYECKOM CUMNTOMATUKN, NOTPEBHOCTb

B AononHuTenbHo J1IAr-cneunduyeckon Tepanum).

EOK IB (YYP C, YOLA, 5) ana naunenTos |-l ®K

EOK IIbC (YYP C, YOL4 5) ana naupnenTos IV ®K

_ HauanbHasa go3a PekomeHgyemasn aosa MoTtpe6HOCTb B TUTPOBAHUM

BoseHTaH 62,5 Mr x 2 pasa 125 mr x 2 pasa Ectb
Am6pu3eHTaH 5 mrx 1 pas 10 mrx 1 pas Ectb
MauuTteHTaH 10 mr x 1 pas 10 mrx 1 pas Het

* PekomeHayeTcA exxemecayHoe onpeaeneHme akTMBHOCTU acnapTaTaMMHOTPaHchepasbl U anaHMHAMUHOTPAHChepasbl
B KPOBM Ha GOHEe NpMema aHTaroHUCTOB 3HAO0TENMHOBbLIX pelenTopos. IB (YYP C, y4A4, 5)

* PekomeHayeTcA nccnegoBaHue ypoBHA obliero remornobuHa B Kposu y naumeHTos ¢ JIAT, nonydatowmx ASP. IB (YYP B, YAA 2)
* PekomeHAayeTcA afleKBaTHAA KOHTpaUenuus y Bcex naumeHTokK ¢ JIAT, nonyyatowmx ASP. IB (YYP C, YAA4 5)



KAPAMOAOTMYECKOE
OBLWECTBO

UHrubutopbl pochoamacrepasbl 5-ro Tuna w N

* PekomeHaoBaHO Ha3zHayeHUe cungeHaduna ana yayyweHus * PekomeHA0BaHO Ha3HauYeHMe Taganadpuna gna yaydleHms
NepeHOCUMOCTN PU3MYECKUX HArpy30K U PYHKLUMOHAIbHOIO NepPeHOCUMOCTU GPUINYECKUX HArPy30K U GPYHKUMOHAIbHOTO
cTaTyca naumneHToB c JIAT. cTaTyca nauueHToB c JIAT.

* EOKIA (YYP C, YA4 5) ans naupenTos -l dK * EOKIB (YYP C, YOA4 5) ana naumeHTtos |-l ®K

* EOK IIbC (YYP C, YAA 5) ans naupeHTos IV OK * EOKIIbC (YYP C, YOA4 5) ana naumeHtos IV ®K

CTUMYNATOP PacTBOPUMOIA ryaHUNATLUKANA3DI

* PekomeHaoBaHO Ha3HayYeHMe puounuryatTa** gna ynydweHus * He pekomeHayeTca KOMBUHauuA puounryata** n UGa3-5
NepeHOCUMOCTN PU3MYECKUX Harpy3ok, yaydweHunsa OK (BO3) N3-3a PUCKA Pa3BUTUA CUCTEMHOM FTMNOTOHUM U APYTUX
N NpeaoTBpaLLeHNA nporpeccmpoBaHua J1AT. nobouHbix apdekTos. EOK IIIB (YYP C, yOL4 5)

* EOKIB (YYP B, YOL4 2) ans naupnenTos lI-Ill PK
* EOK IIbC (YYP C, YAA 5) ans naymeHTos IV OK



KAPAMOAOTMYECKOE
OBLWECTBO

AHanoru npocrauukamHa (npocraHouabl) wpoccmkoe

* PekomeHayeTcsi Ha3HaYeHMe MAONPOCTa B UHIANALNOHHOM
dopme ana nedyeHua naumeHToB UJAT, HacneactBeHHom J1AT,
NAT Bcnepgcteue CT3CT, JIAT Ha doHe nprema NeKapCTBEHHbIX
npenapatos c lII-IV ®K (BO3) ans ynydweHma nepeHoCMmMOoCTH
dur3nYeCKMX Harpysok, yny4dweHnuma OK (BO3) u npegoTBpalleHns
nporpeccnpoBaHuns 3aboneBaHmA.

* EOK B (YYP C, YAA 5) ans naymeHTos Il ®K

* EOK IIbC (YYP C, YAA 5) ans nauyeHTos IV OK

I —————————————————————————————————————————————————————————————————————————————————————————————————————————————————————————————————————————————————————————————
AroHUCT peuenTopoB NPOCTALUKINHA

* PekomeHayeTca HazHayeHMe cenekcmnara™*™ B kauectse
MOHOTEpPanun n B KombuHauum ¢ Ud®A3-5 n/mam ASP
nauneHtam c JIAT lI-lll ®K gna npeaynpexgeHus
nporpeccMpoBaHuA 3abonesaHuA.

* EOKIB (YYP C, YAA 5) ana naymeHTos |-l ®K

* EOK IIbC (YYP C, YAA 5) ans naupeHTos IV OK



OBLWECTBO

CrapToBbleé U MaKCMMabHbIe w;ggg:g%?:%mm
po3bl JIAM-cneunduyeckux npenapartos

Mpenapart CraproBasa posa MaKcMmanbHas CyTouHaA A03MPOBKa

bnoKaTtopbl KanbuueBblX KAaHAN0B

#Hnoeannuu™** [12, 15, 16] 30 mr x 2 pasa B AeHb 120-240 mr

#AmnognnuH** [12, 15, 16] 2,5 mr x 1 pa3 B geHb 15 mr

#Onntnasem [12, 15, 16] 60 mr x 3 pasa B AeHb 240-360 mr

AHTaroHuUcTbl peuenTopoB 3HAoTennHa (CO2KX AHTUIrMNepTeH3MBHbIE CPEACTBA A/1A IeYEHUA IETOYHOM apTePUANbHON rTMNepTeEH3NM)
Ambpu3eHTaH** 5 mr x 1 pas B AeHb 10 mr

bo3eHTaH** 62,5 Mr x 2 pasa B AeHb 250 mr

MauuteHTan** 10 mr x 1 pa3 B AeHb 10 mr

MHrbutopbl ®13-5 (GO4BE MNMpenapaTbl AN NeYEHUA IPEKTUIbHON AUCHYHKLMN)

CnngeHadpun 5-10 mr x 2—3 pasa B AeHb 60 mr
Taganadpun 20 mr x 1 pa3 B AeHb 40 mr
Ctumynatop plrl (CO2KX AHTUrMNEepPTEH3UBHbIE CPEACTBA A/1A IEYEHUA /IETOYHOM apTepuanbHOM rMnepTeH3nn)
Puouunryar ** 1 mr x 3 pa3 B geHb 7,5 mr
AHanoru npocrauukanHa — npocraHongbl (BO1AC AHTHArperaHTbl, Kpome renapuHa)

MHranaunmoHHbIN naonpocT 2,5 MKr 6 pas 5 mKr 6-9 pas
AroHuUCT peuenTopoB npocTauukamHa (BO1AC AHTHarperaHTbl, KPOMe renapuHa)

Cenekcmnar** 200 mKr 2 pasa 3200 mKr



PekomeHgauumu No CTapToBOM MOHOTEpPaNuu

Y naupentos UNAT, HAAT, AT npu npneme nekapcTBeHHbIx npenapatos, JIAT Ha ¢oHe CT3CT, pe3mayanbHoi JIAT
nocne KoppeKLMnM NPOCTbIX CUCTEMHO-NEFOYHbIX LWYHTOB HU3KOrO pUCKa 6e3 cepaevyHOo-1ero4Hon KomopobuaHoCTH
pPeKoMeHAyeTca HavyanbHaa moHoTepanua AP, UD3-5, puounryatom™** nnm cenekcunarom™**

Y naumenTos ¢ UNAT/HAAT/ NAT npu npueme nekapcTBeHHbIX npenapatos, JIAT Ha ¢poHe CT3CT, pesmayanbHoii JIAT
nocne KOPPEKLMN NPOCTbIX CUCTEMHO-NEFOYHBIX LWYHTOB 6€3 cepAeyHO-Nero4HON KOMOPOMAHOCTU NPU HA3HAYEHUUN CTAPTOBOM
MOHOTEpPANUn HU3KOro PUCKA CeayeT PacCMOTPETb pelleHme 06 sckanaunm Tepanum yepes 3—4 mecAua NOC/Ae Ha4Yana AevyeHun

Y naupentos UNAT, HNAT, NAT npu npueme neKkapcTBeHHbIX npenapatos, JIAT Ha ¢oHe CT3CT, pe3nayanbHoi JIAT nocne KOppeKuum NpocTbix
CUCTEMHO-/IEFOYHbIX LLUYHTOB NPU CepaevYHO-NEro4HON KOMOPOUAHOCTU CneayeT PpacCMOTPETb NPOBeAeHME HavyanbHOM MoHoTepanumn NPO3-5 nan ASP

Y naunentoB WUAT, HIAT, IAT npu npueme nekapcTBeHHbix npenapaTos, J/IAM-CT3CT, pe3snayanbHoii JIAT nocsie KoppeKLum NpocTbiX CUCTEMHO-
NEroYHbIX WYHTOB C CEPAEYHO-N1Er0YHON KOMOPOUAHOCTHIO, COXPAHAIOLLMX MPOMEXKYTOUYHbIN/BbICOKMIA PUCK Ha poHe moHoTepanuu UPI-5
nnm ASP, BO3MOXKHO pacCMOTpeTb BONPOC O HAa3HaYeHMN A0NOJIHUTEbHbIX NpenapaTos Ana nedenua JIAI B MHAMBUAYANbHOM NopAaKe

Y naumenTos c JIAl, accounmnpoBaHHoi ¢ BUY-uHdpeKkumnen, cnegyeT paccmoTpeTb NPUMEHEHNE HayaibHOM
MOHOTEpanuu ¢ Noc/ieayroLW MM HasHaYeHNEM, MPU HEOBXOANMOCTU, NOC/IeA0BaTeNbHOM KOMOMHNUPOBAHHOWN
Tepanum ¢ y4eTOM COMYTCTBYIOLWMNX 3a601EBAHUN U MEMKIEKAPCTBEHHbIX B3aMMOAENCTBUMN

Y nauneHToB I'IOpTOI'IVJ'IbMOHBJ'IbHOVI rmnepTeH3mel71 cneayet pacCMoTpeTb NpUMeHeHne Ha4YaNbHOWM MOHOTEPanuun C nocnegyrowmm HasHa4eHNeEM,
npu HeO6XO,CI,MMOCTM, nocnep,OBaTeanoﬁ KOM6MHVIpOBaHHO[;1 TEPANUU C y4EeTOM NATOJI0TUN NEYEHU U NOKa3aHUM K TPAHCN/1IAHTaALUN NEeYEHU

Y NauMeHToB C CUHAPOMOM J3eHMEHrepa 418 yAydLeHNs NePeHOCUMOCTN GU3UYECKOW Harpy3Kn pekomeHayeTca npumeHeHne 6o3eHTaHa**

Y B3pocnbix ¢ BMC, BKAOYaA cMHAPOM Ji3eHMeHrepa, cneayeT pacCMOTPETb BOMPOC
0 Ha3Ha4yeHuu apyrmux AP3, UOM13-5, puouuryata**, nnonpocra nnum cenekcunara™**

Y B3pOCAbIX NALMUEHTOB C CUHAPOMOM Ji3eHMEHrepa PEKOMEHA0BaHO PAaCcCMOTPETb BONPOC
0 Ha3Ha4yeHMM NocneaoBaTe/IbHOM KOMBUHNPOBAHHOM TEPANUKU NPU HEAOCTUXKEHUN LIEeNEN NedYeHunn

POCCHHCKOE

KAPAMOAOTMYECKOE

OBLWECTBO

YVYP C,

| A-B van s
YYP C,

|F1e van s
YVYP C,

11aC vaa 5
YYP C,

11bC vaa s
YVYP C,

11aC vaa 3
YYP C,

11aC vana 3
YYP B,

EOK IB van 2
YYP C,

11aC van 3
llaC YYP C,

yAan, 5



KAPAMOAOTMYECKOE
OBLWECTBO

PekomeHaauuu no a¢pdektusHoctu JIAT-cneumdmryecKkoi w
moHoTepanuu (JIAT Tpynna |)

YpoBeHb y6eauTenbHOCTU peKoMeHAaunii/ypoBeHb AOCTOBEPHOCTU A0Ka3aTebCTB

pynnbl npenapaTtos

DK I OK Il OK IV
YYP YYP YYP
EOK EOK EOK

yaa yaa yaa
AHTaroHucTbl Kanbuma *
(ATX bnokaTopbl KanbLMeBbIX KaHanoB) * Ic A3 Ic A3

Ambpun3eHTaH I A Al I A Al llb C C3

AHTAroHUCTbI
peuenTtopoB boseHTaH A Al A Al llb C C3
2HACTENNHA MauyTeHTaH 1B A2 1B A2 lib C C3
NHMBUTOPDI CunpeHadun I A Al I A Al lIb C C3
docpogmacrepasnbl 5-ro TMNa Taganadun I A Al | A Al lIb C C3
CTumynaTope! Puoumryat IB A2 IB A2 lib C 3
ryaHWNaTuMKNa3sbl
ATOHMCTbI peLenTopos Cenekcvnar 1B A2 IB A2 llb C 3

NPOCTaUUK/INHa

* — NpK NONIOXKUTENIbHOM TECTE Ha Ba30peaKTUBHOCTb Y 60nbHbIX WIAT/HAAT, JIAT-n/T — npovn3BoAHble ANTUAPONUPUANHE AN AUNTUA3EM B MAKCMMa/IbHO MEPEHOCUMbIX A03aX



POCCHHCKOE
KAPAWOAOTMYECKOE
OBLECTBO

PekomeHaauum No cTaptoBoit KOMOUMHMPOBAHHOM Tepanuu w

MaumeHtam UNAT/HNAT/NAT npu npueme nekapcTBEHHbIX Npenapartos, pe3unayanbHoi JIAT nocne KoppeKkumnm

N YYPC,

NPOCTbIX CUCTEMHO-NEroYHbIX WyHTOB, JIAM-CT3CT npomMeKyTO4HOro pucka b6es cepaeyHo-1ero4Hon KomopbuaHocTm llaC vaa s

pekomeHayeTca HayanbHasA KoMOMHUpoBaHHaA Tepanua ASP B coyetaHum ¢ UOA3-5 nnum puoymryatom™**

MaupeHtam UNAT/HNAT/NAT npu npveme neKkapcTBEHHbIX NPenapaTtos, pe3uayanbHoi JIAT nocne KoppeKLumm YVP C
NPOCTbIX CUCTEMHO-NEroYHbIX WyHTOB, JIAM-CT3CT NnpomMeKyTO4YHOro pucka 6e3 cepaeyHo-nero4Hom KomopbuagHoctu IIbC vaa é
PEKOMeHAYEeTCA HavyabHaA KOMBMHMPOBaHHAA Tepanua cenekcnunarom™* nam nnonpocrom B coyetaHmm c AP

MaumeHtam UNAT/HNAT/NAT npu npueme NekapcTBEHHbIX NpenapaTtos, pe3nayanbHoi JIAT nocne KoppeKumm NpocTbiX CUCTEMHO- YVP C
NneroyHbix WyHToB, JIAT-CT3CT BblicOKOro pucka (> 20% B roa) 6e3 cepae4yHo-Nero4HoM KoOMopbUAHOCTM peKoMeHayeTcA HavyanbHas IIbC vaa é
KombuHunposaHHas JIAT-cneumduyeckan tepanma UDO3-5/ puouuryatom**, ADP 1 MHranALUMOHHbIM MAONPOCTOM

MNauneHtam UAT/HNAT/NAT npu npueme NekapCTBEHHbIX MpenapaTos, pe3nayanbHon JIAT nocne KoppeKuum NpocTbixX YVP C
CUCTEMHO-NEeroYHbIx WyHToB, JIAM-CT3CT BbICOKOrO pucKa 6e3 cepAevyHO-1ero4HOM KOMOPOUAHOCTU pekoMeHayeTcA IIbC Vp,p,li
HayanbHaA KoMbuHMpoBaHHaA JIAT-cneunduyeckas Tepanma NPO3-5/punoumnryatom**, ASP u cenekcunarom**

-

I'Iocnep,osaTeanaﬂ KOMGMHMpOBaHHaﬂ Tepanua

PekomeHayeTca ocylWecTBAATb 3CKanaymio JIAM-cneundunyeckoi IC YYP C,
Ha OCHOBaHWMW JAHHbIX OLLEHKN PUCKA CMEPTHOCTM M 06LLMnX NeyebHbIx cTpaTernn yan s
PekomeHa0BaHO Ha3HauyeHWe MauuTeHTaHa** naumeHTam c JIAT, He AOCTUTLLUM Lienelt neyeHua B YYP C,
npv HasHadyeHun NOOI-5 nam MHranaLMoHHOro MAONPOCTA, ANA CHUKEHUA pPUCKa 3aboneBaeMoCcTn/CMepTHOCTH yaan s
MaumeHTtam c UNAT, HIAT, NAT BcheacTeme nprvema IeKapCTBEHHbIX NPEnapaToB/TOKCMHOB pekomeHayeTca AobasneHne cenekcunara** B YYPC,
ONA CHUMKEHUA pUCKa 3a60/1eBaeMoCTN/CMEPTHOCTU NPU AOCTUMNKEHUM NPOMENKYTOUYHOrO pMcKa Ha poHe Tepanum NDOO3-5 u/uam AP yaa s
PekomeHz0BaHO Ha3HavyeHune puouuryata™* 6onbHbiM JIAT, HE AOCTUTLLMM LIeNe e4YeHns YYP B,

npw HasHayeHun 6o3eHTaHa**, ana ynyyweHna NnepeHoCMMocCT GU3MYECKOM HarpysKu yanz2



KAPAMOAOTMYECKOE
OBLLECTBO

PekomeHpgauum no nocneaosatesIbHO KOMBOUMHMPOBAHHOW Tepanun wpomcm

Ons ynyyweHns nepeHoCcuMocT GU3NYECKOM Harpy3KM PpeKOMeHI0BaHO PacCMOTPETb A0baBAEHNE UHIANALMOHHOTO MAoNPoCTa K 6o3eHTaHy** l1aB YYP B, yA4 2

[na ynydweHna nepeHocMmocTn GU3MUYECKoM Harpy3kn peKoMeH40BaHO PacCMOTPETb

lIbC YYPC,vaAas
Aob6aBneHne MHraNALMOHHOIO MOMPOCTa K aMbpu3eHTaHy** nan maunteHTaHy** AR

AnAa ynydweHna nepeHocMmoct GU3nYEcKon Harpyskn pekomeHa0BaHO

lIbC YYPC,vaAa 4
paccMmoTpeTb gobaBneHne ambpuseHTaHa** K UDAD-5 unum puounryaty** AR

Ons ynydweHns nepeHoCcUMocTn GU3NYECKOM Harpy3Kkn peKoMeHA0BaHO PacCMOTpeTb AobaBaeHne mayuTeHTaHa** K puoymryaTy™** IIbC YYPC,¥AA5
Ons ynyyweHns nepeHoCcuMocCcTn GU3NYECKMX Harpy3oK PEKOMEHA0BaHO paccMOTpeTb AobaBneHue Taganadumna kK 603eHTaHy** llaC YYP C,yaAas
[ob6aBneHne 6o3eHTaHa** K cunaeHaduny He pekomeHAyeTCs ANA CHUMKEHMA pUCKa 3a60/1eBaemMoCT/CMepTHOCTH B YYPC, yaa 5
HOob6asneHune puoumnryata** Kk UG3-5 He peKoMeHAYyeTCA B CBA3M C PUCKOM HEMXKENaTe ibHbIX ABAEHNM 1B YYPC, yaAas

-
CTpaTEI'VIH nepeknr4yeHuA

* Y nauuyeHTos c JIAT, nonyyatoumx U®A3-5 B KombuHaumm c ASP, * Y naumeHTos c JIAT npun AOCTUMKEHUN HU3KOTO PUCKA Ha PpOHe
NpPU COXPaHEHUM NPOMENKYTOUYHOIO PUCKa CneayeT pacCMoTpeTb KOMOWUHMPOBAHHOM Tepanuu, BKAOYAIOLWEN MHIANALNOHHbIM
3ameHy UD13-5 Ha puouuryar. llaB (YYP B, YOA4 3) MNONPOCT, BO3MOXHO PAaCCMOTPETb NEPEK/OYEHME Ha cenekcmnar
* Y naumneHToB c JIAT, coxpaHAOLWMX BbICOKUIA PUCK HA POHE TPOMHOM B YC/10BMAX 3KcnepTHoro UeHTpa. lIbC (YYP C, YAA4 4)
Tepanuu, Bkntoyvatowen UPL3-5 nam puoumryat**, AP n cenekcmnar**, * [NepeknoyeHne c OA4HOroO NpenapaTa Ha APYyroM B pamKax O4HOro
uenecoobpasHo paccMoTpPeTb BO3MOKHOCTb 3aMeHbI ceniekcmnara™* Knacca JIAT-cneumduyeckor Tepanum UanM Ha NEKAPCTBEHHDIN
Ha MHransumoHHbIn nnonpocr. llaC (YYP C, yA4A4 5) npenapart 4PYyroro Knacca BO3MOXHO PacCMOTPETb NPU Pa3BUTUN

KAMHWYECKN 3HAYMMOTO HexKenatenbHoro apdpeKta U1 HEBO3MOXKHOCTHU
npoaokeHus Tepanuu. lIbC (YYP C, yA 4, 4)



PekomeHaauumn no 3¢ PpeKTUBHOCTU Nocneao0BaTeIbHOM wzggzgg%?ﬁmm
KombuHuposaHHou JIAl-cneundpuuyeckoi tepanuum (JIAT rpynna |)

OBLECTBO
®K 11 BO3 ®K 111 BO3 ®K IV BO3

ISRen EOK yyp EOK yyp EOK PP
yan yaa yan
MauuteHTan™** B pgononHeHune kK UOGA3-5 IB A2 IB A2 llaC B2
Puouuryat** B pononHeHune K 603eHTaHy™* IB A2 IB A2 llaC B2
Cenekcunar**e B pononHexue K AP n/uan UdA3-5 IB A2 IB A2 llaC B2

Mnonpoct** MHranAuMOHHbIN B AonosHeHue K ADP [IbB B3 [IbB B3 lIbC C3
AmbpuseHtaH** B pononHeHue Kk UGA3-5 nnm puouuryaty lIbC C3 [IbC C3 lIbC C3
MauuteHTaH™** B gononHeHune K pyuouuryarty ** lIbC C3 [IbC C3 lIbC C3

Puouuryar ** 8 pononHeHue Kk U®A3-5 1B A2 1B A2 [IB A2




PekomeHaauumn no 3¢ PpeKTUBHOCTU CTapPTOBOIA w;ggzggig?;woe
KombuHuposaHHou JIAl-cneumndpuuyeckoin tepanuum (JIAT rpynna |)

OBLECTBO
®K 11 BO3 ®K 111 BO3 ®K IV BO3

Tepanus YYP YYP YPP
EOK EOK EOK

YOA yon YOA

A9P B couetaHum ¢ UP13-5 nnu puoyuryatom — — l1aC B3 lIbC B3
Puouuryat/UdL3-5 B couetaHuun ¢ AP uam cenekcmnarom — — IbC C3 — —

Noda3-5/pmnouuryat B couetaHum c AP . _ llaC 83 llaC 83
M MHFANALNOHHbIM M1ONPOCTOM




KAPAMOAOTMYECKOE
OBLWECTBO

Xupypruueckoe nedyeHue W

MpeacepaHan cenTtoctomus TpaHcNaHTAUMA NEerKUxX

* PekomeHpyeTca paccMOTPETb BO3MOXKHOCTb WU KOMNJIEKCa «cepaue-nerkue»
npeacepaHon centoctommun naumeHtam c Jl 1V * PekomeHgo0BaHa ABYCTOPOHHAA TPaHCNAaHTaUMA
®K (BO3), yactbimn cuHKONE u/unmn pedpakTepHom Nerkmx UNun TpaHcnaaHTauma nero4Ho-
K MakcumanbHoun J1IAl-cneunduyeckon cepae4yHoro komnaekca naymeHtam c JIAT
Tepanmm NPaBoKenya04KoBOWN CeEPAEYHOM npy HeadPeKTUBHOCTU KOMOBUHNPOBAHHOWM
HeAOCTaTOYHOCTbHO, @ TaKXe NPU HeAOCTYNMHOCTU NNAT-cneumdunyecKkom nekapcTBEHHOM Tepanumn
NNAT-cneunduryeckon Tepanmu. [6, 15, 212, 213]. EOK llaC (YYP C, yAA 5)
EOK llaC (YYP B, YAA4, 2) * PeKOMeHZ0BaHO BKAIOYATb B IMCT OXKUAAHUA

* He pekomeHa0BaHO npoBeaeHne 6anoHHOM ABYCTOPOHHEN TPaAHCNNAHTALUMN NETKUX
aTpPMOCENTOCTOMUM NPU CpeaHEM AaBNEHUU WA TPAHCN/IaHTaUMM Nero4YHO-CePAEYHOro
B NpaBoMm npeacepanm Bbiwe 20 mm pT. CT. Komnsiekca 6onbHbiX JIAT 1 HeonepabenbHoM
n catypaumm kmcnopoaom meHee 90% B nokoe XTI/ ¢ BbICOKMM pUCKOM PaTalbHOro UCXoAaa
B CBA3M C NOBbILWEHHbIM PUCKOM NETA/IbHOIO NPM Ha3HAa4YeHNM TPOMHON KOMOUHUPOBAHHOM
ncxopa [15, 16, 207-211]. EOK HIIC (YYP B, yAA 2) cneumduyeckom Tepanun [6, 15].

EOK IIbC (YYP C, YAA 5)



UHTeHCMBHaAA TepanuA

MaumeHTam JIT c YacTOTOM cepAeUHbIX COKpalleHuit > 110 yaapos/MuH, runotoHnent (cuctonnyeckoe Al < 90 mm pT. cT.),
ONUFOypUEN N NOBbIWEHHbIM YPOBHEM NIaKTaTa PEKOMEHAYETCA PaCCMOTPETb rOCNMUTAIN3ALMIO B OTAE/NIeHNE MHTEHCMBHOW Tepanuu

PeKomeHAyeTcs paccMOTPeTb NpoBeAeHMe KaTeTepm3aumm NOAKAYNYHON N APYTUX LLEHTPA/IbHbIX BEH

y NauMeHTOB ¢ Taxenok JIAT Ana KOHTPOAA LEHTPANbHOrO BEHO3HOIO AaBAEHUs NPU NPoBeAEHUN

NHPY3NOHHOM Tepanumn 1 afeKBaTHOrO A03MPOBAHMA «METNEBbIX» AUYPETUKOB, A5 OLEHKMU caTypaLmm KUCaopoaa
B CMeLUaHHOM BEHO3HOM KPOBM, XapaKTepum3ytollein cepaeyHblit BbIBPOC M OKCUTeHaLUMI0 OpraHoB/TKaHel

PekomeHayeTca pacCMaTpMBaTh CHUMKEHME YPOBHA caTypaL MM NO KUCA0POAY CMeLLIaHHON BEHO3HOM KPOBY,
OZIUTOYPUIO B COYETAHWNK C MOBbILLEHMEM YPOBHSA /laKTaTa Kak NpeauKTopoB HebnaronpmMaTHOro ncxoaa sabonesaHus

PekomeHpyeTcA paccmoTpeTb BO3MOXHOCTb YBKC 4na MOHUTOPMPOBAHUA COCTOAHUA
NaLNEHTOB C TAXKENOM NPaBOXKENYA0HKOBOM CEPAEYHON HEAOCTAaTOYHOCTbIO

PeKkomeHayeTca paccMOTPEeTb BO3MOMKHOCTb HazHauyeHus #a06ytammnHa** 2—10 mKkr/kr/mun, nesocumeHgaHa**
0,05-0,2 MKr/Kr/M1H gns onTMMM3aLMK cepAaedHoro Bbibpoca n Anypesa y NauneHToB ¢ Taxenon /I

PekomeHAayeTcA Ha3HaYeHMe Ba3oNpPeccopoB Yy NAaLMEHTOB C CUCTEMHOM FTMNOTEH3UEN
ANA KoppeKuun remoanHamuyeckumx Hapywenui. IC (YYP C, YAA 5) ana naupeHTos |V K

PeKkomeHZyeTcs pacCMOTPETb BO3MOMKHOCTb HazHauyeHus #HopanuHedppmHa 0,1-0,3 mKr/Kr/MmuH naumeHtam c /Il 4na Koppekumm
CUCTEMHOM FTMNOTEH3UU U HapYLIEHWUI Nepdy3nn }KU3HEHHO BaXKHbIX OPraHOB, pedpPaKTePHbIX K 4PYTMM MHOTPOMHbIM NpenapaTtam

PeKOMeHﬂ,yeTCH paccMoTpeTb BO3MOXHOCTb Ha3Ha4eHNA MHIaIALMOHHOIoO OKCHda a30Ta
MU NA0ONPOCTa ANA YMEHbLLEHUA NOCTHANPY3KMU NpaBoro Xeayaodka y naumeHToB C nr

PeKkomeHA0BaHO PacCMOTPETb BO3MOXHOCTb NPUMEHeHUA BeHo-apTepuanbHo IKMO B KauecTBe BpeMeHHOW Noaaep KKK nepea,
TPaHCNAaHTAUMEN NETKUX UAM NPU OXKMAAEMOM PaspeLleHnn Tpurrepa KAMHnuYeckoro yxyawenua /il y naumeHToB ¢ pedpakTepHon
NPaBOXKEeNYA04YKOBOWN CEPAEYHOM HEAOCTATOYHOCTbIO Ha POHE MAKCMMabHO BO3MOXKHOM JTIAT-cneumduyeckoi Tepanmm

He pekomeHA0BaHO NpMMEHEHNE METOA0B MEXaHUYECKON Noaaep KKK (BeHo-apTepmnanbHas IKMO)
NP HEBO3MOXKHOCTM YCTPaHEeHUA NPUYMHbI AeKkomneHcaunn JIAT Uaun BbINOJHEHMA SKCTPEHHOM TPAHCMIAHTALMM NIETKUX

llaC

llaC

I1aC

llaC

IibB

IibB

IibB

IibB

nc

POCCHHCKOE
KAPAMOAOTMYECKOE
OBLECTBO

YYPC,yaAS

YYP C, VYA, 5

YYPC, yaas

YYP C, ¥Y¥A 5

YYPC, YV 5

YYPC, y¥aas

YYP C, ¥Y¥A 5

YYP C, VYA, 5

YYPC, yaas



POCCHHCKOE

Anroputm neudenus NIAT (UNAT, HNAT, AT npu npueme neKapcTs/TOKCUMHOB, w

pe3nayanbHas JIAT nocne KOpPPEKLUMM NPOCTbIX CUCTEMHO-/1IEroYHbIX WYHTOB, JIAT-3CT) oBlECTB0
PaHee He neYyeHHble NauueHTbl # AwnarHos JIAT noaTeepXXAeH B 9KCNEPTHOM LieHTpe # » 06wue meponpuartua (Knacc )
‘ * MopaepxuBatowan tepanua (Knacc 1)
MonoxurtenbHbin
BKK B BbicOKMX AO3ax Ba3opeaKTuBHbIN TecT (nguonaTtuueckas/
‘ CtpatnduKkauma pucka yepes 3—4 mec. ‘ Hac/eAyemas, accolMMpoBatHasn
. . . C NPUEeMOM N1eKapPCTB U TOKCUHOB J1AT)
Hu3skumn MpomeXKyTouHbI/BbICOKMIA
Mpopon:kntb neyeHne dcKanaums .
BKK B BbICOKMX A03ax NAT-cneuuduueckoii Tepanum OtpuuarenbHbin
MauueHTbl 6€3 cepAeUHO-Nero4Hoit KoMop6uaHOCTU MaumeHTbI ¢ cepAeyHO-Nero4Hol KOMOPGUAHOCTbIO?
Bce KaTteropum pucka
Y ¥ Crpatuduraums pucka s

Huskui MpomeKyTOUHbI BbiCOKUM



Anroputm neudenus NIAT (UNAT, HNAT, AT npu npueme neKapcTs/TOKCUMHOB, W
pe3nayanbHas JIAT nocne KOpPPEKLUMM NPOCTbIX CUCTEMHO-/1IEroYHbIX WYHTOB, JIAT-3CT) oBtlEcT80

) * O6wme meponpuatua (Knaccl)

AwnarHos JIAT noaTeepXXAeH B 9KCNEPTHOM LieHTpe
* MopaepxuBatowian tepanusa (Knacc 1)

$

Ba30peaKTMBHblﬁ TecTt (up,uonamqecxaﬂ/
‘ CtpatnduKkauma pucka yepes 3—4 mec. ‘ Hacneayemas, accoummnposaHHasn

. . C NPUEeMOM N1eKapCTB U TOKCUHOB J1AT)
I'IpOME)KyTOl-IHbIM/BbICOKMM

PaHee He NleyeHHble NauUeHTbI =)

Mono)XutenbHbiin
BKK B BbicCOKMX go3ax

Huskuim
Mpopon:kntb neyeHne dcKanaums
BKK B BbICOKMX A03ax NAT-cneuuduueckoii Tepanum OTpuuatenbHbIn
MaumeHTbI 63 cepaeUHO-Nero4YHoi KOMOp6MAHOCTH MaymeHTL! C CEpACUHO-NIEroYHON KOMOP6MAHOCTbIO?
Bce KaTeropuu pucka
¥ ¥ Crpatuduraums pucka s 2
Hanuuue Tpex n 6onee bakTopoB p1CKa NaToN0rMK NeBbIX
HusKuii "pOME)KyTO‘-IHbIﬁ Bbicokui oTAeNoB cepaua (apTepranbHan rMNepPTOHMA, CaxapHbI
aunabert 2-ro Tmna, UBC, oxnpeHue, dnbpunnauma npeacepamii)
‘ ‘ ‘ WUAWN HaAnYMe NaTonormm nerkux B coyetanmm ¢ DLCO < 45%
H::::::a:o"c"::f:::::;;: CrapToBas ABOiHas CrapToBas TpoiiHas
KOMGUHMP posar : KOMBMHMPOBaHHan Tepanus KOMBMHUPOBaHHasA Tepanus CraproBasa moHotepanua: UPA3-5 nnmn AP
\ 4 \ 4 \
MaumeHTbl, NONy4atoWwme
HabniogeHue u perynapHana oueHKa p1cKa cnemduueckyio Tepanmio Ha6bniopaeHue u perynapHasa oueHKa pUCKa
\ 4 \ 4 \
Huskui NpomeskyTouHbIN Bbicokui Mpu HeabPeKTUBHOCTU Tepanum PaccCMoTPETb
¥ ¥ $ BONPOC O NPOBEAEHWUM aTPUOCENTOCTOMUM

HanpaBneHue

3ameHuTb [o6asutb uHr. Unonpocr
I Ha TX nerkux

06aBUTH
npOAon)KMTb neyeHue ce‘f:‘eKcunar** cunaeHadun nnu 3ameHuTb cenekcunar** Ha unr. Unonpoct** 4
Ha puoumryar** nnn 3ameHuTb cungeHadun Ha puouuryar **



POCCHHCKOE
KAPAWOAOTMYECKOE
OBLECTBO

Anroputm neudenus NIAT (UNAT, HNAT, AT npu npueme neKapcTs/TOKCUMHOB,
pe3nayanbHas JIAT nocne KOpPPEKLUMM NPOCTbIX CUCTEMHO-/1IEroYHbIX WYHTOB, JIAT-3CT)

PaHee He neYyeHHble NauueHTbl [ 2 AwnarHos JIAT noaTeepXXAeH B 9KCNEPTHOM LieHTpe =) * O6wme meponpuatua (Knaccl)
‘ * MopaepxuBatowian tepanusa (Knacc 1)

NonoxutenbHblii
BKK B BbiCOKMX AO3aX Ba3opeaKTuBHbI TecT (nguonatuueckas/
Hacnegyemas, acCouMUpPOBaHHasA

‘ CtpatnduKkauma pucka yepes 3—4 mec. ‘
C NPUEeMOM N1eKapCTB U TOKCUHOB J1AT)

Huskuim Mpome)KyTouHbIi/BbICOKMIA
Mpopon:kntb neyeHne dcKanaums
BKK B BbICOKMX A03ax NAT-cneuuduueckoii Tepanum OTpuuatenbHbIn
MaumeHTbI 63 cepaeUHO-Nero4YHoi KOMOp6MAHOCTH MaymeHTL! C CEpACUHO-NIEroYHON KOMOP6MAHOCTbIO?
Bce KaTeropuu pucka
¥ ¥ Crpatuduraums pucka s 2
H . A . 5 . 1. NepopanbHasa NIAl-cneyndpuyecKas tepanuma
uskum POMEKYTOUHbIN bICOKWH (A3P, NDA3-5, puouuryat, cenekcmnar)
¥ ¥ \ 4 2. PeweHue Bonpoca o6 sackanaumm tepanum
H::::::a:o"c"::f:::::;;: CrapToBas ABoitHas CrapToBas TpoiiHasa yepes 3—4 mec. ANA OLEHKU pe3ynbTaTos JleyeHus
NG A KOMGMHMPOBaHHaﬂ Tepanua KOMGMHMPOBaHHaﬂ Tepanua

3.B cny4dyae BblpaXXeHHbIX HeXKeNnaTe/ibHbIX AB/1IEHUA

A A \ 2 BO3MOXXHa 3aMeHa MNONPOCTa Ha cenekcunar**
MaumeHTbl, NONy4atoWwme
cneuymduryeckylo Tepanuio

P

HabnogeHune n perynsipHan oueHKa pucka

¥ ¥ A 4
HM3KMM npomemwqubIM BbICOK"“ Mpu Head)dJEKTVIBHOCTVI Tepanun pacCMoTpeTb
‘ ‘ ‘ BONpPOC 0 NnpoBegeHNUN aTPMOCeNTOCTOMUN
[o6asuTs 3ameHuTb Do6asuTb uHr. Unonpocrt HanpasneHue

noad-5 1AV 3aMeHUTb ceneKcunar** Ha MHF. unonpocT**3 -

MpopaonKutb neyeHmne
Ha pyoumryaT** wnv 3amennTs UOMA3-5 Ha puouuryat ** Ha Tx nerkmx

cenekcunar**



KAPAMOAOTMYECKOE
OBLECTBO

AunHamuueckoe HabnwgeHne naumeHTos ¢ JIAT w

Yepes 3—-6 mec. nocne Kaxkpgble 6-12 mec. Mpu KAMHUYECKOM
KoppeKuuu tepanuu? Y CTabunbHbIX 60/1bHbIX! YXYALIEeHUn
KnnHunuyeckas oueHka (PK) | I | |
TecT ¢ 6-MUHYTHOM X060 | | | |
AHanu3sbl Kposu (BKA. NT-proBNP)%3 I I I I
SKr I I I I
IxoKr I I I I

OueHKa rasoBoro coctaBa KpoBu
AW NyNbcoKcnmeTpuma’

OnNpOCHMKN ANA OLEHKM KQa4eCcTBa *KU3HU lib lib lib lib
SprocnupomeTpma lib lla lib lib
YBKC | lla lib lla

1. Cpoku HabnoaeHUA A0MKHbI ObITb CKOPPEKTUPOBAHbI B 3aBUCMMOCTUN OT KAMHUYECKON CUTyauum, atnonornmn JIAT, KaTeropmm pucka, ConyTCTByoLel
naTosiornu. 2. OCHoBHble labopaTopHble TECTbI BKAOYAKOT 06LWWMiA aHanM3 Kposu, MHO (y naumMeHTOB, NOyYaoWwmX aHTaroHUCTbl BUTamMuHa K),
BUOXMMMUYECKUIA aHANU3 KPOBM (KpeaTUHWH, HaTpuit, Kanuin, ACT/ANT, 6unnpy6un), BNP/NT-proBNP. 3. lon. nabopatopHble aHanusbl (TTI, TpONOHUH,
MOYeBas KMUC/I0Ta, YPOBEHb ¥Kesesa U T.4.) NPOBOAATCA B 3aBUCMMOCTU OT KIMHUMYECKUX 0COBeHHOCTeW nauneHTa. 4. OLeHKy ra3oBOro coctaBa KpoBu
cnefyeT NPOBOAMTL NPU HaYyaIbHOM OLLEHKeE, 3@ NPW AMHAMUYECKOM HabtoaeHNN Y CTabUbHbIX NALMEHTOB BO3MOXKHA 3aMeHa Ha NY/IbCOKCUMETPUIO



KnnHnueckasa knaccnpukauyua J1Al, accoummpoBaHHOMU
¢ BMC — cuctemHo-neroyHbiMu WHYHTaMM

1. CuHapom d3eHMmeHrepa

BkAtoyaeT Bce 60/blUME UHTPA- U SKCTPaKapAnanbHble AePeKTbl — CUCTEMHO-/1EMOYHbIE LWYHTbI, KOTOpPbIE
NPUBOAAT K 3HaunTeNbHOMy nosbiweHuto JICC n gByHanpaBaeHHOMY UK 06paTHOMY (N1ero4HO-CUCTEMHOMY)
cbpocy KpoBu. MPUCYTCTBYIOT LMaHO3, BTOPUYHbIN 3PUTPOLIUTO3 U NOAMOPraHHbIE HapyLUEeHUA

2. NAT, accounnpoBaHHan ¢ npeobnagaloWwmUMmM CUCTEMHO-/1IEFOYHbIMMU LUYHTaMMU

KoppeKkTupyemble (C NOMOLLbIO XUPYPTrMYECKOro UM YPECKOXKHOIo BMeLIaTeIbCTBa)
HekoppeKTupyembie (BKAtovaeT cpeaHue n 6onblume gedektbl; TCC — OT HE3HAYUTENBHOTO

[10 yMepeHHoro, npeobsiaflaeT CUCTEMHO-NEro4YHOe LYHTUPOBaHMe. LiInaHo3 B NOKoe He XxapaKTepeH)

3. AT ¢ manbimu/ cnyyatHbimu gedektamu (gna B3pocabiX 60/bHbIX)
3HauuTenbHoe P JICC npu Hannumm Hebonblunx aedpektos (AMMKMN < 1 cm v AMMN < 2 cm).
KnnHnyeckaa KaptmnHa ngeHtnyHa UII. Koppekuma BINC npoTnBonoKasaHa

4. AT nocne XMpypruyeckoi KoppeKkumum nopoka

B aTux cnydaax nocne xmpypruyeckoin koppekumm BINC JIAT coxpaHaeTca nocne onepaumun (nepcuctupytowas J1AT)
NN Pa3BUBAETCA Yepe3 HECKONbKO MecsLEeB UAM NeT nocne onepaunm (pesnayanbHas J1AT) npu oTcyTCTBUM
3HA4YMMbIX NOCNEONEPALMOHHDBIX OCTAaTOUYHbIX MOPAXKEHUN UIN BPOXKAEHHbIX AedEKTOB

‘0

POCCHHCKOE
KAPAMOAOTMYECKOE
OBLECTBO



JlerouHana apTepuanbHaa rUNepTeH3ua,
acCcCoLUUPOBAHHAA C BPOXKAEHHbIMM NOPOKamMu cepaua (1)

PekomeHayeTcsa ob6cnenoBaHme naumeHToB ¢ /1T, accoummpoBaHHom ¢ BMNC, no ctaHgapTHOMY
ANArHOCTUYECKOMY anropmutmy naumneHTos ¢ JIM ¢ 06a3aTenbHbIM UCNOb30BaHMEM COBPEMEHHbIX
Bu3yanunsupyowmx metogos (MCKT, MPT) u upe3BeHO3HOM KaTeTepmusauum cepaua

PekomeHAyeTcA Ny/NbCOKCUMETPUA OTAENbHO Ha PyKax M HOrax B NOKoe u npu ¢pu3mMyeckomn Harpyske naumeHtam c JIF npu BMNC

PekomeHayeTca ype3BeHO3HaA KaTteTepmusauma cepgua naumeHtam c JII npu BMNC gna onpegeneHua taxectn J1I, yTouHeHUA
ee reMmoAMHAMMNYECKOro BapuaHTa 1 onpeaeneHma NoKasaHUM K XMPYPrM4eckom KoppekLumn u cneumduryeckon tepanmm

PekomeHAayeTcA NPOBOAMTb OLEHKY reMOANHAMMKK, BKIOYAA OTHOLLIEHWE IEFTOYHOTO0 KPOBOTOKA
K cuctemHomy (Qp/Qs), y naumeHTos ¢ JIF npu BMNC ToAbKO C NOMOLLbIO MPAMOTO UAK HenpaMoro metoaa Puka

He pekomeHayeTcAa npoBeAeHUe TeCTa Ha Ba30PeaKTUBHOCTb Yy B3pocabix nauneHTos ¢ JIAT npu BINC

PekomeHayeTca naumeHTam c JIAT npu BMC m otHoweHnem Qp/Qs > 1,5:1 paguKkanbHaa Xxupypruyeckas /aHA0BacKyAsapHas
Koppekuusa (A16.10.024 3aKkpbiTve aedeKTa neperopoaku cepaua) npu nHaekce JICC < 4 ea. Byaa x m?

PeKomeHZyeTcs pacCMOTPETb BO3MOMKHOCTb PaAuKanbHOW XMPYpPruyeckoi/sHaoBackynapHon KoppeKkunmn (A16.10.024 3akpbiTue aedekTta
neperopoaKu cepala) c coxpaHeHnem GeHecTpaLunmn MexnpeacepaHon neperopoakm y naumeHTtos ¢ JIAT npu BMNC u otHoweHnem Qp/Qs > 1,5:1
npu nHaekce J1ICC 4-8 ea. Byaa x M? MHANBMAYaANbHO B 3aBUCMMOCTM OT APYrMX KNMHUYECKUX U remoamMHaMmmnyeckux nokasartenei. llaC (YYP C, YYA 5)

He pekomeHAayeTca pagmMKanbHas XMpypruyeckan/sHA0BaCKyNspHan KoppeKkuma naumeHTam c JIAT npu BIC
npu uHaekce JICC > 8 ea. Byaa x m?, npu cuHApome dM3eHMeHrepa 1 «Masbix/conyTcTeytowmx aedextax c JIAMN

PekomeHayeTcA pacCMOTPETb BO3MOMKHOCTb Y NMaLMeHTOB ¢ npeTpukycnnganbHbimu BMNC u nngekcom J1ICC > 8 ea. Byaa x m?

KOPOTKUI (HecKoNbKo mecaueB) Kypc JIAT-cneunduyeckomn Tepanum ¢ nocaeayroLlen NoBTOPHOM oueHKon onepabenbHocTn. EOK

He pekomeHayeTca pyTUHHaA ¢ﬂe6OTOMMFI ANnA CHNXeHMA NoBbILUEHHOIO remaTokpuTa y naumeHToB C CUHAPOMOM 31713eHN\eHrepa

nc

nc

POCCHHCKOE
KAPAMOAOTMYECKOE
OBLECTBO

YYP C, VYA, 5

YYP C, ¥Y¥A 5

YYP C, YAA, 5

YYP C, VYA, 5
YYP CB, VA4, 5

YYPC,yaAaAs

YYPC,yaAs

IbC  YYPB,YAA 3

YYP C, VA4, 5



OBLLECTBO

JlerouHas apTepuanbHaa runepTeHsus, w;ggﬁg%%%mm
acCcCoLUUPOBAHHAA C BPOXKAEHHbIMM NOPOKaMu cepaua (2)

PekomeHayeTcA Npm UCNONb30BAHUM BEHO3HOIO A0CTYMNa y NauMeHToB

y . IC YYP C, VA4, 5
C CMHAPOMOM 3M3eHmeHrepa TWaTe/ibHaA I'IpOCI)MfIaKTMKa sambonnmn

PekomeHayetcs Tepanua JIAT-cneunduryeckummn npenapatamm (cm. CNMCOK COKpaLLEeHMI) cneayowmm naumeHTam

¢ npeKkanuanapHon /1M npw BMC: 1) c cuHapomom dii3eHMmeHrepa; 2) ¢ pesuayanbHoi JIAT nocne pagvKanbHoOM
6MBEHTPUKYNspHON KoppeKuun BIC; 3) c JIAT npu manbix/conyTcTaytowmx aedekrax; 4) nocne onepaumm GoHTeHa

M ABYHaNpPaB/EHHOrO KaBOMY/IbMOHA/IbHOrO aHacToMo3a 6e3 fOMNONIHUTEIbHbIX MCTOYHMKOB JIEFOYHOTO KPOBOTOKA

NPW OTCYTCTBUMN AUCOHYHKLIUN CUCTEMHOTO ¥KeNyAo4Ka M NPWU HAaIMYMK NPU3HAKOB IETOMHOM cocyancTon bonesHu (cpeaHui
TPaHCMNY/IbMOHA/bHbINA rPagueHT > 6 Mm pT. CT. U nHaekc JICC > 3 ea. Byaa/m?) n/mnm HeaoCTaTOMHOCTU KPOBOOBpaLLeHNs

I-lla-1lb-B-C YYPC,vaaAs

PekomeHayeTcA HasHayeHWe 6o3eHTaHa** naumMeHTam ¢ CMHAPOMOM DM3eHMeHrepa

N . IB YYP B, ya4 2
ANA ynydwenunsa ¢pusmnyeckoit pabotocnocobHOCTU M reMOAMHAMUYECKMX NOKa3aTene
PekomeHAaytoTcAa ambpuseHTaH™**, maunteHTaH™*, cungeHadun, puounryat**, llaC YYP C,yAA 5
WHTANALMOHHbBIN MNONPOCT U cenekcunar** nauneHtam c npekanuansapHon J1 npu BMC !
PekomeHayeTca KOMOMHUPOBAHHAA (HaYabHaA M NOCNeAOBaTENbHAA) Tepanua
AY P ( A REE llaC YYP B, YA/ 2

NAT-cneumdpmyeckumm npenapatamm naymeHTam c npekanuanapHon JII npm BIC



JlerouHasa apTepuanbHana runepTeH3usn, acCouMmMpoBaHHasn
C CUCTEMHbIMU 3260/1€BaHUAMU COEAUHUTENIbHOMN TKaHU

PekomeHayeTcsa obcnegoBanme nauymeHTos ¢ JII npu CT3CT no cTaHAaPTHOMY AMArHOCTUYECKOMY aAropuTMy naumeHTos ¢ JII
C UCKNtOYEeHUEM Hambonee YacTbix NPUYKMH JIT — NaTonorua Nerknx u/Mnm runokcemms M 3abosieBaHnA IeBbIX OTAEN0B CEPALA

PekomeHayeTca exxerogHbi IXoKIM-cKpuHUHT y naumenToB ¢ CCA npu Hannyumm JIAT-accounMmMpoBaHHOTO
¢deHoTtuna (cuHapom PeliHo 6onee 12 neT, HaAMuMe TeNeaHrMo3KTa3nM, NONOKMUTENbHBIX aHTULLEHTPOMEPHbIX
aHTUTEeN, NOBbILIEHME YPOBHA MOYEBOM KMUCNOTbI > 340 MKMOAb/N, OTCYTCTBME aHTUTEN K TonoM3omepase—1)

PekomeHayeTcA HanpaBAATb CKPMHUPOBAHHbIX NnaumeHToB ¢ CCA n apyrmmum CT3CT co cpenHem
N BbICOKOM BePOATHOCTbIO JIAT no aaHHbIM IXOKI B sKcnepTHbIN ueHTp JIT

PekomeHayeTcsa HabatoaeHne naunenToB ¢ CT3CT m /I, obycnosneHHom U3J1 nnmn 3aboneBaHUAMM NIEBOTO XKeNyaA0UKa,
MHOronpoduabHON rPynnon CneuyanmcToB, BKAKOYAA Bpaya-Kapamoanora, Bpaya-ny/ibMOHO/I0ra, Bpava-peBmartosiora u ap.

PekomeHayeTca NCNoNb30BaTh UCC/IeA0BaHME YPOBHA MOYEBOMN KMCNOTbI B Ka4ecTBe
[AOMONHUTENbHOIO AMAarHOCTUYECKOro M NPOrHOCTUYecKoro mapkepa /1Al y naumeHTos ¢ CCA

PekomeHpyeTca nposeaeHne YBKC Bo Bcex cnyvasax nogospeHua Ha J1AT, accouymmpoBaHHyto ¢ CT3CT

He pekomeHayeTca npoBegeHMe TecTa Ha BazopeakTMBHOCTb Npu YBKC naymeHTam c J1AT, accounmpoBaHHoi ¢ CT3CT

PekomeHaoBaHO y naumneHToB ¢ JI1Al, accoummnpoBaHHoM ¢ CT3CT, NpMMEHATb TOT *Ke arOPUTM NeveHmns, YTo 1 y naumeHTos ¢ UJ1AT

He pekomeHayeTca NCNONb30BaHNUE UMMYHOCYNPECCUBHOM M NPOTUBOBOCNANNTENbHOM Tepanuu ans nedyeruna JIAT y naumnenTos ¢ CCL,

He pekomeHayeTcAa pyTUHHOE Ha3HAYeHWE aHTUTPOMOOTUYECKUX CPEACTB NaLMeEHTaM
¢ NNAT, accoummnpoBaHHom ¢ CT3CT, npu OTCYTCTBUU AONONHUTENbHbIX NOKa3aHUM

PekomeHAayeTcs NPUMEHATb CTPATENMIO OLLEHKM PUCKA C AOCTUXKEHMEM HU3KOTO PUCKA N€Ta/lbHOCTU
B pe3ynbTate JIAl-cneundpumyeckon Tepanmm y nauymeHTtos J1Al, accoummpoBaHHom ¢ CT3CT

KAPAMOAOTMYECKOE

POCCHHCKOE
OBLECTBO

1A

1A

YYPC,yaAs

VYP B, YA/ 3

YYP C, VA4, 5

YYPC,vaas

YYP B, vAA 2

YYP C, VAA 5
YYP C, VAA 5
YYP C, VAA 5
YYP C, YA/ 5

YYP B, vAA 3

YYP C, VA4, 5



MopTonynbmoHanbHaA runepTeH3us

KAPAMOAOTMYECKOE
OBLWECTBO

PekomeHgyeTcA BbINONHATL IXOKI y naymeHTOB ¢ cumnTomamm JII npu Hannymm

v IC YYPC,vOoAa S5
naTo/IOrMKN NeYeHN AU NOPTA/IbHOU TMNEePTEH3UN M Y BCEX KaHAMAATOB Ha TPAHCNAAHTALMIO NeYeHu

PekomeHayeTca NpoBoguTb 06cnenoBaHne NaLMEHTOB, HAXOAALWMXCA B INCTE OXKUAAHMA HA NpoBeaeHme
TPAHCHIOTYIAPHOro BHYTPUNEYEHOYHOro NOPTOCUCTEMHONO WYHTUPOBAHMA UM TPAHCNNAHTALMU NEYEHMN, IB YYP B, yaa 3
ONA UCKNOYEHMA NOPTONY/IbMOHA/IbHOM TMNEPTEH3UM KaK HE3aBMCUMMOTO NPeauKTopa CMEePTHOCTH

PekomeHayeTca HanpaeAATb NALMEHTOB C NOPTONY/IbMOHANbHOW rMNepTeH3nen

IC YYP B, ¥AaA4 3
B 3KCMEepTHbIe LLEeHTPbI, pacnonaratolime onbiTom paboTbl ¢ 3abonesaHnamn nevenn n Jil

Y naymeHTOB C I'IOpTOI'nyIbMOHafIbHOI\/‘l rmnepTeH3mel‘/'| pekomeHAaAyeTCA

IC  YYPC,YAAS5
NPUMEHATb aNAITOPUTM NEeYEHUA J'IAI', YUUTbIBAA TAXKECTb 3aboneBaHUA NeyeHu

He pekomeHayeTca HasHauveHue JIAT-cneundmyeckom Tepanmm NnaumeHTam ¢ NopTaabHOM

rmnepTeH3mer npm nosblweHun cpeaHero /1A n cepgeyvHoro Bbibpoca npn HopmanbHom J1ICC. i YWPC YAA S

MauneHTam ¢ NOpPTONY/IbMOHA/IbHOM TMNEPTEH3MEN peKOMeHAyeTCA HavyanbHaa JIAT-cneumduyeckan
MOHOTepanuA ¢ Aa/lbHENLIUM Ha3HAYeHMEM, NPU HEOBXOAMMOCTH, NocAea0BaTeENIbHOM KOMOUHUPOBAHHOMN llaC YYPC,yaa s
Tepanuu ¢ y4eTOM OCHOBHOTIO 3ab0neBaHUA M NOKA3aHWI K TPAHCMN/IAaHTALMW NeYeHn

PeKOMeHﬂ,yeTCﬂ PacCMOTpPETb BOSMOXKHOCTb TPAHCM/ZIaHTAUUN NeYeHN Y NaULUEHTOB

laC  YYPC,YAAS
C onTuMasibHbIM remoganHamMmn4eCKMM OTBETOM Ha ﬂAr-CI'IeLI,VId)M‘—IeCKle Tepanuto

He pekomeHayeTcs NpOBOAWUTL TPAHCMIAHTAUMIO MEYEeHWN MauMeHTaM C TAXKEN0N NOPTONYAbMOHA/IbHOW rMnepTeH3nemn nc YyypB,yaas3

He pekomeHayeTcA Ha3HavyeHue aHTVITpOM6OTW~IeCKVIX cpeacTts NnauneHTam

o o . il YYPC,Y,
C MOPTONY/NbMOHANbHOM r’MNEPTEH3MNEN MU3-3a PUCKA PA3BUTUA FEMOPPArNYeCcKMX OC/I0XKHEHUI < C, YAAS



JlerouHana apTepuanbHas runepTeHsus, w;igﬁzg%%%mm
o OBLLECTBO
accoummpoBaHHana ¢ BUM-undpekumnen

He pekomeHayeTca BbinonHeHne IxoKl y 6eccMmnTomMHbIX naumMeHToB ¢ BUY-uHdpekumnen nc YYPC,yaAaA5

PekomeHA0BaHO Ha3HaYeHUEe BbICOKOAKTUBHOM aHTUPETPOBMPYCHOM Tepanuu Bcem naumeHTam c JIAM-BUY ana ynydweHmna nporHosa 1A YYPC,yaAas

PekomeHayeTca Ha4yaNbHaa MOHOTepanua nauneHTam c J1ATl, accoummnpoBaHHon ¢ BUY-nHdekunen
C AaNbHENLIMM Ha3HaAYeHMeM, NpM HeobxoaMMocCTH, NnocneaoBaTeIbHOM KOMOUHUPOBAHHOM llaC YYPC,yaAas
Tepanuu C y4eTOM CONYTCTBYHOLWLMX 3a060N1€BAHMUN U MEK/IEKAPCTBEHHbIX B3aUMOAENCTBUM

He pekomeHayeTca pyTMHHOE Ha3HAYeHMe aHTUTPOMBOTUYECKMX CpeacTB nauneHTam c JIAr-BUY nc YYPC,vyaaAs

JleroyHas BeHOOKK/II03MOHHAA 601e3Hb
WU NEerovHbIn KanuanapHbi reMaHrmMomaTos

MaumeHTOB C nogo3peHnem Ha JIBOB/JIKI pekomeHAayeTca B CPOHHOM
o IC YYPC,vOoA5
nopAgKe HanpaBAATb B 3KCNepTHbIN UeHTp JII ana sepndmkaunm guarHo3a

Ona naymenTos JIBOB//IKI pekomeHA0BaHO paccMoTpeTb HasHadyeHue JIAT-cneumduyeckon Tepanmm B UHAUBUAYANbHOM NopsaaKe lIbC VYP C, YAA 5
nog, KOHTPOIEM KAMHUYECKUX CUMNTOMOB W NOKa3aTenen rasoobmeHa, y4nTbiBasA BbICOKUIM PUCK PA3BUTUA OTEKA JTIETKUX !

PekomeHayeTcs HanpasneHue nauneHTos JIBOB//IKT B LeHTP TPpaHCNAAHTONOTUK IC YYP C, VA 5
ONA BKAOYEHMA B INCT OXMAAHNA TPAHCNAHTALUM IETKMX UAU KOMMIEKCA «cepaue-nerkme» ¢



PekomeHaauum No AUarHOCTUKe /IerOMHOU rMnNepTeH3um
BC/1IeACTBME NATO/I0TMM NIEBbIX OTAENO0B cepaua (rpynna Il)

Mepepn NnpoBegeHNEM 0bcneaoBaHUA NPU NOAO3PEHUM Ha Taxenyto JII y Bcex NauMeHTOB C NaToNormnen
NEeBbIX OTAEN0B CepALa PeKoMeHAyeTca ONTMMU3UPOBATb IeYeHNE OCHOBHOTO 3a6o1eBaHMA

PekomeHAyeTca HanpaB/eHWE B SKCMEPTHbIM LEHTP NaLMeHTOB ¢ 3a601eBaHUAMM NEBbLIX OTAE/0B cepala
NPV NOA03PEHNN HA BbIparKeHHYIo npekanuanapHyto /I n/unn mapkepamu gucoyHkumm MK c uenbto goobcnegosaHmn

PekomeHayeTcAa npoBeaeHmne l-I|:)e3BeHO3HOl\/i KaTeTepusaumm cepaua npm nogospeHun Ha JIl y naumeHTos
c 3aboneBaHNAMU 1EBLIX oTAeNoB cepaua npu HEO6XOAMMOCTM onpegeneHua ctpaternm neyeHuma. EOK

MauymenTam c JII Bcheacteue 3aboneBaHUI IEBbIX OTAENO0B cepaua Npu KOMOUHMPOBAHHOM
noct-/npekanunnsapHon JIr u norpaHnyHom A3/1A (13—15 mm pT. CT.) peKOMEeHA0BaHO PaCcCMOTPETb
AOMONIHUTENbHOE TECTUPOBAHME C BOAHOW Harpy3KoM AN UCKAOYEHUS NOCTKANUANSAPHOIO KOMMNOHEHTA

PekomeHayeTcs NpoBeAeHUe Ype3BEHO3HOM KaTeTepmsaumm cepala NaunmeHTam ¢ TAXKEeN0M TPUKYCNUAAIbHOM
peryprutaumeli ¢/6e3 3abonesaHuit NeBbIX OTAEN0B CepALa Nnepes XMPYpPruyeckMm Uamn MHTEPBEHLMOHHbIM IeYeHUEM

He pekomeHayeTcsa Ha3Ha4YeHMe nNpenapaTos, 04006 peHHbIX
ana nedenus J1Al, naymeHTam c JII Bcneacrene Nnatonornm NeBbIX OTAEN0B cepala

PekomeHayeTca UHAUMBUAYANbHbLIA NOAXOA, K N€YEHUIO NaLMEHTOB
c Taxenoi /Il sBcheacTteme 3abonesaHunii nesbix otaenos cepaua (/ICC > 5 ea. Byaa)

PekomeHayeTca TulaTenbHoe HabaoaeHWe 3a nauneHTaMu ¢ Taxkenon /Il Bcheacreue
3abo0neBaHNt NEBLIX OTAELNOB, NOMYYaLWUMKU NpenapaTbl, 0406peHHble Ana nedyerHns JIAT

POCCHHCKOE
KAPAWOAOTMYECKOE
OBLECTBO

IC

IC

IbC

IC

A

IC

IC

YYPA,yaAA1l

YYPC, yaas

YYPC, yaas

YYP B, VA4 3

YYP C, VA4, 5

YYPC,yaas

YYPC, yaas

YYP C, VAL, 4



PekomeHaauum No AUarHOCTUKe /IerOMHOU rMnNepTeH3um
BC/IeACTBUE NATONOrUU Nerkux u/mnu runokcemuum (rpynna )

PekomeHayeTcA ONTMMMU3UPOBATL JledeHUe OCHOBHOIO 3a6OI'IEBaHVIF|, BK/1l0O4aA rMnokcemuio,
HapyweHUnAa AblXaHUA BO BPEMA CHA M/M!’IM a/1bBEONAPHYO TMNOBEHTUNALLUIO, Y BCEX NMAUNEHTOB
¢ 3aboneBaHUAMMU NETKUX nepen nposeaeHnem O6Cl'leﬂ,OBaHVIF| npu Nogo3peHnn Ha taxkenyro J1I

PekomeHayeTcA HanpasaeHWe B 3KCI'IepTHbII71 LEeHTP NauneHToB C 3aboneBaHUAMM
Nerkux npm nogospeHun Ha taxenyto JIl ¢ uenbiro AOO6CI’IE,£I,OBE|HMH

Mpu nogo3peHun Ha JIT y naumMeHToB ¢ 3aboneBaHNEM IETKUX peKoMeHayeTcA BbinonHeHue IxoKl B couetaHum
C ccneaoBaHNEM KUCNOTHO-OCHOBHOIO COCTOAHMSA W ra30B KPOBU, NCCNEA0BAaHNEM HECMPOBOLMPOBAHHbIX AbIXaTe/bHbIX
06BEeMOB 1 MOTOKOB, UccnegoBaHnem ANPPY3MOHHOM CNOCOBHOCTM Nerkunx, AaHHbiMmn KT opraHoB rpyaHOM NOAOCTHU.

PekomeHayeTcsa NpoBeAeHME YPE3BEHO3HOM KaTeTepU3aLmm cepaua npu TaxKenbix 3aboneBaHmAX NErKmX
npu nogo3peHuun Ha JIAT unn XTIJIT, a TaKKe B cayyae TAXKENO0MN NPaBOXKENyA04KOBOMN CepAeYHOM HeAoCTaTOYHOCTH,
npu oTbope KaHAMAATOB HA TPAHCM/IAHTALUMIO IETKMUX U XMPYPTUYECKYO peayKLmio neroyHoro obbema

PekomeHpyeTcAa npoBeaeHmne l-I|:)(’.‘3B€HO3H0171 KaTeTepmusaunnm cepgua naumeHTam C 3aboneBaHUeM Nerkux
M NOoAO03pPEHNEM HA JIETOYHYIO TMNEPTEH3UIO MPU HEO6XO,£I,MMOCTM onpeaeneHna Ctpatermm ne4eHuA.

PekomeHAyeTcAa oNnTMManbHOE ieYeHne OCHOBHOTO 3a60neBaHMA IETKUX, BKIOYAA ANUTENIbHYIO
OKCUreHoTepanuio, y nauneHTos ¢ JII Bcneacteme 3aboi1eBaHUM IEFKUX U XPOHMUYECKOM TMNOKCEMUEN

HasHauyeHue JIAT-cneumndpuryeckmx npenapaToB He peKoMeHAyeTca naumMeHTam ¢ HeTaxenon JII npu 3aboneBaHMAX NErKmx

PekomeHayeTca MHANBUAYANbHOW NOAXOA, K NeYEHUIO MALMEHTOB ¢ Taxenon JII Bcheacteme 3aboneBaHMM Nerkux
PekomeHAayeTcA pacCMOTPETb Ha3HauyeHue cungeHaduna naumeHTam c taxenomn /Il Ha poHe N3/

He pekomeHayeTca HasHavyeHne ambpuseHTaHa**naunenTtam c /Il schegctsmne U1P

He pekomeHayeTcA Ha3HavyeHue pmou,myaTa** nauueHtam c JII npu MAMOI’IaTM‘-IECKOﬁ MHTepCTMLI,MEU'IbHOﬁ NHEBMOHUU

IC

IC

IC

IC

IC

IC

nc
llaC

llaC

1B
1B

POCCHHCKOE

KAPAMOAOTMYECKOE

OBLWECTBO

YYP C, VAL, 5

YYP C, YOA 5

YYPC,yaas

YYP C, VAL, 5

YYPC,vaA 4

YYP C, VAL, 2
YYP C, YAA,5
YYP C, VA4 4
YYP C, VA4 4

YYP B, YA/, 2
YYP B, VA 2



KAPAMOAOTMYECKOE
OBLECTBO

Ot TI/1A k XTI/IT wo

FeHeTUUYecKas NpeApacnoioKeHHOCTb
MpoTpomboTnueckne usmeHeHun

MoBTOpHbIE 3NU30AabI TI/IA

XTI/r

Octpasa TINIA

0,1...9,1% B TeueHve nepsbix 2 neT ‘

MopakeHue AUCTaNIbHOTO COCYAUCTOrO pycaa

1. Delcroix M et al Ann Am Soc 2016. 2. Kramm T et al. Clin Res Cardiol 2018. 3. Simonneau G et al. Ann Am Rev 2017. 4. UK National Audit of Pulm Hypertension, 2017



ANropuTm ANarHOCTUKM XPOHUYECKOM w;ggz:g%gj%mm
o S OBLWECTBO

Tpomb603mb0MUEeCKOU IerOYHOM rTMNEepPTEH3UMU

U XPOHUUYECcKoU Tpomboambonunueckon 6ones3Hu nerkmx

AHamHe3, CMMNTOMaTUKa U NPU3HaKK, ceuaeTenbcrayowme o XTI/IM/XTIBN

TpaHcTopakanbHaa IxoKr Hu3kasa sBepoaTHocTb JIT, HO coxpaHAeTca nogo3peHue Ha XTI/ /XTIB/

Mouck ApyrMx NPUUYMH TaKO CUMNTOMATUKM NaLMeHTa

Het aaHHbIX 3a XTI/IT/XTI6/1

MpomexyrouHasa/
BbICOKaA BepoATHOCTb JII'

*%
Xt 35“
xvant/
uuoie 32

p;a

Het aaHHbIX 32 XTI/IT/XTI6
OueHKa nepdy3um nerkux* MoucKk gpyrux NpUYMH TaKOU CUMNTOMAaTUKMN NaLUEHTa

Kak muHumym 1 cermeHTapHbIii
nnu 2 cybcermeHTapHbIX
pedekrta nepdysnun

KT-nynbmoHorpadms
HanpaBneHue B akcnepTHbI LeHTp NIT YKBC+cenektuBHas
AHrvonynbmoHorpapua™***



ANropuTM neyeHna XPoOHUYECKOM w;ggz:gf\gg:mm
Tpomb603mb0MUEeCKOU IerOYHOM rTMNEepPTEH3UMU

OBLWECTBO

MNauuneHT c BepupuumposaHHoi XTINT

AHTUKOArynaHTHaA Tepanus
Ha HeonpepaeneHHo aonruii cpokK (Knacc )

OueHKa onepabenbHoctu (Knacc 1) ) Her W) | >

OnepabenbHaa popma

§ pa

193 — meTogp, BbI6Opa (Knacc 1)

4

Mepcuctupyrowasn/peunausupytowan Jir ) 1 =mses) MepukameHTO3Has Tepanua (Knaccl)

l Her - l

[lonrocpouyHoe HabnioaeHune
BAIN NA (K |  § 4
B 3KCMepTHOM LieHTpe JIT/XTINT (Knacc 1) l — NA (Knacc) av




OBLLECTBO

PekomeHgaLmm No ANarHocTuKe wiggﬁgigﬁ%mm
NeroyHou runeprteHsum (rpynna V) (1)

PekomeHayeTca nposeaeHue NabopaTopHOro CKPMHUHIA Ha aHTUPOCHONNNUAHBIN CUHAPOM Y NaumeHToB ¢ XTI/ IC YYPC,vOoA5
PekomeHayeTca NpoBeAeHME OUEHKN onepabenbHOCTU MyNbTUAUCUMNIMHAPHOM KOMAHAOM B 3KCNepTHOM ueHTpe JIT IC YYP C, YA 5
ANA BbINONHEHUS IEFTOYHOMN TPOMB3HAAPTEPIKTOMMUM Y BCEX NALMEHTOB C BEPUPULMPOBAHHBIM AnarHo3om XTI/ !
PekomeHayeTcsa NpoBeAeHME Nero4yHOM TPOMOIHAAPTEPIKTOMUM TEXHMYECKM onepabenbHbim nauymeHtTam ¢ XTI/ IB yaa c, yyps
MauneHTam ¢ XTI yepes 3—6 mecAueB NOc/ae IEFOYHON TPOMDO3IHAAPTEPIKTOMMUN PEKOMEHAYETCA IC YYP C, YA 5
npoBeAeHNe KOMMJIEKCHOro o6cief0BaHMA, BKIOYAA NPOBeAEHNE Ype3BEHO3HOM KaTeTepum3auum cepala !
PekomeHAyeTca NOXM3HEHHOe Ha3dHavyeHne aHTUTPOMBOTMYECKUX CPeACTB B TepaneBTUYECKMX A03aX IC YYP C, YA/ 5
BceM naumeHTam ¢ XTI/ ana npodmnakTUKM peunamea BeHO3HbIX TPOMB03IMOBOANYECKNX COObITUIM !
He pekomeHagyeTtca HasHayveHue MNOAK naumeHTam ¢ XTI/l B cBA3M

> o ~ e YYP C, VA4 5
C OTCYTCTBMEM AaHHbIX 06 MX 3pdeKTMBHOCTM N Be3onacHOCTH
PekomeHAyeTcA NOXXU3HEHHDbIN NPUEM aHTUTPOMBOTUYECKNX CPEACTB B BUAE aHTAarOHUCTOB IC VI CYYP5
BuTammnHa K naumneHtam ¢ XTI/ u noaTBepKAEHHbIM aHTUPOCPONNNUAHBIM CUHAPOMOM
Ha3sHaueHue JIAT-cneumnduyeckon Tepannum pekomeHayeTca naumeHTam ¢ HeonepabenbHol/pesnayansHoin XTI IA VYP C, VA 5

4

npu cpAN1A 2 25 mm pT. cT. M JICC 2 3 ea. Byaa B COOTBETCTBUM C AOKa3aTeNbHOM 63301 NO NpUMEHEHUIO NpenapaToB



PekomeHaauun no gUuarHocTuKe
NleroyHoun runeprteHsum (rpynna V) (2)

PekomeHayeTca Ha3zHavyeHue ctumynsaTopa pll, — puouuryata** naymeHtam c HeonepabenbHo/pesnayanbHoOM
XTIMT gna ynydweHma nepeHoCcUMocT GU3NYECKUX Harpy3oK U remogmMHaMmMyYeckux nokasaTtenen

PekomeHA0BaHO paccmoTpeTb BO3MOXKHOCTb off-label npumeHeHuna npenapatos,
oA06peHHbIX ana nedenus JIAT y HeonepabenbHbix 60nbHbIX ¢ XTI

PekomeHA0BaHO pPacCMOTPETb BO3MOXHOCTb KOMBMHUPOBaAHHOM cneundrnyecKon
Tepanuu y nauneHToB ¢ HeonepabenbHo/pesnayanbHon XTI

PeKoMeHA0BAHO PacCMOTPETb BO3MOXKHOCTb BbINOAHEHWA BANNOHHOM aHIMONIACTUKM NETOYHOM apTeEPUN Y NALUEHTOB
c HeonepabenbHoW/pesnayanbHon JIT nocne NeroyHom TPOMBIHAAPTEPIKTOMMUM B SKCMEPTHOM LieHTpe JIT

Mpw BbINOAHEHMUM 3HA0BACKYNAPHOrO IeUYEHMA Y NALMEHTOB C HeonepabenbHo/pe3unayanbHon JIT
nocsie Nero4HOM TPOMB3IHAAPTEPIKTOMUM PEKOMEHAYETCA NO3TaNHOE BMELIATENbCTBO
Ha OrpPaHUYEHHOM YMC/ie BETBEN NIETOYHOM apTePUM AN CHUMKEHMA PUCKA OC/IONKHEHUI

PekomeHAyeTcA pacCMOTPETb BO3MOKHOCTb KOMOUHMPOBAHHOIO NEYEHUS B BUAE COYETAHMUA
AW NOCNEeAO0BATENBHOMO NPUMEHEHMNA BANNOHHOM AaHTMOMNIACTUKM JIETOYHbIX apTepuis
M cneumduryecKkon meamKaMeHTO3HOM Tepanun y NaLMeHToB ¢ HeonepabenbHol/pesnayanbHoit XTI

PekomeHayeTcAa pacCcMOTPETb BO3MOXHOCTb BbIMOJIHEHUA 3HA0BACKYIAPHOIO IeYeHuA
B YCNOBUAX 3KCNEePTHOro ueHTpa /I y TexHu4eckn onepabensHbix nauneHTos ¢ XTI/ B cayyae,
ecn NnpoBeAeHne Nero4yHomn TPoOMbO3HAAPTEPIKTOMMM CONPANKEHO C BbICOKMM NepmronepaLMmoHHOM PUCKOM

PekomeHayeTcA pacCMOTPETb BOSMOXHOCTb BbIMO/IHEHUA IEFOYHON TPOMbB3HAapTEPIKTOMMUM Unun BAI JIA y CMMNTOMHbIX NaLMEHTOB
¢ XT3Bb/1 Ha MHAMBMAYANbHOM OCHOBE C YY4ETOM aHAaTOMMUYECKOTrO NOPAXKEHUA IETOYHOM apTePUM B YCNOBUAX SKCMEPTHOrO ueHTpa JII

PekomeHAyeTcs pacCMOTPETb BO3MOXKHOCTb NpumeHeHusa JIAT-cneundmyeckon Tepanum B TedeHme 2—3 mecsueB y onepabenbHbix
NaLMEHTOB C TAXKE/IbIMW HAPYLIEHUAMWU reMOANHAMMKMN B KayecTBe npeaonepaumoHHON NoAroToBKMU Nepes BbiNOJIHEHUEM /IETOYHOM
TPOMbB3HAAPTEPIKTOMUM, EC/IN NPOBEAEHMNE NETOYHON TPOMBIHAAPTEPIKTOMUM CONPSAMNKEHO C BbICOKMM NEpPUONepaLMoOHHbIM PUCKOM

IIbB

lIbC

I1aC

IbC

llaC

lIbC

POCCHHCKOE
KAPAMOAOTMYECKOE
OBLECTBO

YYP B, YA/ 2

YYP B, vyaA 2

YYP B, VA4 2

YYP C, VA4, 5

YYP C, VOA, 5

YYPC,vaas

YYPC,vOA 4

YYP C, VAL, 5

YYP CYAA, 5



KAPAMOAOTMYECKOE
OBLLECTBO

OpraHn3auma oKasaHUA meguLMHCKOU NOMOLLMU w

MoKasaHuAa gna rocnutanmnsauum

* BepuduKkaums atmonornm n remognHammyeckoro tmna JIr

* BbiNno/siHEHWE Ba3opeaKTMBHOro TecTa (Y nauMeHTOB ¢ Bnepsble BbiaBaeHHOW U/AT, HAAT, JIAT npu npueme nekapcts/TOKCMHOB)
* OnpepneneHne NokalaHUM AnA HadanbHoM ctpaternn JIAr-cneunduyeckomn Tepanum

* OnpepneneHne NOKa3aHUM K TPAHCMNAAHTALUN NEeTKMUX UM KOMNJEKCa «cepaLe-nerkme»

* bepemeHHOCTb U pogopaspeLleHne

* JKCTpaKapAuanbHble XMPYPruyeckmue BMeLLaTebCTBa

* HeaddektnHaa JIAT-cneunduryeckaa Tepanna Ha ambynaTopHOM 3Tane

MoKasaHuA ana SKCTPEHHOM rocnuTannsauum
* OcnoxHeHua NNAT, Tpebytowme MHTEHCUBHOM TEPANUUK:
[leKOMMNeHCMpoBaHHaA npasoxenygoykosana CH ¢ cuctTemHoM runotToHnen u/mnm onurypuen
* OcTtpasa Tpomb60aIMboNMA NeroyHom apTepmm
e JlerouHOe KpOBOTEYEHME
* [eMOAMHAMMYECKM 3HAYMMble HapyLleHnsa puTMa/NpoBOANMOCTH
* Peumamnsupytowme CMHKoNabHble COCTOAHMUSA

MoKa3aHuA K BbINUCKe NauMeHTa U3 CTauuoHapa
* [femogmMHamumnyecKkana ctabuabHOCTb 6€3 MHOTPOMHOW NoAAEPHKKMU
* [epexopn Ha nepopasibHble ANYPETUKN



BbinonHeHue cTaHpapTa 06cneaoBaHuUA

B 3aBMCUMOCTM OT YPOBHA MEeAULMHCKOro yupexXaeHus

HanmeHoBaHMe MeaULIMHCKON ycayru

Pernctpauua snekTpokapgmorpammei

XONTEepOBCKOE MOHUTOPUPOBAHME CEPAEYHOTO PUTMA

MpuuenbHasa peHTreHorpadua opraHoB rPyAHON KNETKK

YNbTpasByKoBOE UCCAeA0BaHNE OPraHOB BPHOLWHOM NOAOCTU (KOMMNIEKCHOE)
IxoKrl

OxoKrl upecnuuieBogHas
KomnbloTepHo-Tomorpaduryeckas aHrmorpadma neroyHbix cocyaos
CumHTUrpadma nerkmx nepdysmoHHas

CumHtUrpadma nerkmx nepPysnoHHasa B COHETAHUMN CO CUMHTUTPAadUEN NErKUX BEHTUIALNOHHOMN
KopoHaporpadusa (npn HanMumMm nokasaHuit)

AHrvorpadus eroyHon apTepum cenekTnsHas (aHrmonysabmoHorpadus)
CTaHaapTHOe nabopaTopHoe obcneaoBaHue

OnpeaeneHue aHTUTen KnaccoB M, G (IgM, I1gG) K BUpycy mmyHoZeduLmTa
yenoseka BMY-1, (Human immunodeficiency virus HIV 1) B KpoBu; onpeaeneHve
aHTUTen K Bupycy renatuta C U noBepXHOCTHOMY aHTUreHy (HBsAg) renmatuta B
NmmyHonormyeckme tectbl

leHeTnyeckoe obcneposaHue

WUccnepoBaHua ypoBHA N-TepMUHaNbHOTO GparmeHTa HaTpuitypeTnyeckoro nponentuaa mosrosoro (NT-proBNP) B Kposu
NccnepoBaHue HECNPOBOLMPOBAHHBIX AblXxaTe/lbHbIX 06 bEMOB M MOTOKOB, UccieaoBaHue auddY3MOHHON CNOCOOHOCTU NErkKnx

MonncomHorpaduryeckoe nccaegoBaHne

BPOHXOCKOMMSA C UUTONOTMYECKUM UCCNEA0BAHMEM NABAMKHOMW KMUAKOCTU
MarHuTHO-pe3oHaHCcHasa Tomorpadpua cepaua U MarucTpasibHbIX COCYA0B
YpesBeHO3Han KaTeTepusauma cepaua

procnupomeTpus

PopopaspelieHue

Xupypruueckme BmellaTeNbCTBa

YposeHb MCT1
MNepBnyHan
MNepBnyHan
MNepBnyHas
MNepBnyHaa

|_|epBVI‘-IHaﬂ/CFIELI,MalWBVIpOBaHHaH

CneumanmsnpoBaHHas
CneunanmsnposBaHHas
CneumannsnpoBaHHas
CneumannsnpoBaHHas
CneumanmsnpoBaHHas
Cneunanu3nposaHHas
MNepBnyHaa

MepBuyHasn/
cneumnann3npoBaHHas

CneumannsnpoBaHHas
CneumanmsnpoBaHHas
CneunanmsnmpoBaHHas
Cneunanm3nposBaHHas
CneumnannsnpoBaHHas
CneumannsnpoBaHHas
CneunanmsnmpoBaHHasn
CneumnannsnposaHHas
CneumannsnpoBaHHas
CneumannsnpoBaHHasa
Cneunanms3nmpoBaHHas

POCCHHCKOE

KAPAMOAOTHMYECKOE

OBLLECTBO

YpoBeHb MeAULMHCKOM OpraHM3aLmm
PervoHanbHbIM

PernoHanbHbIN

PernoHanbHbIN

PervoHanbHbIl

PernoHanbHbIN

PernoHanbHbIN

PernoHanbHbIN
PernoHasibHbIA/3KCNepTHbIA LLeHTP
IKCMNepTHbIN LEeHTP
PernoHanbHbIN
PermoHanbHbIiN/3KCNePTHBIN LEeHTP
PervoHanbHbIM

PervoHanbHbIN

PervoHasnbHbIN
3KCNepTHbIN LEHTP
PervoHanbHbIN
SKCMNepTHbIN LEeHTP
3KCNePTHbIN LEHTP
PervoHanbHbIN/3KCNEPTHbIN LEHTP
JKCNepTHbIA LEeHTP
SKCMNepTHbIN LEHTP
IKCNepTHbIN LLEHTP
IKCNepPTHbIN LEHTP
JKCNepTHbIA LEeHTP



POCCHHCKOE

Kputepuu oueHKM KauecTBa NepBUYHON MeAUKO-CAaHUTAaPHOM NOMOLLMU
B3POC/IbIM NPU Iero4HOM runepteHsum (Kogbl no MKB 10: 127.0, 127.2, 127.8) OBiEcTB0

N n/n |KpuTepum oueHKM KauecTBa

BbinonHeH npuem (0CMOTP, KOHCYNbTaLMA) Bpaya-TepanesTa UM Bpaya-Kapamonora [a/Het
BbinosiHeH 06WuiA (KAMHMYECKNI) aHaNN3 KPOBU Pa3BEPHYTbIN Oa/Het

BbIiNnoNHEH aHaM3 KPOBKU BMOXMMMYECKUI obLeTepaneBTUYECKU (MccnesoBaHWe YypoOBHA MOYEBUHBI B KPOBU
MccnepoBaHWe ypoBHA MOYEBOM KMCNOTbI B KPOBU. MccnefoBaHWe ypoBHA KpeaTUHMHA B KpoBU. MccnepoBaHme

ypOBHSA 06Lero 6enKka B KpoBu. MccneaoBaHue ypoBHA 06LLero 6uanpybuHa B Kposu. MccnegoBaHme YPOBHA MIOKO3bI

B KpOBW. ccnenoBaHMe ypoBHA HaTpMA B KpoBU. MiccnesoBaHWe YpOBHSA Kanus B KPOBW. MccnegoBaHme ypoBHA cBO6OAHOMO
M cBA3aHHOTo bunnpybuHa B KpoBu. OnNpeseneHne akTMBHOCTU acnapTaTammMHOTpPaHchepasbl B Kposu. OnpeaeneHne
aKTUBHOCTU aNlaHMHaMMHOTpaHcdepasbl B Kposu). MccnepgoBaHue ypoBHA C-peakTMBHOIO 6e/ika B CbiIBOPOTKE KPOBH)

Na/Het

BbinonHeH aHanu3 Kposu Ha BUY (onpeaenenune aHTuten knaccos M, G (IgM, 1gG) K Bupycy mmmyHoaebumunTta
yenoseka BMY-1 (Human immunodeficiency virus HIV 1) B KpoBu, onpegeneHune aHTuTen knaccos M, G Na/Het
(IgM, 1gG) Kk BMpYycy nmmyHoaeduumTa Yenoseka BUY-2 (Human immunodeficiency virus HIV 2) B kposu)

BbiNnonHeHa KoMNblOTEPHO-TOMOTpadmryeckas aHrmorpaduma NeroyHbIX Cocya0B

| Ne/n |
N
I
| 6
i

. o a/Het

WM JaHO HanpaB/ieHME B SKCNEPTHbIN LEHTP NErOYHOM rMNepTeH3nn fa/
BbinonHeHa perncrpauma s1eKTpoKapANorpaMmmbl Oa/Het
BbinonHeHa npuuenbHas peHTreHorpadusa opraHoB rpyaHoM KNeTKU Na/Het
BbinonHeHa IxoKr Oa/Het
BbinonHEeHO MccneaoBaHMe HECNPOBOLMPOBAHHDIX AbiXaTeNbHbiX 06bemoB fa/Her
M NOTOKOB MW AAHO HanpaBAeHWe B SKCNEPTHbIM LeHTP Nero4HOM rmnepTeH3nm

10 MaumeHT B3AT Nog, AUcnaHcepHoe HabatogeHue (Npw yCTaHOBNEHHOM AMarHo3e ieroyHas [la/Het

apTepuanbHan rMnepTeHsns n XpoHMYeckasa Tpomboambonmyeckan nero4Han runepTeHsuns)

[laHo HanpaBieHWe B 3KCNEPTHbIN LEHTP IEFrOYHOMN rMNepTeH3nn Oa/Het



POCCHHCKOE
KAPAMOAOTMYECKOE
OBLWECTBO

Kputepum oueHKuU KayectBa cneuymaim3aMpoBaHHO MeauLMHCKOU NOMOLLMU w
B3POC/IbIM NPU 1Iero4Homn runepteHsum (Koabl no MKB 10:127.0, 127.2, 127.8)

N n/n [Kputepuu oueHKu Kauectsa

BbinonHeH npuem (0CMOTP, KOHCYNbTaLMA) Bpada-Kapaunonora Oa/Het
BbinosHeH 06WuiA (KAMHMYECKNI) aHaNN3 KPOBU Pa3BEPHYTbIN Oa/Het

BbINoNHEH aHaNM3 KPOBU BMOXMMMYECKUI 0bLeTepaneBTUYECKUI (Mccnes0BaHNE YPOBHSA MOYEBMHbBI B KpOoBU. MiccnenoBaHune

YPOBHA MOYEBOW KUCNOTbI B KPOBW. ccneaoBaHue YpOBHA KpeaTUHMHA B KpoBK. MiccnepgoBaHue ypoBHA obliero 6enka B KposMu.

WNccnepoBaHme ypoBHs obuiero bunnpybuHa B Kposu. MccnesoBaHue ypoBHSA INHOKO3bl B KPOBU. MccneaoBaHue YpOBHA HATpUA Oa/Het
B KPOBW. MccneaoBaHMe ypOBHA Kaiva B KpoBu. MiccnesoBaHWe ypoBHSA cBOHOAHOIO M CBA3aHHOIO 6uanpybuHa B KpoBMU.

OnpeaeneHne akTMBHOCTM acnapTaTaMMHOTPaHchepasbl B KpoBu. OnpeseneHne akTMBHOCTU afaHMHaMUHOTPaHcdepasbl B KPOBH)

BbinonHeH aHanu3 KpoBu Ha BUY (onpeaeneHune aHTuten knaccos M, G (IgM, 1gG) K Bupycy mmmyHoaedbumunta
yenoseka BNY-1 (Human immunodeficiency virus HIV 1) B KpoBu, onpegeneHune aHTuTen knaccos M, G Na/Het
(IgM, 1gG) Kk BMpYycy nmmyHoaedmumTa Yenoseka BUY-2 (Human immunodeficiency virus HIV 2) B kposu)

BbinosnHeHO UccneaoBaHme ypoBHA N-TepMUHaNbHOTO GparMeHTa HaTpuilypeTMyeckoro nponentuaa mo3srosoro (NT-proBNP) Oa/Het

BbinosHeHa KomnbloTepHaa Tomorpadus opraHoB rpyaHOM NONOCTU C BHYTPUBEHHbIM 60NOCHBIM

KOHTPaCcTUPOBaHMEM (B 3KCMEPTHOM LEHTPE B C/ly4ae, eC/IN He BbIiNONHEHA B aMbyNaTOPHbIX YCNOBUSAX) Sl
. BbinonHeHa perncTpauma aNeKTpoKapaMorpammbl Oa/Het

BbinonHeHa IxoKlr Oa/Het

BbinonHeHO MccneaoBaHMe HECNPOBOLUMPOBAHHBIX AblXaTe/bHbIX 06 bEMOB M NOTOKOB [a/Het

i
T
l
K
B

(B 9KCNEePTHOM LEeHTPE B Caiydae, eCN1N HE BbINMO/IHEHA B aM6ynaTopr|x yCJ'IOBVIﬂX)




Kputepumu oueHKmn KayecTsa cneumaninsmpoBaHHON MeAULIMHCKON NOMOLLM it
KAPAMOAOTMYECKOE

B3POC/IbiM NPU 1IerO4HOM runepteH3um (koapl no MKB 10:127.0, 127.2, 127.8) OBLLIECTEO

N n/n [Kputepuu oueHKu Kauectsa

BbinonHeHa Ype3BeHO3HaA KaTeTepusaLma cepala nauneHTam ¢ NoA03PEHNEM Ha Hanmume
JAT nnn XTI gna noATBEPKAEHUA AMArHO3a M oNpeaeneHna TaKTUKU NeYeHuns, Oa/Het
NpPM HEBO3MOXHOCTM BbINONHEHWUA AAHO HAaMNPaBAEHME B SKCNEPTHbIN LEHTP 414 BbINOJHEHUSA

BbinonHeHa Ype3BeHO3HaA KaTeTepusaLuma cepaua B COMETAHUN C CENIEKTUBHOM aHTMONyIbMOHOrpadpuei
(y 60nbHbIX XpOHMYECKOM TPOMB03IMOONNYECKO NEero4HOMN rTMNepTEH3NEN), NPU HEBO3MOXHOCTH Na/Het
BbINO/IHEHWUSA AAHO HaMNpaB/ieHWE B SKCNEPTHbIN LLEHTP AN BbINOJAHEHUA

MNpoBeaeHa Tepanua 610KaTOPamMm KanbLMEBbIX KAHA/I0B — MNPOM3BOAHbIX AUIrMAPONMPUANHA
unu #anntnasema 4na neveHma NauMeHToB nanonaTnyeckon, HacneacreeHHom J1AT, IAT Oa/Het
npu npueme NeKapcCTBEHHbIX MPENapaTos NPM HANUYNM NOSIOKNTEIbHOIO Ba30PEaKTUBHOIO TecTa

=
22

MpoBeaeHa cneumduyeckas ctapToBas MoHoTepanus y naumeHTos ¢ JIAM-BUY, noptonynbmoHanbHowm JIAT,

o a/Het
npu cMHAPome IM3eHMeHrepa (naymeHTam C BrepBble YCTaHOBEHHbIM ANarHo30Mm) fa/

Y naunenToB UMAT, HNAT, IAT npu npueme nekapcTBeHHbIx npenapatos, JIAl Ha ¢oHe CT3CT,
pe3suayanbHon JIAI nocne KoppeKLMmn NPOCTbIX CUCTEMHO-NEroYHbIX LYHTOB HU3KOTO pUCKa 6e3 cepaevyHo-1ero4Hom Ha/Het
KOMOpbMAHOCTM NpoBeaeHa HavyanbHas MoHoTepanusa AP, UPO3-5, puouuryatom™* nnm cenekcnunarom**

MpoBeaeHa ackanauma JIAM-cneunduyeckoi Tepanmm (Ha OCHOBaHUU AaHHbIX

o a/Het
OLLEHKM PUCKA CMEPTHOCTU NPU OTCYTCTBUN MeAULMHCKUX NPOTMBONOKA3aHMN) fa/
MNpoBeaeHa neroyHan TPOM63IHAAPTEPIKTOMMSA TEXHUYECKN onepabenbHbim [la/Her
naumeHtam ¢ XTIJIT npu OTCYTCTBUM MEANLMHCKUX NPOTUBOMOKa3aHNi)

HasHauyeHa cneunduyeckas Tepanma naymMeHTam ¢ XpOHUYECKOM TPOMB0IMOOINYECKOM Nero4YHOM [a/Her

l'Ml'IepTEH3MEﬁ B C/lydae Heonepa6eanocm (I'IpVI OTCYTCTBMUN MeANLUUNHCKUX I'IpOTVIBOI'IOKaBaHVI[;I)



w o oo CNACHUBO 3A BHUMAHMUE!
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