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KJIUHUYECKHWH MPOTOKO.JI JMATHOCTUKHA U JTEUYEHUSA

JIETOYHASA TMIEPTEH3USA
1. BBOAHASA YACTb:
1.1.Koa(s1) MKb-10:
MKB-10
Koa HasBanue
127.0 [lepBuuHas gerovyHas runepTeH3Us
127.2 [lpyrast BTopu4Hasi JierouHasi TUNIEPTEH3MUs
128.1 |AneBpu3Ma JIETOYHOM apTepuun
128.8  [JIpyrue yrouneHHble 00JI€3HU JETOYHBIX COCYOB
128.9  |bose3Hb 1eroYHbIX COCY0B HEYTOUHEHHAS
I77.6 |ApTepuuT HEYTOUYHEHHBIN
178.0 |HacnenctBeHnHas reMopparnueckas TeIeaHTHIKTa3Us
178.9 |bone3np KanmuiuiIpoB HEYTOYHEHHAS
179.2 [lepudepudeckass aHruomnatus Mnpu OOJE3HIX, KIACCUPHUIIMPOBAHHBIX B
pyrux pyopukax
179.8 |[Ilpyrue mnopaxeHusi apTepuii, apTepuosl W KamWwUISpOB Mpu OOIE3HSX,

KJIACCU(DHUITMPOBAHHBIX B IPYTUX PyOpUKaX

1.2 JIaTa pa3padoTku/mepecMoTpa nporokosa: 2014 r. (mepecmorpero B 2018 1).

1.3. CoxpanieHusi, HCNOJIb3yeMble B POTOKOJIE:

BMPR2 Bone morphogenetic protein receptor 2, peuentop 2 TUa KOCTHOTO
MOP(hOTEHHOTO ITPOTEHHA

BNP brain natriuretic peptide, Mo3roBoii HaTpUitypeTHUECKHUI TCTITH/

CHEST American College of Chest Physicians, amepukaHcKas KOJICTHs
Bpadyeil mo 3a0071€BaHUSIM TPYTHON KICTKU

Cl Cardiac Index, cepaeunslii uaaexc, 1/MUH/M?

CO Cardiac Output, cepaeunslii BEIOpOC, J1/MUH

DPAP Diastolic pulmonary pressure, nuactoMm4eckoe JaBjCHHE B JICTOYHOMN
apTepuH




EIF2AKA4 eukaryotic translation initiation factor 2 alpha Kkinase 4,
AYKaApUOTUYECKUN WHULMUPYIOUIMI TpaHCISIUoo ¢akTop 2 anbda
KHHAa3bl 4

LTx TPAHCIUJIAHTALUS JIETKUX

MPAP Mean pulmonary artery pressure, cpennee /JJIA

NT-proBNP | N-terminal pro brain natriuretic peptide, N-repmunanbHbIil pparMeHT
MO3TOBOr'0 HATPUIypeTUUeCKOro nponetuaa B-tuna

SV Stroke volume, yaapHbIit 00beM, MJI.

NYHA New York Heart Association, HLm—ﬁopKCKaﬂ Acconpanus cep/na

PaO, napiyajbHOE JaBJICHUE KUCIOPO/Ia B ApTEPHAIBHON KPOBU

PAWP JABJICHHUE 3aKJIMHUBAHMS B JIETOYHOM apTEPUHU

PaCO; MaplyalibHOE JTABJIICHHE TUOKCHUA YTIEpOo/ia B apTepUATIbHOU KPOBU

ppm parts per million, gactui okcuia a30Ta HAa MIJIJTHOH B TA30BOM CMECH

PVR Pulmonary Vascular Resistant, nerounoe cocyiuctoe CONpOTHBICHHE

PVRI index Pulmonary Vascular Resistant, nHaekcupoBaHHOE JIEFOYHOE
cocyaucroe conporusienue, WU*m?

SPAP Systolic pulmonary pressure, cucToiM4eckoe TaBICHUE B JICTOYHOM
apTepuun

SVR Systemic Vascular Resistant, cuctemHoe cocyIHCTOE CONPOTHUBIICHHE

Sa0; caTypanus KUCIOPOJAOM apTEPUAIIBHON KPOBHU

ScvO, caTypaius LEHTPaJIbHOW BEHO3HOW KpOBU (KPOBHU TMOJYyUYECHHOW U3
LIBK)

t1/2 BpEMsI OJTYBBIBEICHUS

VA OKMO | BeHo-apTepuanbHas SKCTpakopropagbHas MeMOpaHHasi OKCUTCHAITUS

VE/NCO, BEHTUJISITOPHBINA SKBUBAJICHT 00pa30BaHuUs TUOKCHAA YIIepoia

VO, MOTPeOJICHUE KUCIIOPOIa

WU Wood Units, equauier Byna

ADP AHTArOHUCTHI SHJIOTEIIMHOBBIX PELENTOPOB

BAC OaJIJTIOHHAST aTPUOCENTOCTOMUS

BKK 0JIOKATOPBI KAJIBIIMEBHIX KAHAJIOB

BJIHIIT 6Ji0Kaza JieBoil HOKKM mydka ['uca

BY BUPYC UIMMYHOJI€(DUIINTA YETOBEKa

BOBJI BEHOOKJIFO3MOHHAs! 00JI€3Hb JIETKUX

BO3 Bcemupnas opranuszanus 31paBOOXpaHEHUs

BIIC BPOKJIEHHBIN TTOPOK CepJia

BPT Ba30PEAKTUBHBIN TECT

['JDK rUnepTpoQus JIEBOr0 KeIyI04uKa

[JIII runepTpodus JeBOro Npeacepams

U1 JTAACTOJIMYECKUM TPAIUEHT TABICHUS

JAMOKIT Ne(EKT MEXIKETYT0UKOBOM MEepEeropoiKu

JIMIIII neeKT MEXKIPECEPTHON EPETOPOIAKU

JIIT JAACTOJIMYECKUHN MTyJIbMOHAIBHBIN IPAAUEHT

JUIIT

JTABJICHUE B ITPABOM IMPEACEPIUN




JCII muddy3Has CcHoCOOHOCTH JIETKMUX B OTHOIIEHUH MOHOOKCHZA
yriepozaa

NBC uIieMruueckas 00JIe3Hb JIETKUX

NIIAT uauonaruueckas JIAT

NJ1® WIMOTIATHYCCKHI JISTOYHBIN (GuOpo3

NDJD-5 UHTHOUTOPHI (pochoamdcTepassl moaTHNIA S

KJI®D KOMOWHUPOBaHHBIN JIeTOYHBIN (prbpo3 u ambuzema

KIIOC KaTeTEPU3alMs MPABbIX OTJIEJIOB CEepIla

KT KOMITbIOTEpHAst TOMOTpadus

JIA JIETOYHAsI apTEPHsI

JIAT JIErOYHAs apTepUANIbHAS TUIEPTEH3HS

JIT JIETOYHAs TUIIEPTEH3US

JDK JIEBBIM KEJTYI0UYEK

JIKT JIETOYHBIN KaIlWJUIIPHBIA T€MaHTMOMATO3

JUIAT JIEKapCTBEHHO-UHyIMpoBaHHas JIAT

JIIT JIEBOE TIPEACEpane

JICC JIETOYHOE COCYAMCTOE COMPOTHUBIICHUE

MKb MEXIyHapoaHasl KiaccuuKkaius 001e3Hen

MHO MEKIYHapOJHOE€ HOPMAJIM30BAHHOE OTHOIIICHUE

MIIII MEXIIpEICepAHAs IEPErOPOIKA

MPT MarHUTHO-PE30HaHCHAas ToMorpadus

MCKT MynbTUcinpanbHas KT

HIJIAT HacneacTteeHHas JIAT

HIIB HWKHSIA 110J1as1 BEHA

OAII OTKPBITBI apTEPUAIIbHBIN MPOTOK

OPUT OTJAEJIEHUE peaHMMalMid U UHTCHCUBHOM TEpaIiu

IDK MIPABBIN KETYNOUEK

I1I1 MpaBoe MPEACEPAUE

[TUIT MOPTO-ITyJIbMOHaJIbHAs JII'

CA/l CHCTOJINYECKOE APTEPHUATBLHOE JABJICHUE

C3CT CHUCTEMHBIE 3a00JI€BaHUs COETUHUTEIILHON TKAaH!

COAC CUHPOM OOCTPYKTHBHOTO aITHOD CHA

CPI'1] CTUMYJISITOPBI PACTBOPUMON I'YaHWJIATIMKIIA3bI

ToMX TECT MEeCTUMUHYTHON XOIbOBI

TI1 TpeleTaHnue Npeacepaui

TOJIA TPOMOOIMOOJIHS JIETOUHON apTepun

Y31 YIBTPA3BYKOBOE UCCIICTOBAHUE

OK (GYHKIIMOHATBHBINA KJIacC

OI1 bubpuIsIIUS IpeIcepanit

OP dakTop pucka

XOBbJI XpOHUYECKAst OOCTPYKTUBHAsSI O0JIE3Hb JIETKUX

XTI XpoHuyeckas Tpombosmoosmyeckast JII




LIB/1 LHEHTPAJIbHOE BEHO3HOE JABJIEHHWE, PABHOLCHHO naaBiicHUWio B IIII,
MM.PT.CT.

I[IBK LEHTPAJIbHBIN BEHO3HBIN KATETEP

4yCC 4acTOTa CEPACYHBIX COKpaIEHUI

OKI’ AIIEKTpOKapauorpamma/rpadus

OxoKTI' sxoKapanorpadus

HFpEF Heart Failure with preserved ejection fraction of left ventricle, XCH ¢
COXpaHHOM (ppakiuelt BEIOpOCa JIEBOTO JKeTyI0UKa

HFrEF Heart Failure with reduced ejection fraction of left ventricle, XCH co
CHUKEHHOM (Ppakiuelt BEIOpoca JIEBOro JKeITyJ0UKa

SV Y napHsiii 00beM, MII.

KJIT" KoMOunupoBanHast (mpe- W MOCTKaNMWJUIApHAs) JIErOYHast
TUTIEPTEH3US

1.4 Tlonb3oBaTeH MPOTOKOJA: KapAUOJOTH (B TOM 4YHCIC HHTCPBCHIIMOHHBIC),
KapJMOXUPYPIH, Bpauu 00IeH TPAKTUKH, TEPANIEBThI, PEBMATOJIOTH, ITyJIbMOHOJIOTH.

1.5 Kareropusi naijueHTOB: B3pOCIIbIC.

1.6. lllkayia ypoBHSI JOKA3aTEJIbHOCTH:

A | BBICOKOKaYeCTBEHHBII MeTa-aHalIu3, cucreMarnueckuii 063o0p PKU nnun
kpynHoe PKU ¢ oueHb HU3KOH BEPOSITHOCTBIO (++) CUCTEMATUUYECKOM
OIIMOKH pe3yNbTaThl KOTOPBIX MOTYT OBITh pACIPOCTPAHEHBI HAa
COOTBETCTBYIOIIYIO MOMYJIALMIO.

B | BoicokokayecTBEHHBIH (++) cucTeMaTHYeCKUii 0030p KOTOPTHBIX WU
UCCIICIOBAHUM CITy4aii-KOHTPOJIb I BhicOKOKadecTBeHHOE (++) KOTOPTHOE
WJIY UCCIIEOBAHNUM CIIy4al-KOHTPOJIb C OUEHb HU3KUM PUCKOM
cuctematudeckor ommoku i PKU ¢ HeBbICOKHUM (+) prcKOM
CUCTEMATHUYECKOM OIMOKH, PE3YJIbTaThl KOTOPHIX MOTYT OBIThH
pacrnpoCTpaHEHbl HA COOTBETCTBYIOIIYIO OMYJISIIUIO.

C | KoroptHoe Wi ncciiefOBaHUE CIIy4ali-KOHTPOJIb U KOHTPOJIUPYEMOE
uccienoBanue 0e3 paHJOMHU3aLMU ¢ HEBBICOKUM PUCKOM CHUCTEMAaTHYECKOM
omuoku (+).

Pe3ynbTaThl KOTOPBIX MOTYT OBITH PACHPOCTPAHEHBI HA COOTBETCTBYIOILYIO
nonyssinuio win PKU ¢ oueHb HU3KUM WM HEBBICOKUM PHUCKOM
CUCTEMATUYEeCKOM OMOKHU (++ Wiu +), pe3yJabTaThl KOTOPBIX HE MOTYT OBITh
HEIOCPEJICTBEHHO PACIPOCTPAHEHBI HA COOTBETCTBYIOIYIO MONYJISLIHIO.

D | Onucanue cepun ciiy4aeB WA HEKOHTPOJIUPYEMOE UCCIIEA0BaHUE, UITU
MHEHHUE SKCIIEPTOB.

GPP | Hauny4iiast KnmHU4YecKas MPaKkTUKA.

Taouauua 2. Kitaccol pekoMeHaanmi

\ Kuacc \ Onpenesenue \ DopMYyJHUPOBKA B TEKCTE




Knacc I Ilo naHHBIM KIMHUYECKUX HCCIEI0BaHUHN [Tokazano/pekomMeHyeTCs
W/W 110 0011IeMy MHEHUIO JTaHHBIA METO/T
JISUEHHSI WJIM BMEIIAaTEeIbCTBO II0JIE€3HbBI U

3 PEKTUBHBI
Knacc II | IlpoTuBOpeunBhIC JaHHBIE W/ WU PopMyIMpOBKa 3aBUCUT
PACX0KIE€HUE MHEHHU 110 IIOBOLY OT TMOJIKJIacca a uiu b

10J1b3b1/3()(HEKTUBHOCTH MPEIaraeMoro
METO/Ia JICUCHHSI MJIM BMEIIATEIhCTBA

Kiacc Ila | Imerommecss naHHbIE CBUIETENBCTBYIOT B JloiKHO
10J1b3Y 3(PPEKTUBHOCTH METO/1A JIEUCHUS paccMaTpuBaThCs/CIAENyeT
WJIM BMEIIaTeNIbCTBA paccMaTpuBaTh
Kiace [Tonb3a/3pPeKTUBHOCTH METO/1a JIEUEHUS MoskeT paccMaTpUBaThCS
b WM BMEIATENIbCTBA YCTAHOBJICHBI MEHEE
yOeTUTEIBHO
Kimacc III | Ilo maHHBIM KIMHUYECKUX UCCIIETOBAHUI He pekomennyercs

WM 00IIEMY MHEHHIO METO]I JICUCHHMS WIIN
BMEIIATENIBCTBO OECIIONIE3HbI / HE
3((PEKTUBHBI U B HEKOTOPBIX CIy4asiX MOTYT
OBITH BPEHBI

1.7 Ompenenenne [1-4]: Jlerounass rumepTeH3dsi — 3TO rpymnmna 3a00JicBaHMIA,
XApaKTEPU3YIOIMUXCS  MTPOTrPECCUPYIOIIUM  MOBBIIIEHUEM JIETOYHOI'O  COCYIUCTOTO
CONpOTUBIIEHUS M JaBieHuss B JeroyHod aprepun (AJIA) c pasBuruem
IIPABOXKEITYT0YKOBOW CEpPAEYHOW HEJOCTaTOYHOCTH U MPEKIEBPEMEHHON Tubenu
nanueHToB. JluarHoctuyeckum Kputepuem JserouHod runepteHsuu (JIIN) sBasercs
TIOBBIIIICHUE CPETHETO MaBJICHUs B JierouHou aprepun (MPAP) >20 MMpT.CT. B TIOKOE 110
JAHHBIM MaHOMETPUH, TPOBEACHHON BO BpEMsI KaT€TEPHU3aLMHU MTPABbIX OTAENIOB cepAlla
(KTIOC) [1-5].

JlerouHasi aprepuajbHasi (CHH. NMPeKANWLISIPHASI) TUNEPTEH3Us] —KIMHUYECKOE
COCTOSIHME, XapaKTEepU3ylolleecss HaauuveM mpekanmwusipHod JIIT mpu orcyrcrBumn
IpYruxX OpuUuMH TNoBbiieHUs MPAP, Takux kak 3a00JieBaHUS JIETKUX, XPOHUYECKON
TpoMmOodMOONuu nerouHout aprepuu (TOJIA, XTJI[') u T.1., B TOM 4HCIE PEIKHX
oosnesneit [1].

Jlerounasi BeHo3Hasi (CHH. W30JHPOBAHHAS NOCTKANWLISIDHAS, MaCCHBHAasI)
THNEPTeH3Us — TUNEPTEH3Us, PA3BUBAIOLIASCS BCJICACTBUE ITOBBIIICHHS JIABJICHHUS
HAIlOJIHEHHS JIEBBIX OTIEJIOB CEpAllda, PETPOTPagHOrO IOBBIMICHUS [ABJIECHUS B
KaWUIIPHOM U apTEPUATIEHOM PYCIIE.

KomOunupoBanHas (mpe- U NMOCTKANMJLIAPHan) JerouHas runeprensus (KJII),
pa3BuBaercsd Ha (OHE NACCUBHOM, MOCTKANWIUISAPHOM JIErOYHOM TUIMEPTEH3UU C
MOCJIEYIONIUM MPUCOEANHEHUEM aKTUBHOW Ba30KOHCTPUKIIMM apTEPHUATLHOIO pycia,
BcaeacTBue 3toro, KJIIN - komMOMHAIMKM TeMOJUHAMUYECKUX KPUTEPUEB OOOUX THUIIOB
JIETOYHOM runepTeH3uu. (Tad.2)

1.8 Knaccudukanmusi:



Ta6imna 3. Knuanveckass kiaaccupukanusa JII' (6-it BeceMupHblii cCHMITO3HYyM 110
aerouHoi runeprensun, 2018 1. [1])

1. I'pynna 1 — Jlerounasi aprepuajibHasi THNIEPTEH3MS

1.1 | Ungnonatuueckas (MJIAT)

1.2 | HacnencTBennas

1.3 | UemynmupoBaHHasi preMOM JICKapCTB U TOKCHHOB

1.4 | JIAT accouumnpoBaHHasi C:

1.4.1 | CucteMHBIMH 3200JIEBAHUSIMHU COEIUHUTEIILHON TKAHU

1.4.2 | BUY-undexnuei

1.4.3 | [lopTanpHOI TUIIEPTEH3UEH

1.4.4 | BpoxxieHHBIMU TOPOKaMU cepiia (cM.Ta0.5)

1.4.5 | HTuctocomo3

1.5 | JIAT pecrioHaepoB Ha JJIUTENBHYIO TEPAIUIO 0JIOKATOPAMH KaJIbIIMEBBIX
kaHayoB (BKK)

1.6 | JIAT ¢ aBHBIM BoOBJIedueHHEM Jero4yHbIX BeH/KammuisipoB (BOBJI/JIKT)
1.7 | Croiikas (nepcuctupyromiasi) JII' HOBOPOKIE€HHBIX

2. I'pynna 2 — JII' BeiieacTBHE NATOJIOTHH JICBBIX OT€JI0B cepAua

2.1 | XCH ¢ coxpannori @B JDK (HFpEF)

2.2 | XCH co camxkennoit ®B JIK (HFrEF)

2.3 | Knananuslie mopoku cepia

2.4 | BpoxxaeHHbIe/TpHUOOpEeTeHHBIE KapIMOBACKYIISIPHBIE COCTOSIHHUE
IIPUBOJISIIIME K PA3BUTHIO NOCTKANMWILIIpHON JIT'

3. I'pynna 3 — JII' Bci1eACTBHE NATOJOTHHU JIETKUX W/ WJIH THIIOKCHH

3.1 | XpoHnyeckasi 00CTpYKTUBHAsI 00JIE3Hb JIETKUX

3.2 | UaTepctunmanbHas 00JIe3Hb JISTKAX

3.3 | Apyrue 3a005eBaHus JETKUX CO CMEIIAHHBIM PECTPUKTHBHBIM U
O0OCTPYKTUBHBIM KOMITOHEHTAMHU

3.4 | 'unokcus 6e3 3a007€BaHUN JIETKUX

3.5 | [lopoku pa3BUTHSI JIETKUX

4. I'pynna 4 — Xpounyeckasi TpoM003MO00I1UYeCKAasi JIerOYHASI THIIEPTEH3US U
ApPYrue BUAbI 00CTPYKIMH JICTOYHON apTepuu

4.1 | Xponnueckass noctpoMOoambonnueckas 6ose3sb Jerkux (XTJID)

4.2 | Ipyrue BuIbI OOCTPYKITUH JISTOYHON apTepUH

S5.I'pynna 5 — JIT' ¢ HesiCHBIM W/WJIM MHOKECTBEHHbIMU MEXaHU3MAMU

5.1 | 3aboneBanust KPOBU

5.2 | CucreMHbIe 3a00J1€BaHUS 1 METAOOINICCKHIE PACCTPOMCTRA.

5.3 | lpyrue cocTosiHus

5.4 | KoMmruieKkCcHbIE TTOPOKHU Pa3BUTHS Ceplia

Coxpamenusi: XCH- xponuueckas cepeqHas HEJOCTATOYHOCTh

Tadauna 4. I'emoamHamu4yeckasi KjaacCH(PUKALMS JIerOYHOW rumepreHsuu (¢
n3MeHeHusimu [1,2]).
\ Onpenesienue \ XapakTepucTuka \ KinHn4yeckue rpynmsl |




Jlerounas MPAP. >20 MM Bce rpynmnbt

runepTeHsus (Bce | pr.cr.

T'PYIIIHI)

ApTrepuaiibHas MPAP. >20 mm 1. JTIAT

(npekanwiuiApHas) | pT.CT. 3. JII" BcmeaCTBUE NATOJIOTHH JIETKAX

JIEroYHas PAWP<15 mm 4. XTI

TUIIEPTEH3USA PT.CT. 5. JIT" c HesACHBIMH U/UITU
MHO>KECTBEHHBIMH MEXaHU3MaMU

BeHnosnas DPG<7 mMm pr.cT. 2. JII' BcneacTBue MaTog0ruu JIEBBIX

(M30MpOBaHHAsS u/unu OTJIETIOB Cep/ilia

noctkanuuisipaas) | PVR <3 WU w/unmu | 5. JII" ¢ HesicHbIMU 1/1Uin

JICTOYHaA PAc <2.3 MHO>XE€CTBEHHBIMH MEXaHU3MaMU

TUIEPTEH3US MJI/MM.PT.CT.

Kom6unupoBannas | DPG >7 mMm pt.ct. | 2. JII" BciencTBre naToioruu JIEBbIX

(mocTKanWILIApHAS | W/WIIH OTJZIETIOB Cep/ila

u PVR >3 ex. WU 5. JI" ¢ HeICHBIMU U/UIH

npekanwnisipaas) | PAC > 2.3 MHO>KECTBEHHBIMH MEXaHH3MaMU

JeroyHas MJI/MM.PT.CT.

TUTIEPTCH3US

Cokpawgenusn: DPG— ouacmonuueckuii nynomonanvhsiil epaduenm (DPAP — PAWP), vm.pm.cm.
MPAP. — cpednee oaerenue 6 necounoii apmepuu,
PAWP — dasnenue 3axnunuganus @ iecounot apmepuu, Mm.pm.cm,
JIAI — necounas apmepuanvhas cunepmeHnsus,

JII' — necounasn cunepmen3us,

PVR — nezounoe cocyoucmoe conpomuenenue, (NPAP-PAWP)\CO, WU

WU — eounuywst Byoa.

PAC — komnnaiienc nezounoi apmepuu (SN (SPAP - DPAP)), ma/mm.pm.cm.

Taoauna 5. ®yHKnnoHaJAbHAasA KiaccuGUuKaAnMs JerouHoii runeprensun [3]

Knacc 1

- bonbHble ¢ JII' 63 orpannyeHus Gpu3nueckoi akTUBHOCTH. OObIYHAas
¢dusnyecKkas akTHBHOCTh HE BBI3BIBACT MOSBIICHHUE OJBIIIKH, CTa00CTH,
0011 B TPYAHOM KJIETKE, TOJIOBOKPY>KCHHUSI.

Kimacc 11

- bonbHble ¢ JII', npuBOsAIIEH K HEKOTOPOMY CHHKEHHUIO (PU3UYECKOIN
aKTUBHOCTHU. B mokoe onu onrymarot ceds KoMPpOopTHO, OJHAKO OOBIYHAS
¢uznyeckas akTUBHOCTb COIIPOBOKIAETCS MOSBICHUEM OBIIIKH,
c1a00CTH, 00JIM B TPYJTHOM KJIETKE, TOJTOBOKPYKEHUSI.

Kuacc 111

- 6osbHbIE ¢ JIT', mpuBOsIIEH K BRIPAXKEHHOMY OTPaHUYECHUIO
busndeckoit aktTuBHOCTH. HeGonbImast puznyueckast akTHBHOCTD BBI3BIBAET
MOSIBJICHUE OJIBIIIKH, CJIA00CTH, OOJIM B TPYIHOM KIICTKE,
TOJIOBOKPYIKEHUSI.

Knacc IV

- OosbHbIE ¢ JII" HECIOCOOHBI BBITOIHATH JIFOOYIO (PU3NYECKYIO HArpy3Ky
0€3 BBIIICTIEPEYNCICHHBIX KITMHUYECKUX CUMITOMOB. OJIbIIIKa WK

c1a00CTh MOTYT MPUCYTCTBOBATH AaXKe B MOKOE, AUCKOM(DOPT BO3paACTAET
IIPYU MUHUMAJIbHOU HarpyskKe.

Taoauna 6. Puck-crpatudukaiusi NaiueHToB ¢ JIErOYHOH runeprensuei [3]:




TeCT ¢ puznueckoit

MJI/MUH/KT (>65%

15 mn/mun/kr (35-

Daxmopyl, Huskuit puck <5% | Cpeonuii puck 5- Buvicokuii puck
onpeoenawuue 10% >10%

npozHo3 (nemaibHOCHb

¢ meuenue 1 2ooa) *
Kinanueckue npusHaku | OTCYyTCTBYIOT OTCyTCTBYIOT [TpucyTcTBYIOT
IK HemocrarouHocTH
[IporpeccupoBanue Her Mennennoe beicTpoe
CUMIITOMOB
Cunkore Her Penkue cunkore® [ToBTOpHBIE

CUHKOITE®

®K (BO3) I, 11 Il \Y
ToMX >440 m 165-440 m <165 m
Kapaunonynsmonanshsii | [TukoBoe VO, >15 | [Tukooe VO, 11- | [TukoBoe VO, <11

MJI/MUH/KT (<35%

SvO2 60-65%

Harpy3Kou oT 65% ot oT
MIPOTHO3UPYEMOT0) | IPOTHO3UPYEMOI0) | MPOTHOZUPYEMOTO)
VE/VCO;, VE/VCO;, VE/VCO;,
SKBUBAJICHT 36 SKBUBAJICHT 36- SKBUBAJICHT >45
44.9
KonnenTparus BNP BNP <50 ur/n BNP 50-300 ur/n >300 ur/n
NT-proBNP B mnazme | <300 ur/n 300-1400 ur/n >400 ur/n
KpOBU
Busyanusupyroniue [Tmomans I <18 | ITmomaas T1IT 18- [Tnomans I1I1 >26
metonsl (OxoKT', MPT | cm? 26 cm? cm?
cepaua) [lepukapmuanshsiii | [lepukapaunansroro | [lepukapauanbHbii
BEITIOT BBITIOTA HET WU BEITIOT
OTCYTCTBYET MUHHAMAJTbHBIT
I'emoamHamuka B/ <8 mM pt.cT. | LB/ 8-14 MM B/ >14 mm
Cl >2.5 n/mun/mM? | pr.cr. pT.CT.
SvO2 >65% Cl2.0-24 Cl <2.0 n/mun/m2
J1/MUH/M? SvO2 <60%

Ilpumeuanusn: * - OONBWUHCMBO NPEONIONHCEHHBIX NOKA3AMENeU U 3HAYEHULl OCHOB8AMbI HA MHeHUU dcnepmos. OHu mocym
0agamuv UHGOPMAyUIo 0 NPOSHO3€ U MO2YN UCHOIB306AMbCA NPU BbIOOPE MAKMUKU AeUeHUs, cledyem aKKypamHo RPUMEHAMb
K omoenvHblM nayuenmam. Credyem ommemumsy, 4mo OONbUIUHCIEO OAHHBIX NAPAMEMPOE U3YUeHbL 8 OCHOEHOM Y NAYUEHIMO8
¢ UJIAT u npusedennvie sviute 3nauenus nokasameie He 003ameibHo nooxoosam 0jis écex ocmanvhvlx Gpopm JIAI. Kpome
mMo20, npuMeHeHUe 000OPEHHbIX MemOo008 IeUeHUs U UX 6IUAHUe HA OaHHbIe NOKA3AMeNU Clledyenm YYumvleams npu pacieme
cmenenu pucka, ° — pedkue cunxone npu npo6yscoeHUU T MANCETBIX YUIULECKUX HAZPYIKAX, UTU PEOKUE OPMOCAMUYECKUE
CUHKONe y CMAOUNbHBIX 8 OCMATLHOM NAYUEHMO8; © — NOBMOopAIOWUecs CUHKONe 0ajxce Npu MUHUMATLHOU UlU OObIYHOU
Qusuneckoll akmueHoOCmu.

Coxpawenusn: BO3 — Bcemupnas ocpanusayus 30pasooxpanenus, 1111 — oaenenue 6 npasom npeocepouu, MPT — macnummno-
pesonancuas momoepagpusa, 111 — npasoe npedcepoue, CH — cepoeunviit unoexc, TOMX — mecm wecmumunymnou xo0b0bi,
DK — ppynxyuonanvuwiti mecm, BNP — mosz2060ii nampuitypemuueckuii nenmuo, NT-proBNP — N-mepmunanvueiii ppacmenm
M03206020 Hampuilypemuyeckozo nponemuda B-muna, SVO; — camypayus kuciopodom cmewarnuot genosnou kposu, Oz —
nompebnenue xuciopooa, VEIN CO, —eenmunsmophuiil sxeusaienm oopazo8anus OUOKCUOQ Yerepood

2. METOJBbI, OJIXO/bI U MPOLEAYPBI JMATHOCTHUKH [1-3,5-7]:



2.1 /lnarHocTuyecKkre KpUTEpum:

Kano0bl 1 aHaMHe3!

Heobxoaumo coOupaTh aHaMHe3 00JIE3HU U JKU3HHU Y BCEeX OOJIBHBIX C MOJO03PEHUEM Ha
namuue JII' (1-C) [1-3].

@dakTopbl pUCKAa Pa3BUTUS  JIEKAPCTBEHHOM/TOKCHH-UHIYIIUPOBAHHON  JIETOYHOM
runeprer3un  (JIT-JIAT')) moryr ObITh KiacCH(PUITMPOBAHBI HaA OMNpENCIAEHHBIE U
BO3MOXKHEBIE [1].

OnpenenéHHas CBsA3b MpPHU3HACTCS B CiIy4ae JIOOOMW BCHBINIKKA 3a00JIeBaHMUS,
AMIUAEMHUOJIIOTHYECKUX  CIIy4ail-KOHTPOJIb ~ HUCCJENOBAHMUAX  WIIU KPYITHBIX
MYJIBTUIICHTPOBBIX CEPHSIX

BeposiTHO CBSI3b MPU3HAIOT, ECIH CYIIECTBYET MHOKECTBO CIY4YaeB C 3TUM IIpenapaTom
VI MPENapaToM CO CXOKUM MEXaHU3MOM AeicTBu (Tad. 7).

Tabauua 7. ®akTophl pUCKA MPU NPUMEHEHUH JIEKAPCTB/TOKCHHOB, POJIb KOTOPBIX
W3BECTHA B Pa3BUTHM JIETOYHOM runeprensuu [1].

OmnpenesieHHbIE BeposiTHbIE
e  AMHHOpEKC e Kokaun
o ®dendraopamuH e @OEeHWINPONAHOJIAMUH
o JlexchendmopamuH e L-tpunrodan
e bendmroopexc o AmM{deTaMuHBI
e Tokcuueckoe parcoBoe Macio e 3BepoOoit
e Meram@eTamMuHbI e Uurepdepon a u 3
o Jlazatunut® e AJIKUTUPYIOLIUE ar€HThI
e bo3yrunu6
e [IpoTHBOBUpPYCHBIE MpeNapaThl

IPSIMOTO JICUCTBUS TIPOTUB BHpYycCa
rernatuta C

o Jledbmynomun

o UWunupyOun ( TpaBa u3 Kuras

Qing-Dai)

B cemeitHoM aHamHe3e, ¢ yUeTOM pUCKa Hamnuus HacieacTBeHHoU JIAD, HeoOxomaumo
UCKJTFOUUTh HAIMYHE KIIMHUYECKO# cumntomatuku JIAT y poacrBeHHUKOB O0sBHOTO, (1-
C) [3].

Baxxen cnenududeckuii cOop aHaMHE3a B CITydae MoI03pEHUs Ha TpPOMOO03 TIIyOOKHUX BEH,
TOJIA, xak TPUYUHBI PA3BUTHUSI XPOHUYECKOH MOCTPOMOOIMOOINYECKON JIETOUHOMN
runieprensuu (XTIID).

3anepkka (pU3NUECKOro pa3BUTHS, CHUKEHHSI TOJIEPAHTHOCTH K (PU3MUECKON HArpy3Ke ¢
JIETCTBA U B MOJIOJIOCTH, YaCThl€ PECIIMPATOPHbIE 3a00€BaHMs BBI3BIBAIOT MOJI03PEHHE
Ha JII' acconuupoBaHHylO C BPOXXKJICHHBIMU IOPOKaMH Pa3BUTHs CepALa WIH
OpOHX0JIETOYHOUN CUCTEMBI.



[IpodeccuoHaibHbIi KOHTAKT C TOKCHYECKMM BEIIECTBAMH, 3J0yHNOTpeOsIeHHe
aJIKOT0JIEM, XPOHUUECKUE BUPYCHBIE IeNaTUThI, HarOosiee BEepOsITHAST TPUYMHA Pa3BUTHUSA
NOPTO-NYJbMOHAIBHOM THUNEPTEH3UU WM NPUOOPETEHHON BEHO-OKKIIO3MOHHOMN
OOJIC3HU JIETKUX.

He6rot JII' y s)keHIIMH B MOJIOJIOM Bo3pacTe, HauOoJsiee TunudeH it JIAL', B yvacTHOCTH
JUIS. AINONATUYECKOM JIETOYHOM TUIIEPTECH3UM:

He6rot JII" B 3pesioM, MOXKUIIOM U CTAPYECKOM BO3pacTe, y MY>KUMH U )KCHIIUH, Ooiee
xapakteper s apyrux (opm JIIT (3aboneBanue neBbIx oTAenoB cepama, X TJIT,
3a00J1€BaHUSI COEAMHUTEIBLHON TKaHM), HEXeN uanonatuyeckoi JII'.

Coueranus JII' ¢ aprepuanbHOil runepreH3ueil, coxpanHod ®B JIK, BwlpaxeHHOH
runeprpopuein  muokapna JIDK, HeOonbmoi mnonocteio JDK, nmacronnueckoi
muchynakauent JOK 3-4 tuna, sanbonee Bepostao ais JII' Ha hpone HFpEF.

Bce knuandeckue cumntomsl JII', BBISBIIIEMbIE TTPU PACCTIPOCE U OCMOTpPE OOJIBHBIX, HE
SIBJISIFOTCS TATOTHOMOHUYHBIMH, YTO YaCTO 3aTPYIHSACT PAHHIOK TUarHoctuky [1-3].
Kimandeckasi KapTuHa Onpeneisercs CleyolUM CHHAPOMAMU;

e Huskoro cepjieqyHoro BoIOpOca U IUPKYJISIPHON TMIIOKCEMHUH:  OJBIIIKA, CIa00CTh,
NOBBIIICHHAs YTOMJIIEMOCTb, ©OOJM B OO0JacTH cepaua, TOJOBOKPYXEHUS H
CHUHKOMabHbIE cocTosiHUA. Ha HawansHOM »Tane JII' MoxeT npoTekaTh 0€CCUMITOMHO.
Oppimika npu GU3NYECKUX HArpy3Kax sBIsETCS HanboJee 4acThiM CUMIITOMOM J1e0r0Ta
3abosieBanus [6,7].

e [Ipu3Haku NpaBOXKETyIOYKOBOM CEpAEYHONM HEIOCTATOUYHOCTH: MNepudepuyeckue
OTEKH, F€MaTOMEraus, acliuT.

e Kowmnpeccuss quiasiTHpOBAaHHOMW JIETOYHBIM CTBOJIOM WMJIA €r0 BETBAMM MPUIICKAIIUX
CTPYKTYp:

— OCHIUIOCTb I'0JIOCA, BCIEACTBUE CAABIEHNS BO3BPATHOTO TOPTAHHOTO HEPBA:!

— OOCTPpYKTMBHOMY CHHIPOMY BCJIEACTBUE KOMIPECCUU OPOHXOB (MOMKET
OBITh OJTHOCTOPOHHHM):

—  CTCHOKapAued HampshKEHUs U TOKOs (BO3MOXKHA aTUIMYHAS KapTHHA),
BCJIC/ICTBHE CJIaBJIEHUS CTBOJIA JIEBOM KOPOHAPHOM ApTEPUN MEKIY YCThIMU
aoOpTHI U JIETOYHBIM CTBOJIOM:

— KpoBoxapkaHue y mnanueHtoB JII' MoxkeT OBITH CBSI3aHO C Pa3pbHIBOM
OpOHXHMAJIBHBIX apTEPHl CIIM3UCTON OPOHXOB.

e (CuUMNTOMBI, CBSI3aHHBIE C OCHOBHBIM 3a00JIeBaHHEM, MPUBEAIUM K pa3BuTuio JII:

— OpTOITHO?, OTEKU M CEPJICYHAs ACTMAa YKa3bIBAET HA MOBBIIIEHUE BEHO3HOTO
JABJICHUS M 3aCTOMHBIC SIBJICHUSI B MaJioM Kpyre KpoBOOOpalieHus
BCJIC/ICTBHE TTOPAXKCHHMSI JIEBBIX OT/ENI0B cepana [2,3].

— apTpairuu, c-M PeliHO, KOXKHBbIE TIPOSIBIICHUS, JIMXOpaaKa, HeQpUT, U T.1.
YKa3bIBAIOT HA CBSI3b OJIBIIIKKM C CHUCTEMHBIMH  3a00JIeBaHUSIMU
COCIMHUTEIbHON TKaHHU.

— Xpall, HOYHO€ aIlHOd, JIHEBHAs COHJMBOCTH, OXXUPEHHE, THIIOKCEMUS
(mepuoanyecKasi WM MOCTOSHHAS), MOTYT OBITh CBSI3aHbI C TIPOSBICHUSIMU
aNbBEOJSIPHOM  TUHNOBEHTWIALMU  (C-M  OXHUPEHUS-TUIIOBEHTUISIUN
(ycrapesiuee: c-M [TukBukka), COAC).



PduzukajabHoe 00cIe10BaHNE:.

e Huskas macca tena, uajekc maceol Tenia (UMT), undantunmusm, 6osiblie XapakTepeH
st BIIC u BpoxkaenHou naronoruu Oponxosierounoit cuctemsl (BITBJIC).

o [lpu pusukanpHOM OCcMOTpe y Takux narueHtoB ¢ JII' Hanbonee yacTo BBIABIACTCS
aKpOLMaHO3, IPU JUIUTEILHOM TEUEHUHU OOJIE3HU- U3MEHEHNE (DaJIaHT NaJIbLEB 110 TUILY
«bapabaHHBIX MAJOYEK» M HOTTEM B BHJIE «YACOBBIX CTEKOJI», U3MEHEHUE (Hopmbl
rpynHON KieTku («OoukooOpa3Has» TpyaHas KIETKa) WM  HEJAOpa3BUTUU 4YacTH
IPYIHOM KJIETKH (IIpOCTasi WM KUCTO3HAs TUIIOIUIA3Us JIETKUX, OpOHXO0AKTa3us U TIp.)
IIpu pa3BUTUM TNPABOKETYJOUYKOBOM CEpJACYHONM HEINOCTATOYHOCTH Yy OOJIBHBIX
OTMEYaroTCsl HaOyXIIMe HICHHbIE BEHbI, FeaTOMETanus, nepudepuieckre OTEKH, acuT.
o Ilepudepuueckas mecaryparus (SpO2<93%) xapakrepra mis  BIIC (erouno-
CUCTEeMHbI unu nByHamnpaieHHbld myHT) u BIIBJIC (pecnupaTopHas THMIOKCHS),
0/IHaKo BOo3MOkHa M npu JIAI npu (QyHKIMOHUPYIOIIEM OTKPHITOM OBaJbHOM OKHE
(O00). ChopoBouHpOBaTH CUCTEMHYIO JecaTypaluio y TakKuX I[alHeHTOB,
KOMIICHCHUPOBAHHBIX B IIOKOE€, BO3MOXKHO IIpH IpoBeneHnn  TOMX B codeTaHuu ¢
yJILCOKCUMETpUEH (pECIUPATOPHBIN TECT).

o [lpu JI[' accomuupoBaHHOW ¢ Hanuuue (OYHKIIMOHUPYIOMIETO (OTKPHITOTO)
aprepuanbHoro mnporoka (OAII), BO3MOXHO pa3BUTHE «CHUHAPOMA ApIEKUHOM:
HOpMaJIbHas caTypaluus Ha BEPXHUX KOHEUHOCTSAX W JecaTypalus B HIKHHX
KOHEYHOCTSIX, UTO O0YCIIOBJIEHO JIEFOYHO-CUCTEMHBIM LIIYHTOM B HUCXOSIIYIO a0pTy,
npy nepPpy3un XOpolo OKCUTEHUPOBAHHOW KPOBBIO BEPXHEH YaCTH Tejla WK MPaBON
PYKH.

e TeneaHrmsKkrazuv, CUHAPOM PelHO M OTEK NaJbLEB KUCTEW XapaKTEPHBI IS
CHUCTEeMHOM ckiepoaepmui [3].

e CocynucTtble 3BE€310YKHA IO TUIy «IAyTHHKW», MEYEHOYHBIN 3amax W NajabMapHas
spUTEMA MPEANoaaraT 3a00JIeBaHUE IEUEHH.

o Ayckyabtanmio cepaua (I-C) [3]. Axuent Il ToHa Hax Jiero4Ho# apTepuen n/wim
€ro pa3lBOCHHME, IMAHCUCTOJIMYECKUNA CUCTOJIMYECKHM IIyM TPUKYCHUIAIbHON
HenoctatouHocTH, mym I'paxema Crumna [1,2,7]. Ilpu JII' accouupoBannou ¢ BIIC,
ayCKyJIbTaTUBHAsI KapTHHA 00YCIOBIMBAETCS OCHOBHBIM 3a00JI€BaHUEM.

o Ayckyabranusi Jerkux (I-C) [3-4].AyckynbTaTuBHAsi KapTUHA B JIETKHX TIpU
Hamnuuu JII' accoruupoBaHHOW C 3a00JIEBaHUSIMU JIETKUX OyNeT 0O0yClIaBIUBATHCS
OCHOBHBIM 3a00JIEBaHUEM: «IIIyM Tpecka Iesodana» IPU WMHTEPCTULHATBHBIX
3a00J1€BaHUs JIETKUX, JJOKATbHAST KPEMUTAIUs TTPH OPOHXOIKTA3aX.

JlaGopaTopHble ncciaeq0BaHus (BCeM KATErOpHsiM NamueHToB) [3]:
Tadauna 8. JlaGoparopHasi AMATHOCTHKA TNPH JEro4Hoil rumnepreHsum ( ¢
n3mMeHenusimu [3)).

Ilokazamenys Humepnpemayusn Yposeno

0OKazameibHOCIU

OO6muit ananus kpoBu  [JInig uckiroueHust BTopuuHbix JIT. I-C




O6mwmit anayms moun  |J{st uckimrouennst JIAT mpu C3CT (HedpuT, mpoTenHypus).
TTT, T3, T4 /{51 uckmrouennst BropuuHsix JII'. I-C
Koarymorpamma  (I1B,|/[ns uckmrouenust BTopudHbix JII. I-C
TB, AUTB,
(bMOpHUHOTEH). /T maruenToB nonyvaronux ABK.
MHO
buoxumuueckuii aHanu3BceM nepBUYHBIM OOJBHBIM, OLIEHKA HYTPUTHUBHOTO I-C
KPOBU (kpeaTuHUH,CTaTyca, AUATHOCTUKA M JWHAMHUKA IMPaBOKEITYJO0YKOBOM|
MOYEBHHA, HATPUIA,[HETOCTATOYHOCTH.
KaJIHii, MOY€eBasl
kuciora, C-peakTHUBHBIN
0eJIoK, o0
XOJIECTEpUH, o0muif
0EoK, abOyMUH,
CBIBOPOTOYHOE JKEJI€30
ACT, AJIT, obmuii uBceM TEpBHYHBIM OOJIBHBIM, €KEeMECIYHO BCEM I-C
psiMON OMILTHPYOUH MOJyYaIOLUM aQHTArOHHUCTHI PEUENTOPOB  SHIAOTEIHHA|
(APD)
Tutrp anTuHYKIeapHBIXBceM nepBudHbIM 60bHBIM ¢ JIATL, mis uckmodenus JIAT] I-C
antutesn, ANA, ENA jaccomuupoBannoii ¢ C3CT.
ANCA, PO
N-TepMUHATBHBII [IporHOCTHYECKUI MapKep I-C
dbparmeHT MO3TOBOT'O
HATPUNYPETUIECKHOTO
nentuia (NT-proBNP)
BUY-undexnus /st mckimrouenus Bropuaroin JII I-C

NHcTpyMeHTAIbHBIE UCCJIe0BAHUSA (IPOBOAUTCS BCEM MAIMEHTAM)!

e IlyabcokcumMeTpus B IOKOE, HA BEPXHUX U HUKHUX KOHEYHOCTSIX, I JUATHOCTHKHU
BIIC, B yactaoctu OAII

[Ipu Hamuumu cuHApOoMa PeWHO, BO3MOXHA JUCCOLMALMS MEXAY KIMHUYECKUM
JAHHBIMU (OTCYTCTBHE BUIUMOMN OJBIIIKM U CHUCTEMHOW TUIOKCEMHH) U JaHHBIMU
nepudepudeckoil catypanuu (pe3ko CHWKEHAa) U3-3a BBIPAKEHHOW apTepUaibHON
Ba30KOHCTPUKIIMM B Majbllax; B TOM Clly4ae HE0OXOJUM aHaJlu3 ra3oB apTepHUaIbHOU
KpPOBH, B KOTOPOM NaplHaIbHOE AaBJIEHUE KUCT0poaa OyIeT COOTBETCTBOBATH HOPME.

e PecniupaTopHbiii TeCT (IIyJIBCOKCHUMETPHS, B COYETAHWU C TECTOM O-MHHYTHOU
X0AbOBI ¥ CYOBEKTHBHOM OIICHKOW OJIBIIIKH 110 bopry).

[Tpu BIIC ¢ JII' 1 nmpenumyIecTBEHHO CUCTEMHO-JIETOYHbIM COPOCOM, MpHU (pU3NYECKOi
Harpy3ke BO3MOKHO TIOSIBJIGHHE JIBYHAIpPaBJIEHHOTO cOpoca, KOTOPBIH JIETKO
PEruCTPUPYETCs 10 IIOKA3aTeNlsIM CHCTEMHOM JecaTypalliM W CBHUIAETENIBCTBYET O
(dbopMupoBaHHUU CUHAPOMA Dif3eMeHTrepa.

B Toxe Bpems, mpu MAMONATHYECKOM JIETOYHOM THUIIEPTEH3UH, JAecaTypauus Ipu
dbusndeckoil Harpyske, cBumeTenbcTByeT o Hamuunun OOO, npu 3HAYUTETHHOM
NOBBIIICHUH JIaBJICHUS B JIETOYHON apTepuu MpHu (PU3NYECKON HArpys3ke M MOSBICHUU
CITACHUTEJIBHOTO JIETOYHO-CUCTEMHOIO IIYHTA.



Pexomennayercst onienuBath @K B cooTBeTCTBUM ¢ (DYHKIIMOHAIBHOMN Kiaccu(uKalren
BO3 y Bcex 6onpHbIX JIT'(1-B) [1,2,3], uTO siBisieTcss MOAUMDUIIMPOBAHHBIM BapUaHTOM
KJIacCU(UKAIIUN HLm—ﬁopKCKoﬁ Accommaruu Cepana (NYHA),

e Duexrpokapauorpadusi (AKI') y Bcex 6ompubix JII'(I-C) [1,3]. OKI' BeIABISICT
npu3Haku rurnepTpodhun u neperpy3ku [DK, mumaranmm u runeptpoduu mpaBoro
npencepaust (ITI1) (p-pulmonale), oTKIIOHEHWE BIEKTPUUECKON OCH CepiIia BIPaBo.
['uneprpodus IDK BeisiBnsiercsa y 87%, OTKIOHEHHE 3JEKTPUUECKON OCH cepAlia BIPaBo
-y 79% OonbHbix ¢ UJII'. YuuteiBas, uto uyBcTBUTENBRHOCTH DKI' cocTaBiseT nuiib
55%, a cmemmduunocts — 70%, OKI' He Bcerma sBAsSETCS METOJOM CKPUHUHTA B
nmuarHoctuke JIAL. Y GonbHbIX ¢ Tskenon JIAIT MoxeT oOHapyKUBAThCsl HEU3MEHEHHAs
OKT [1-3].

e Pentrenorpagusi opranoB rpyanoi kijerkm (I-C) [1-3,5]. Penrrenorpadus
OpPraHoB TPYJHOW KJIETKH TMO3BOJSET YTOUYHUTH ATHosioruto JII:  BBIABUTH
MHTEPCTUIIMAIbHBIE 3a00JIEBaHUs JIETKUX, NpuoOpeTeHHbie nopoku u BIIC, cyauts o
Tsokectd  JII'. OCHOBHBIME pEHTreHOJOrnYecKuMu npusHakamu JII'  sBistrorces
BBIOYXaHME CTBOJIA U JIEBOM BETBU JIETOYHOM apTepUU, KOTOpbIe (POPMUPYIOT B MIPSAMON
npoekuu II 1yry nmo 1eBoMy KOHTYpy cep/la, paCliupeHre KOPHEH JErKuX, yBeJINUECHUE
MpaBbIX OTHEJIOB cepaua. Y OonbimumHcTBa O0NbHBIX WMJIIT oTMedaeTcsi MOBBIIIEHUE
IPO3PAYHOCTH JIETOUHBIX OJIEH Ha nepudepuu 3a c4eT 0OEAHEHUS JIETOYHOTO PUCYHKA.
e TpancropakaabHasgs IX0KI' mokosi - METO1 HEMHBA3WBHOIO JTHATHOCTHYECKOTO
UCCIICIOBAHMSI TIEPBOM JIMHKUH, Y BCeX OOJIbHBIX ¢ Toj03peHreM Ha Hamuaue JII™ (1-C) [1-
5].

OrneHuBAaIOTCS CASAYIONINE MTOKa3aTe I AJaBieHus B JIA v nUCPYHKITUU MTPaBbIX OTIEIIOB:
PSPAP >25 mm.prt.cT.

Jlnnstamus JIEro4Horo CTBoJia > 25 MM.

[lepukapananbHbIF BBIIOT

Hunsitarus mpasoro kenynodka (IDK) mo cnepyromum kputepusm:

o Jluneiinsie pa3zmepsl BeIBOAHOTO TpakTa [[DK > 3 cm, B mapactepHanbHON
MO3ULIUHU IO IJIMHHOM OCH, B KOHLIE JUACTOJIBI.

o Jluneiinsie pazmepsl IDK B anukanbHONM YeThIpeXKaMEpHOM MO3ULIUH, B
KOHIIE CHUCTOJNIbI  (0a3anpHbI auameTp >2,8 cM, CpeaHuN AuaMeTp
>3,3cM, IPOIOTBHBIE pa3Mephl BepXyIlIKa-oCHOBaHUE >7,9 cM)

o IInomans IDK B cucrony >16 cm?, B quactomy >28 cm?

o Ornomenue 6a3anpHbix pazmepoB [DK k JDK (Ratio RV/LV) > 1

o Tuneprpodus crenku [IK >5 mm (B konme mauactonbl, B M-pexume wim
neyxmepHoit OXOKI', B cyOKOCTanbHON WU TTapacTePHAIBLHOM MO3HUITHH )
e IIpaBoe npeacepaue:
o JluneitHbie pa3mepsl >3,8 cM (quacTosia npeacepIui, napacTepHalbHas
MO3UIIMS TIO IJIMHHOU OCH)
o Jluneitneie paszmepbl >4,4x5,3 cM (KOHEIl CUCTOJIbI, anMvKajdbHas 4-X

KaMepHas O3UIIHS)
o Ilnomans nmpasoro mpexcepaus > 20 cm?
e CHmxkenue cokpatumoctu [1K



o Coxkpamenne mwiomaau [1DK (Fractional Area Contraction, FAC RV) <
32%
o /[IBm>keHuEe IUIOCKOCTH TPUKYCHUIAIBHOIO KJIallaHa B  CHUCTOIY
(Tricuspid Annulus Plane Excursion, TAPSE) < 16 mm.
e [lapanokcanpHoe naBrxenne MIKII xapakTtepHoe Ui IEPErpy3Ku JaBICHUEM
I 00BEMOM.
e JlonomHuTeNbHBIE 00pAa30BaHUS B IPABBIX OT/IETAX.
PexoMeHyeTCsl OLICHUBATh BEPOATHOCTh Hanuuus JII' Mo JaHHBIM TpaHCTOpaKaJlbHOU
Ox0KI' y Bcex 00apHBIX JII' HA OCHOBaHHMM OIPEAEIIEHNS CKOPOCTH TPUKYCIHIAIbHOM
perypruTalyy U HAIAYUs JTONOJHUTEIBHBIX (hakTopoB pucka (I-C) [3].
Jlist onipenenennst BeposaTHOCTH JII' y OOJNIBHBIX ¢ cCHMITOMaMH 3a00JIEBaHUS HA dTarie
CKpMHMHIA TNPEMIOKEHO  MCIIONb30BaTh  IOKa3aTelb CKOPOCTM  IIOTOKA  Ha
TPUKYCIHIATBHOM KilanaHe (Tabmimma 9).
Ta6inua 9. BepostHocth JII' Ha ocHoBaHuM AaHHBIX JX0KI' y cMmMnTOMHBIX
nanueHToB ¢ nogpo3penuem ua JII [3]

Iluxoeas ckopocmo Hanuuue Bepoamnocmo JII' no
mMPUKYCRUOAIbHOU oonoanumenvhvlx IxoKI - oanuvim IxoKI'
pezypzumavuu (m/cex) npusnaxkoe JII'
<2.8 WUy He ONpeeIsIeTCS HET Huzkasa
<2.8 WM He ONpeaeIsAeTCs €CTh
2.9-3.4 HET Cpennsis
2.9-3.4 €CTh Bricokas
>3.4 He TpeOyeTcs

bonee mnpaBunbHas oreHka BeposiTHocth JIIT OydeT ycTaHOBJIEHa TIPU aHAIIU3E
JOTIOJIHUTENBHBIX MPU3HAKOB MoBbIleHUs JIJIA mpu uccineqoBaHUM MPaBbIX OTAEIIOB
cep/iia, JISTOYHOM apTepuu u HikHeH mosoi Bensl (HIIB) (Tabiwuier 9, 10),

Ta6iumuna 10. IxoKI-mpuznaku JII' B gomosiHeHHMe K HM3MEPEHHI0 CKOPOCTH
TPUKYCHUAAIbHOI perypruramuu [3]:

A: Keaynouku B: Jlerounas aprepus C: HukHss mosiasi BeHa U
npaBoe npeacepaue
IDK/JIK GazanbHbIN Bpewms yckopenus KpoBOTOKa B Huamerp HIIB >21 m™m B
nuametp >1.0 BbIHOCsIEeM TpakTe [DK <105 m/cex | coueTaHuu ¢ yMeHbIIEHUEM
n/unu cnaseHus Ha Baoxe (<50% c
CPEIHECUCTOIMYECKOE PUKPBITHE pPE3KUM B1I0XOM HOcoM Ui <20%
Ha ()OHE CIOKOMHOTO JIbIXaHNS)
Ymomenue CxopocTb paHHe# auactonuueckoit | Ilmomans 1T >18 cm? (u3Mepenue
MEXKEITYJOUKOBOU MyJIbMOHAJIBHOM peryprutaiuuu >2.2 | B KOHIIE CUCTOJIbI)
MEeperopoKu (MHIEKC | M/ceK
skcueHTpuuHoctr JDK
>1.1 B cuctony w/unm
JINACTOITY)
- Huamerp JIA >25 mm -

Ilpumeuanue: neodxooumo nanuuue 3x0KI-npusnakos xax munumym uz 08yx pasnvix kamezopuil (A/B/C) ons uzmenenus
yposus seposmuocmu JII' no danuvim 3x0KI'.




Cokpawgenusn: JIA — necounasn apmepus, JDK — nesvuii srcenyoouex, HIIB — nudichsisi nonas eéena, IDK — npaswiil scenydouex,
1 — npasoe npedcepoue

Tab6auuma 11. CtpaTerusi JMArHOCTUKH B 3aBHUCUMOCTH OT BepositHocTH JII' mo
AaHHbIM JX0KI' y cMMIITOMHBIX MallUEHTOB, ¢ WK 0e3 ¢pakTopoB pucka JIAIL wiamn

XTJIT [3]:
BepositHoCTh be3 ®P nin Kaace C ®P nan Kuace
JIT" mo COCTOSIHM, pexoMeHxanuii COCTOSTHUSIMH, pexoMeHaaI
JaHHBIM aCCOLMUPOBAHHBIX C Y ACCOLMUPOBAHHBIMH C ui
IxoKI' JAI/XTJIT? JAI/XTJIT Y]
CrnenyeT paccMOTpeTh la-C CrnemyeT paccCMOTPETh Ila-C
Hu3zkas aJIbTePHATUBHBIN Ox0KI'-koHTpOJIb B
JHarHo3 JTUHAMHKE.
Cremyer paccCMOTPETh Ila-C Pexomennayercs lla-B
aJbTEPHATUBHBIN JlanpHenmas
nuaraos, 9xoKI - muaroctuka JII',
Cpennsist KOHTPOJIb B BKirouas KITOCP
JUHaAMUKE.
MoxHO IIb-C
paccMaTpuBaTh
JIaTbHEN YO
JUarHoctuky JII' b
Pexomennyercs I-C Pexkomennyercs I-C
Bricokas JanbpHenIas HanbHenmas
muarnoctuka JII, nuarnoctrka JII,
Brurouast KITOCP Brurouas KITOCP
IlIpumeuanue: * — JJannvie pekomenoayuu He KAcaomces NayueHmos ¢ OupghysHvilMu nApeHXUMAamo3HbIMu 3a001e8aHUAMU
Nle2Kux Uy 3a601e6anHuAMU 1e6biX Kamep cepoya, °— 3asucum om naruyus paxmopos pucka oaa JII 2, 3 unu 5 2pynnol.
Hocnedyfou;aﬂ cmpamecusi OUACHOCIUKU MOJICEM pasiudamscs 6 3a6ucumMocmu om noeco, Kakue qbakmopbl
PUCKA/AcCOyUUPOBAHHBIX COCMOAHUN c8udemenvcmayiom o bonvuell geposmuocmu JIAI unu XTJIT

Jonmieporpadus Mo3BoJsSeT U3MEPUTh CKOPOCTh KPOBOTOKA B CEPJILIE, YTO B CBOIO
odepenh JaeT BO3MOXKHOCTh HewHBa3uBHO ompenenuth JJIA [5,9]. [lo crenenu
TPUKYCHOUAAIbHOW  pErypruTanuv, TMpd HMITYJIbCHO-BOJHOBOM  JOMNIIEPOBCKOM
MCCJIEIOBAHUM MOKHO PACUETHBIM IIyTEM OINPEAEIIUTh BEIMUMHY cucToianyeckoro [JJIA
(SPAP) ¢ momoripro MoauduirpoBanHoro ypaBaenus: bepaymmu. J{ns noncuera SPAP
METOJIOM ONpeNEeNeHUs] TpaJueHTa AaBJICHUS Yepe3 TPUKYCHUIAIbHBIMA KiamaH K
IPaJMEHTy JA0JDKHO OBITh T00ABJICHO JaBjicHue B mpaBoM mpeacepanu (MRA, LIB/I).

e KoMmnbrwrepHasa tomorpagmus. PekoMeHayeTcs NpOBEACHUE KOMIBITEPHOM
tomorpaduu (KT) Beicokoro paspemierus y Bcex 6onpabix JII(11a-C) [3,5,9-10].
MynpTucnupaibHas  KOMIBIOTEPHO-TOMOTpauueckas — aHTHOIyJIbMOHOTpagus ¢
KOHTPAacTHBIM YCUJIEHUEM, METOJI BbIOOpa B nuddepeniunanboi guarnoctuke JII'.

— Iloka3zarenu JeroyHol TUMNEPTEH3UH (HE3aBUCUMO OT ATHOJIOTHH):
IUaTalus JIETOYHOro CTBoja (= 29 MM), OTHOIICHUS JIETOYHOM
cTBOJI/HUCXOAsIast aopTa (> 1,0), cermenTapHbie apTepun/Oponxu (>1) B 3 u
0oJiee 10MIAX.

— Hunaranus [DK u I, BHyTpucepaeunbie o0pazoBanus (TpomMO, MUKCOMa)

— OKKIIIO3Us MPOCBETa JIETOYHOrO CTBOJIA U €ro BeTBe smOoioM, 0Oe3
HEIMOCPEICTBEHHON BU3YyalU3aIlKi TPOMOa, «CHUMIITOM OOPBIBAY.



— IlpucteHouyHbie TpPOMOBI, BHYTPUCOCYJUCTBIE TE€PEMBIYKH, HEPOBHOCTH
KOHTYpOB U mepeTsikku aptepui (mpuszHak XTJII'), compoBokmaromiuecs
JOUJISATAllMEel BETBEU JIETOYHOW apTEpUU C PacCIpPOCTPAHEHUEM Ha JOJIEBBIE,
CErMEHTapHbIE U CyOCErMEHTapHbIC BETBH.

— IlpusHaku WHGAPKT-THEBMOHUU: KPYIJIble WM OBAJIbHBIE YIUIOTHEHUS
MIaPEHXUMBI IPUIIEKAILKE K IIIIEBPE.

— CuUMIITOM «MaTOBOrO CTEKJIa» (MO3aM4YHOCTh, COYETAHHE 30H THUIIO U
runeprnepdy3un, 0TeKa U BOCIAICHUS)

— JuddepeHunanbHplii IUArHO3 C HMHTEPCTUIMAIBHBIMUA 3a00JI€BaHUSIMHU
JeTKUX, OpraHoOB  CPEAOCTeHMs, OSM(pu3eMol, apTepHO-BEHO3HBIMH
Maab(hOpMaIUIMU JIETKUX, BPOXIACHHBIMA U MPUOOPETEHHBIMU MOPOKaAMHU
pa3BUTHs OPOHXO-JIETOYHON CUCTEMBI.

— BIIC: OTKpBITBII aOpTalbHBIA MPOTOK, YACTUYHBIM AHOMAJIBHBIA JIPEHAXK
JICTOYHBIX BEH, CeNTalibHble Je(eKThl, JIEroyHasi BEHO-OKKJIFO3MOHHAs

00JIe3Hb.
e Karerepuzamus npasbix otaesioB cepauna (KITOC (1-C)) [1-5]:
Hemm npoenenust KITOC:

— I onleHKH 3 dexTuBHOCTH MearKamenTo3Hoi Tepanuu (11a-C) [3].

— JuI perrenus Bomnpoca 00 onepadensrocTr BIIC (1-C) [3].

— s noaTBepxkaeHns quarnoza X TJIIT u pemenus Bonpoca 06 onepadbebHOCTH U

taktuku jJeuenus (1-C) [3].

— y 6oabHbIX ¢ JII" BeiiencTBUE MATOJIOTUH JIEBBIX OTAEJIOB Cep/Illa UK JIETKUX, €CITU

pemaetcs Bonpoc o Tpanciutantarmu (1-C) [3].

Bo Bpemst KITOC oueHMBarOTCS CIeayOIMe MapaMeTpsbl:

ManomMmerpusi: cpeaHee JAaBlIEHME B IPaBoM npeacepauu, pasieHue B DK

(cucTOMMYeCcKOe, AUACTOIUYECKOE, Cpe/lHee), JaBJICHUE B JICTOYHOW (CHUCTOJIMYECKOE,

nuacrtoiandeckoe, cpennee), JI3JIA, nmaBineHue B JIEBOM Kedynodyke (eciau Obuia

MPOBEICHa OJHOBPEMEHHAsi MaHOMETPHUS JIEBBIX OTIETOB), JABICHUE B aopTe

(cucronnueckoe, IMaCTOJIMYECKOE, CPEIHEE),

Haceplmenue kucnopoom aprepuainbHoil (SaO2) u BeHo3HOU kpoBH (SvO2) B BepXHEH U

HIKHEH nonoit BeHax, III1, DK, nerounoit aprepuu, aopre (BO3MOXKHBI HCHHBAa3UBHbIC

MOKa3aTelu JUIsl A0PThI)

PacuerHble nokazarenu:

— cepaeunsiii BeIOpoc (CO), cepaeunbiit uagekc (Cl, MeTooM TEpMOJUITIONUN WK
MeTooM Duka Mpu HATMYUHA CHCTEMHO-JIETOYHBIX IITYHTOR),

— JIeroyHoe u cucteMHoe cocyauctoe conporusienue (PVR u SVR) 8 WU, obmiee u
unaekcupoanHoe (PVRI — mns gereli M B3pOCiBIX ¢ HHU3KOW Maccod Tena),
otHomenne PVR/ SVR

— PEKOMEHJIyeTCs OLIEHUBATh KOHEUYHO-MacToanyeckoe nasienne B JOK mpu
HEBO3MOXHOCTH HajaexHoro usmepenus JI3JIA (11a-C) [2].

OpnnoBpemerHo ¢ KITOC B0O3MOXHO MpOBEAEHUE AUTUTAIBLHOW CYOTpPaKIMOHHOU
anrunyinpmoHorpaduu (AIIl), y manuentoB ¢ XTJII u TAJIA no nanubim KT (lla-C)
[3,5-6]. AIIl" mpoBOAMTCS B IUTUTAILHOM CYOTPAKIIMOHHOM PEKHUME B 2-X MPOCKITUAX,
nnu poranroHHou AlIl'; ¢ cenekTUBHOM KaTeTepu3alnel rIaBHbIX JETOYHbIX APTEPUN.



e lccnenoBanvie pyHKIUM BHEHNIHEr0 AbIXaHUs (cniMporpadusi) NpoBOIUTCS Y BCEX
O0onbHBIX JII' A1 BBISIBIIEHHUS OOCTPYKTHMBHBIX WIIM PECTPUKTHUBHBIX W3MEHEHHH U
yToYHeHHs TshkecTH nmopakenus yerkux (1-C) [1,2,3,6].

s 6onpubix JII' XapakTtepHo yMmeHblieHue Tup(y3noHHON CIOCOOHOCTH MOHOKCHIA
yriepoaa (40-80% ot HOpMBI), HEOOJNBIIOE WJIM YMEPEHHOE CHHMXXEHHUE JIErOYHBIX
00bEMOB, HOPMAJTEHOE WJIM HE3HAYUTEIBHO CHIKEHHOE PaO2 1 0OBIYHO CHMYKEHHOE M3-
3a anbBeosisipHON runepBeHTIIIIMA PaCO,. [Ipn Hamuunu HeoOpaTUMON 00CTPYKIMU
JBIXaTEIbHBIX MyTEeH CBUAETENBCTBYET B MOb3y XOBJI Kak MpuYMHBI THIIOKCUYECKON
JT.

CHuxeHHbIe Jierounble 00beMbl U nuddy3uonHom cnocodnoctu aerkux (ACJI) moryt
yKa3bIBaTh HA HAIMYUE UHTEPCTUIIMATILHOTO 3a00JI€BaHUS JIETKHX.

e Y3MU opranos OproumHoii moocTu y Bcex 00sbHBIX JII' 17151 MCKIIOYEHUST IUPPO3a
neueHn w/win noptaneHo runeprensun  (1-C) [3]. Mcmoab3oBaHue IBETOBOIA
nonmuieporpaguu  Mo3BoJIAET  AM(PGEpPEHUUpPOBaTh  MACCUBHYIO  IHOPTaJIbHYIO
TUIIEPTEH3UIO BCIIEJCTBUE MPABOXKEITYIOYKOBOM CEpACYHOM HEJOCTATOYHOCTH WJIU
BCJICJICTBUE BO3HMKHOBEHHUSI TPAHCIIEUEHOYHOTO BEHO3HOTO TPaJIUCHTa MPU LIUPPO3E
MICYECHHU.

e [‘eHeTMuYeckoe KOHCYJIbTHPOBaHUE pekoMeHayeTcs BceM nanuenTam ¢ MJIAT (lla-
C) [3]. 16,9% mamuenToB ¢ ucxomno  uauomnarudeckoit JIAI', u 89% mnarueHToB ¢
HacienctBeHHou JIAT' u ux 0eCCUMITOMHBIX POACTBEHHUKOB MEPBOM JIMHUU POJACTBA
MMEIOT MYTallMU OTBETCTBEHHBIX 3a pa3Butue JIAIL. [loxuzHeHHbIN puck pazsutus JIAT
cocraBisier 14% y MyxuuH u 42% sxkeHIUH-HOCUTENEH [4]. [lalueHTsl U YJIE€HBl UX
ceMel, OTHOCSIIMECS K TpYINNe pPHCKa, JOJKHBI ObITh NPOUHGOPMHUPOBAHBI O
BO3MO>KHOCTH BBISIBIICHHS] TCHETUYECKUX MyTauuii [3].

Tabnuna 14. lunamuueckoe HabmoaeHue 3a nanueHtamu ¢ JIAIT (amantupoBaHo u3

[3]).

Ucxon | Kaxna | Kaxabie | Kaxkabie | Uepe3 3-6 | B
HO pie3 |6 12 MecsIeB ciayyae
MecHall | MeCHaleB | MecsleB | IMocJie KINHAY
a HU3MEHCHHUHA | ECKOI'0
Tepanuu® | yxyjaue
HUA
Knunaunaeckas oneHka u + + + + + +
onpenenenne GK (BO3)
OKI' + + + + +
PecrniuparopHslii TecT + + + +
Ox0oKTI + + + +
JlabopaTopHbie + + + + +
UCCIIeIOBaHMs: *
NT-proBNP + + + ¥
KITOC** + + + +
Hpumeuanun: * — nabopamopuvie uccredosanus exmovaiom: J-oumep, AYTB, TB, 1B, MHO (y nayuenmos, noayuaowux
anmaeonucmol sumamuna K), xpeamunun, mouesuna, nampui, xamut, ACT/AJIT (v nayuenmos, npunumarowux 603eHman),
OUnUpyOUH, MO4eas KUCIOMA, Cbl8. HCeNe30.




** - KIIOC nposooumcs eécem epynnam nayuenmog, KIIOC ¢ eazopeakmugHvlm mecmam, UCXOOHO (SPYRNbl NAYUEHMO8 CM.
sbluie) u kaxcovle 12 mec. nayueHmam ¢ nONOACUMENbHbIM PE3YIbmamom mecma.

JlonotHUTEIbHBbIE MEeTOABI 00caenoBanus [1-3,7,8]:
e BazopeaktuBHsbiii TecT (BPT) Bo Bpemsi KIIOC pekoMeHyeTcsi MpoBeAeHUE IS
oTpeielICHUs] TTOTCHIHMAIBHON A((EKTUBHOCTH JICUEHUST OJOKaTOpaMy KaJIbIIHEBBIX
kananoB (BKK) (1-C) [1,3].
['pynnel nanueHToB [ nposeaeHus: BPT:
— WJIMONaTHYecKas JerovyHas aprepuanbHas runeprensus (MJIAT)
— HacleACTBEHHas JEroyHas aprepuanbHas runeprensus (HJIAL)
— JIETOYHAsl apTepualibHAs TUIIEPTEH3UsI WHIYIMPOBAHHASI IPUEMOM JICKAPCTB WJIU
tokcuHOB (JIT-JIATI)

Jlns npyrux ¢opm serounoii runeprersund BPT ue nposoautes (111-C) [3].

Jnsa nposenenuss BPT pexomeHayeTcs HCHONIB30BaTh KOPOTKOJAECUCTBYIOLINE
BA30/IMJIATaTOPBI, BO3ACHCTBYIONIME Ha Mallblii Kpyr KpoBooOpaineHus (tadimia 15)
[1,2,3,7-8].

Ta6auna 15. [Ipenapartel, npumensiemble npu BPT npu KIIOC y nanuentos ¢ JIT'
[c u3amenenusamu [1,2,3]

Ipenapar | Ilyrh BBeaeHus t1/2 | CraproBas MakcumaJjibHast JdureqbHOCTD
Ao3a 03a
Oxkcup MHTAJIIIUOHHBIN 15-30 | 10 ppm 20-40 ppm 5 MUH
azora CEK
Wnomnpoct | MHralsLMOHHBIN 20-25 | 20 mxr - 5-10 Mmun
MUH
Ipumeuanue: PPM — vacmuy Ha MULIUOH 8 2A3080U CMeCU

Tadauuma 16. OnpeneneHue rpynnbl NANUEHTOB € OCTPbIM W JIUTEJIbHBIM

MOJIOKUTEJbHBIM OTBETOM Ha Tepanuio 0JIOKATOPaAaMH KaJbIHEBBIX KaHAJIOB

(rpynna 1.5 JIATI') [1]:

[lonoxurenbHsblii ocTpbli BPT y nannenToB, e cumwkennn MPAP. Gonee uem Ha 10

c WIIAT, HJIAT u JIT-JIAT MM pT.CT.,

® JIOCTIDKCHUM a0COJIIOTHOW BEJIMYMHBI
MPAP menee 40 MM prT.CT.

® MpU YBEIUYCHUU WJIHA OTCYTCTBUU
muaamuku CO

[lonoxurenpHbll  InuTENbHBIA OTBET Hal o |-l DK (NYHA)

tepanuio bKK e JlnurenbHbIN u YCTOMYUBBIN
MOJIOKUTENBHBIN d((PEKT HA Tepanuio
bKK, B Teuenuu 1 roma, B cpaBHEHUH
C MOKa3aTeJsiMU JI0 Hayaja Tepanuu
He 6Gonee 10-25% O6onpubix WJIAI, nacnemyemoit JIAI, JIAI, unAyuMpOBaHHOI
IPUEMOM JICKapCTB/TOKCHHOB UMEIOT moioxkutennbHbiii BPT [2,3].

N3-3a BO3MOXKHBIX CEPbE3HBIX OCI0KHEHUN HE cienyeT HazHadyarh bKK smnupuueckn
6e3 mpoBenenust BPT.




e AHAJM3 ra3oBOro COCTaBa apTepUaJbHOM KPOBH, Y MALMEHTOB C OJ03PEHUEM Ha
nanmnuue runokcuueckoit JII' (1-C) [2,3]. He pexomenmyeTcst mpoBeIcHUE OTKPBITOM HJIH
topakockonuueckoii omoncuu jgerkux (111-C) [2,3]. [IpoBenenue OHONCHN COMPSKEHO
C CYIIECTBEHHO MOBBIIICHHBIM PUCKOM OCJIOKHEHUH, B TOM uucie U ¢aTanbHbIX [2,3].

e MarHuTHO-PEe30HAHCHOH TOMOrpadum ¢ nNo31HUM KoHTpactuposanueMm (MPT)
(11b-C) [11]. MPT wucnons3yercs y 6onbHbIX ¢ JII' mis onenku coctostaus [DK, ornenka
crenenn ero ¢ubposa [1-3]. Yame Bcero MPT wucnons3yercs mpu oOcieqoBaHUU
nanuenton ¢ WIIT, BIIC, XTJII.

e IlyswipbkoBhiii (bubble) Tect, omHOBpemMeHHO ¢ mpoGoii BanbcanbBbl, mpu
npoBenaeHnn DXOKI', mnokazan npu nopo3pernu Ha OOO, Kak NPUYUHY CUCTEMHOU
necatypauud |y OonbHbix ¢ JI[. Merton sBisercss AOCTYHHBIM M XOpPOIIO
BOCITPOU3BOIHMBIM.

Broisisnenne BIIC saBmsercss ogHOW W3 BaXkHBIX 3amad B auddepeHnmaibHo
JIMarHOCTUYECKOM anroputMme mnpu nposeaeHun IxoKI. Haumbonee yacToit mpuunHOM
npekanuusipuon JII' sBmstoTes centanbhblie aedextbl, OAIl, aHOMaNbHBIIN ApeHax
JIETOYHBIX BEH U IPYyTUe, B TOM 4ducie, ciuoxusie BIIC.

e UYpecnumeBoanoii IxoKI' (UIIIXOKI') y 00ibHBIX ¢ MOJIO3pEHUEM Ha HAIMYUE
OOO wm JIMIIII o Tumy  sinus venosus (I1-C) [1,2,3].

e [Ilonucomuorpadus uian aMO0yJaTOPHBIH KapAuOpPeCnMPATOPHbIM MOHUTOPHUHT
CHA JUIs WCKIIOYEHUs cUHIApoma oOcTpykTuBHOTO amnHod cHa (COAC), cunHapoma
oxxupenus-runoperTrismu (1-C) [2,3].

IMoka3aHus 1JIs KOHCYJIbTAIIUM CIIEIUAIUCTOB:

® KOHCyJIbTalmus peBMaronora — OombHBIX JIIT TIpu BBIABICHWHM 3HAYUTEIHHO
HoOBBIIIIEHHOTO THTpa aHTHTeN (Oosee 1:80) mam momo3penun Ha Haamuue C3CT (1-C),
reMaToJjiora IpH reMaroreHHbix Tpomoodmmmsax u XTJT [1-3].

2.2 JInarHoCTUYECKHid aJIrOPUTM



OueHKka BEpOATHOCTU
HaNMuUUA NerouHo 1
runeprTeHsum

UpenTtudburkaumna
NauMeHTOB BbICOKOTO
pUCKa passuTua
NleroyHoM rMnNepTeHsum

Hanobbi, avamHes, cumnTombel, nabopaTopHbie u
uHcTpymedTanbHblie (3KI, pedtrerorpadua ONK) ganHbie,

nossonAlowme nogospesars JII

Ans oraenoHbix KSTEropuit
N3uMEHTOE

Boirsnedue Haubonee
YACTbIX NPUUMH NETOUHOM
runepreHsumu

OuarHocTuka pegkux dopm
NIerouHoM rMMnepTeHsIun.
KMOC v BazopeaKkTusHbIN TecT
Boibop megukameHTO3HOM
Tepanuu.

TpancnnadTauma nerkux, BAC
Xupyprueckoe u

uHTepBeHUMoHHOoe neuedHue XTJII

Huzxan

KT-anmnynomonorpadus ans

uounosersma XTI

HMoniosnTs apyrve npusnsED,
Auramseckoe Habmogesne

I

NEELIX OTA,
cepaus, BNC?
3abonesaHna Nerkmux?

SHCNEPTHLIN LUEHTP NO NIErcYHOM MNpeTeHsnmn

Puc. 1 AJropurm IHArHOCTHKH JIeTOYHOH runepren3un [2,3].

2.3
HCCJIeI0BAHUM:

JAudppepeHunanbHbIN

ANATHO3 H

000CHOBaHME

JAOIMOJTHUTECJIBbHBIX

Tabauna 17. InddepeHuuanbHblii AUATHO3 JIETOYHOH TMIIEPTEH3HHU.

Juaznos Oobocnoeanue ona Oobcneoosanusn Kpumepuu
oughgpepenyuanvnoi UCKII0YeHUA
OUAZHOCMUKU ouaznosa
XTJr Jlerouynas KT: TpoMO»I B cTBOJIE Miu B | OTCyTCTBUE
TUTEPTEH3US BeTBsx JIA. WHCTPYMEHTAIBHBIX
V3I': OKKIIFO3WBHBIA WIIM | JTAHHBIX 3a
peKaHaTM30BaHHbBIE OOCTPYKIIHIO
TPOMOO3BI BEH | COCYIUCTOrO  pycia
H\KOHEYHOCTEH. JIETKUX
KITOC+AIIT:  tpomOO3BI
BETBEH JICTOYHOW apTepuH,
JIero4Has TUIEPTEH3US,

OTCYTCTBHE JIPYTHX MPUUHH
JT.




3aboneBanue
Nnnonaruyeckas Jlerounas BBICTABJISIETCS
JIr TUIIEPTEH3US METOJIOM
UCKIIIOUECHHS,  BCEX
3a00eBaHU
COMPOBOXKIAOIINXCSI
JIETOYHOM
apTepuaIbHOU
TUTIEPTECH3UCH.
BIIC Jleroynas OXOKTI": kaptuna BIIC. Uckmouenune BIIC
TUTIEPTEH3US KT AIIl': mynts1, HAJI/IB,
OAIL
3aboneBanue nerkux | Jlerounas l'unokcemus. Hckmouenue
TUIIEPTEH3US Hapymenne GyHKIMHU | 3a00J€BaHUI
BHEIIHETO JIbIXaHUSl. MAPEHXUMBI JIETKHX
KT: MHTEPCTULUAIILHOE
3a0o0JieBaHUe JIETKHX,
amdpuzema, MTOPOKH
pa3BUTHUS JTETKUX
Jr Jlerounas AyTtoaHTuTeNna (ANA, | KnuHuka CUCTEMHBIX
ACCOIIMMPOBAHHAS C | TUIIEPTEH3HS ENA, ANCA), PO 3a001eBaHUI
3a00JI€BaHUAMHU buoncus KOYKHO- | COCIMHUTEIbHON
COETMHUTEIILHOMN MBIIIEYHOTO JIOCKyTa (IO | TKAaHU
TKaHU MOKa3aHusl). Kiunnka BackyauToB
[lopaxxeHne KOXH, MOYEK. | IPYroil JOKaIu3aluuu
(IIHC, cepaue,
MOYKH, KOXa. U Jp.)
['emornoOunonatuu: | Jlerounas CB. reMOorJI00MH TTa3MBl. Anemus.
Tanaccemus TUIIEPTEH3US Mukpockonus Mazka kpoBu | CeprioBunHas ¢opma
CeprioBUIHO- Dnektpodope3 SPUTPOIUTOB.
KJIETOYHAsI aHEMUS reMorJioonHa. «MHuUILIEHEBUAHBIEY
SPUTPOIUTHI.
MyTaHTHBII
remorsiooun HbF
3a0onieBanue JeBbIX | Jlerounas OXOKI: mnpusnaku XCH | Uckmouenue
OTJZIENIOB CepaLa TUIIEPTEH3US co CHUKEHHOMN WiH | 3a00J7€BaHUl  JIEBBIX
coxpanHoit @B JIK. OT/ICJIOB Cep/Iia.
Knanannsie MOPOKH
cepaua.
Jlerounas BeHO- | Jlerounas KT AIIT™: cTeHOo3bl | MckimtoueHne creHo3a
OKKJTFO3UOHHAs TUTIEPTEH3US JIETOYHBIX BEH BEH JIETKUX.
0omne3Hb

HecMoTtpsi, Ha yeTkue TpaHUIlbl MexAy oTaenabHbiMu Gopmamu JII' (1-3 rpynms),
CYIIECTBYIOT «C€pasl 30Ha», MalMEHThl CTAapIIEr0 BO3pacTa, UMEIOIINE KIMHUYECKU
MPU3HAKU JIETOYHON apTepuaIbHOM THIEPTEH3UHU, HO B COUYETAHUMU C COMYTCTBYIOLIEH



KapJIMOPECIIMPATOPHON TATOJIOTHEH, KOTOphIE TaKuM, 00pa3oM HE MOTYT OBITh
OTIPEICNICHBI KaK «KJIaccuueckue» nanueHTsl ¢ JIAID (Tabnuia 8).

Knaccuyeckaa «ATMNMYHaa»

Pucynok 2.

Taboauna 18. KiuHuveckne NMPU3HAKH «KJIACCHYECKOW» M

(JIAT' ¢

Het T

NAr NAT CTeneHb NEro4Hol rmnepTeHsum HopmanbHas
(npekanunnspHoro KomnoHeHTa) byHKuma MK
PVR, PAc
KombBuHMpoBaHHas M3onuposaHHas
(npe n noctkanuanapHas) Jr noctkanuanapHasa Jir
(BbiparkeHHas /1T, (YmeperHas /T
ancdyHKuma MK) HopmasibHas dyHKua MK)
NAT KanHnyeckue Het JTAT Het NAT
TepanuAa nccnengoBaHMA Tepannn Tepanuu

@®eHOTHIIBI JIETOYHON apTepHAIbHOM THIEPTEH3UH U JIErOYHOH
THNEPTEH3HN acCOUMMPOBAHHOI ¢ 3a00/1eBaHUSIMU JIeBBIX 0T/AEJI0B cepaua [2].

KapauonyJbMOHAJIbHBIMHA

W3MeHeHusIMH [2]).

«atunmuuuoiny JIAT

KOMOPOMIHBIME  cocTosinusaiMu). (C

«Tunuunasn» «Amunuunasny JIAI' (JIAI ¢
Ilokazamens (knaccuueckasn) JIAI' KapouonyibMoHAIbHbIMU KOMOPOUOHBIMU
COCMOAHUAMU).
['emoaunamu [ IpekanusisipHas [IpexanuiisipHast (apTepuanbHas) JIEroyHas
YECKUU (apTepuanbHas) JIErOYHASTUIIEPTEH3US
npodrb TUTICPTEH3US
OO6mias Monoasie  mamueHThl, ©Oe3UacTo JnuIa TOXWIOTO U CTapuecKoro
XapaKTEepUCT [COMYyTCTBYIOLIEH BO3pacTa, UMEIOIINE 3a00JIEBaHUS CXOKHUE CO
VKA KapAUOpPECIIUPATOPHOU 2-ii 1 3-i1 TPyNIoW JITOYHOW THUINEPTEH3UH
MaTOJOTHH. (3a0oJyieBaHMs JIEBBIX OT/AENIOB cepAla |
JIETKWX), HO HE JOCTUTAIONIUX WX CTEICHH
BBIPAKEHHOCTH.
denoTutn HopmaiibHast wiin CHU>KeHHast| > 6oJiee 3-X (GaKTOpoB:
cxoxuii ¢ JIl'macca tena. o AT
Ha dbone e IBC
3a00eBaHMi o (CaxapHblil 1ua0er.
TIEBBIX o

UMT > 30 kr/m?




OT/EJIOB o Jlpyrue mpusHaku ( awnarauus JIII,
cepana. @II)

@denotun ¢ MMokceMus HeXapaKkTepHa. e HopmanbHas  wiM  TPaKTHYECKU
JIT HOpMaJIbHAs 00 AUTIIETU3MOTpadu.
BCJICICTBUC e KT OI'K 6e3 mpu3HAKOB KIMHUYECKH
3a00J1€BaHNI 3HAYMUMBIX 3a00JIEBaHHI JIETKHX.
JIIErKUX/THUII0 e DLCO<45% ot noimKHOTO.

KCHH e ['ny0okas TUIOKCEMHUS.

3. TAKTUKA JIEYUEHUSI HA AMBYJATOPHOM YPOBHE [3, 14-21]:

3.1 HemeaukameHnTo3HOoe Jevyenne [3, 14-21]:

e Jluera Ne 10-10a mpu Hanu4YMuU MPaBOKETYTOYKOBOW HENOCTATOYHOCTU U OTEYHOTO
CHUHJIpOMa.

e OxkcureHorepamnus: nokazana BceM namuentam ¢ PO2 aprepuanbHoii KpoBu < 8 KlMa
(60 Mmm.pT.cT., i SPO, <91%) mokazaHa OKCUTEHOTEPAIHUs C JOCTHKEHUEM IICIICBOTO
ypoBHs ¢ PO2 aprepuanbHOi KpoBU > 8 KPa. B aMOyIaTOpHBIX YCIOBHSIX ONTHMAIILHO
MCIIOJIb30BaHUE KUCIOPOAHOTO KOHIIEHTpATOpa C MPOU3BOIUTEIILHOCTHIO JI0 5 JI/MUH.

o @du3nueckas aAKTUBHOCTb:

[Tporpammel ¢du3nyueckoi peabuIUTaINK, JTOMYCTUMBI TOJBKO TMPHU caTypainuu Oosee
90%, BO3MOKHA OKCUT€HOTEpAIHs BO BpEMs Harpy3KHu.

— 1-2 ®K (BO3) ¢dusnueckre Harpy3Kd pEeKOMEHIYIOTCA B TIpeaesiax He
BBI3BIBAIONIMNX  CHAMIITOMOB  WJIA  HEMPUATHBIX  OIIYIICHWH  (OJBIIIKa,
TOJIOBOKPYXKEHHME, TMPHUCTYIbl  CJIabOCTH, YCTAJIOCTU  CepAUeOueHus) y
HETPEHUPOBAHHBIX MAIlMEHTOB Ha (oHEe MeaukaMeHTo3HoW Tepanuu (lla-B).
[TosiBieHME CUMIITOMOB TPECUHKOIME (MPUCTYIBI PE3KOU CIIa00CTH, «TyPHOTHIY,
MOTEMHEHHUS» B TJIa3ax) U CUHKOIE SBIISIOTCS MOKAa3aHUEM sl HEMEIJIEHHOTO
MpEKpaIlleHus] Harpy3ok M MmepecMoTpa o00béMa (PuU3NUecKol aKTUBHOCTH
narenta (111-C).

— 3-4 ®K (BO3) TonepaHTHOCTH K (PU3NUECKUM HArpy3KaM pPe3KO OrpaHuYEeHa, KaK
MPABUJIO, MAIIMEHTHI I€CATypPUPOBAHBI B IOKOE WJIM MTPOUCXOIUT €€ 3HAUUTEIBHOE
CHW)KEHHUE MIPU MUHUMAJIBHBIX (PU3UUYECKHUX HArpy3Kax.

Pexxum nmocTenbHbIN WM TTOYTIOCTENbHBIN pu 000ocTpennu 3adoneBanus. Heooxoauma
npoduiiakTiKka TPOMOO30B BE€H HIDKHMX KOHEYHOCTEH B TMEPUOJ OTPAHUUYCHUS
bu3nUecKuX Harpy3ok (J1acTUYeCKOW OWHTOBAaHHUE HIDKHUX KOHEUHOCTEH, UYJIKH,
YCUJICHUE aHTUKOATYJITHTHOM Teparum ).

e bepemenHocTtsb, poabl, 3aMeCcTHTeJIbHAasI rOpMOHOTepanusi B
MOCTMEHONAay3aJbLHOM nepuoje . bepeMenHoCcTh npoTHBOIIOKazana 6osbHbIM ¢ JII (I-
C), Tak KaKk MaTepUHCKass CMEPTHOCTH cocTanisieT 0 50%.

bapbepHbie METOIbI KOHTpAIETIIUK O€30TaCHBI IJIs MAIUEHTOB, HO HE MPEICKa3yeMbI IO
3 PEKTUBHOCTH.

[Ipenapatel  mporecTtepoHa  (MEIPOKCUIIPOTECTEPOHA  alleTaT,  JITOHOrECTPEN)
3¢ HEeKTUBHBI U O€30TaCHBI B CBSI3H C OTCYTCTBHUEM MOTEHIIMATBLHOTO PUCKA, CBI3aHHOTO
C IPUMEHEHUEM 3CTPOT€HOB, KOTOPHIE TPUMEHSUIUCH PAHEE.



JleBoHOprecTpen-coiepxkaHIlie BHyTpUMATOUHble cnupayid 3QGEeKTUBHBI, HO U3pEaKa
MOTYT MPUBOAUTH K Ba30BarajJbHON peakiny Mpyu UMILUIAHTALUU, OCOOCHHO MPU TSHKENOM
JIAT". BO3MOXHO coUe€TaHHE IBYX METOOB.

bosenTan MoxeT CHIKATh 3P PHEKTUBHOCTh OPAIbHBIX KOHTPALIETITUBOB.

B ciyuae 6epeMeHHOCTH OOJbHasi TOJDKHA OBITH MPEAYIPEKICHA O BHICOKOM pHCKE
(aTasbHOTO HCX0/1a U HEOOXOAMMOCTH TPEPHIBaHUS OEPEMEHHOCTH.

o IlyremecrBusi. [umnokcus ycyryOisieT Ba30KOHCTPHKIUIO, TIOSTOMY BO BpeMs
noJsieToB Ha aBuaTpancnopte 6oxbHbIM JII' ¢ @K 11-1V mpu napuuansnom nasiaernn 02
B aprepuanpHOi kpoBu < 8 klla (60 MM pT.cT.) HEOOXOAUMO TPOBOIUTH
JonoJHUTEIbHYI0 Kucinopoaotepanuio (I1a-C). CkopocTs 2 JI/MUH. JOCTaTOYHA JIJIs
MOBBIIEHUS JABJICHHS KHCIOPOJA 10 YPOBHS COOTBETCTBYIOIIETO YPOBHIO MOPSI.

e Bakuunaums. [lanuentam ¢ JII' HeoOxoauMa miaBHasi BaKIIMHAIMS TPOTUB BUpYcCa
AIUJEMHUYECKOTO TpUIlla M MHEBMOKOKKOB. I[lammenTel ¢ JIAI' 4yBCTBUTENBHBI K
BO3HHKHOBEHUIO ITHEBMOHUH, KOTOPasi B 7% ciIy4acB SBISETCS MPUUUHON cMepTH [ 16].
e IlnanoBble onmepaTuBHbIe BMewarTeabcTBa. Creayer oTIaBaTh NPEANOYTEHHUE
perHoHapHOM aHecTe3nn Hexenn obmemy Hapkosy (l1a-C).

e Ilcuxosornyeckasi mojaepKKa u moMoulb. JII' oka3pIBaeT CyIECTBEHHOE BIHSIHUE
Ha TICUXOJIOTUYECKOEe, COoIMaibHOe (BKIOYas (DUHAHCOBOE), HMOIIMOHAIBLHOE U
JTYIIEBHOE COCTOSIHUE MAIUEHTOB ¢ U Ux ceMmeil [29]. CriennaincTsl, BEAylINe NallueHTOB
c JII', moykHBI MUMETh HABBIKM M 3HAHUA ISl OLEHKU M PEHIEHUS BCEX 3THX 3a/ad
COBMECTHO C KOJIJIETAMH B COOTBETCTBYIOIIMX OOJACTSAX C MPUBICYCHUEM KOJUIET
MICUXUATPOB, KIMHUYECKUX TMCUXOJOTOB, PA0OOTHUKOB COLUAILHOTO OOECIECUCHUS U
nonnepxkku (1-C). IlarmeHnTckue opraHU3alii MOTYT UTPATh BAXKHYIO POJIb, MOITOMY
CJeyeT OPraHU30BbIBATh TAKME OPTaHU3aAlUA U PEKOMEHI0BATh MAIlUEHTaM BCTyNaTh B
oA00HbBIE 00BEUHEHHUS, UTO OJJATOTBOPHO BIMSET HA UX CITIOCOOHOCTH K KOMMYHUKAIIUU
U TIOBBIIIAET NPUBEPKEHHOCTh K Tepanuu. B [omojiHeHHEe K TICUXOJIOTHYECKOW U
COIIMAIbHON TMOJAEpKKE HEOOXOJMMO 3apaHee IUIAHWPOBATh OPraHU3alMI0 yXoJa 3a
OOJIbHBIMA U, TIPU HEOOXOJMMOCTH, HaIMpaBJICHHWE TNAlMEHTOB K CHEHHAINCTaM
NaJuIMaTUBHOW MEUIUHBI.

3.2 MenukameHTO3Has1 Tepanus [3]:

Puck-crparuduxanus 00abHbIX ¢ JI'.

PexoMennyercs perynsapHoe oOcnenoBanue mnanueHtoB ¢ JIAIT B nentpax JII.
Heo6xoamma BcecTOpOHHSA OIEHKA, MOCKOJIBKY HET OJHOTO TMOKa3aTessi, KOTOPbIi Obl
NPEAOCTaBIS JOCTATOUHYIO JUATHOCTUYECKYIO M MPOTHOCTHYECKYIO HH(OpMAIIUIO.
Hanbomnee BaxkHbIE BOMPOCHI, KOTOPBIE CIECIYET 3aJaBaTh BO BpPEMs Ka)XOTO BHU3UTA
MalueHTa BKIIOYAIOT:

o [Ipu3HAKM KIMHUYECKOTO YXYAIICHUS C MOMEHTA TOCJICTHETO BU3UTA;

e BeposTHas mpuyMHA KIWHAYECKOTO YXYHIIEHUS: HEIP(HEKTUBHOCTH TEparuu, H
WHTEPKyppEHTHAsI HHDEKITHUS.

e CocrossHue mpaBbix oTAenoB cepaua 1o jgaHHeiM - OXOKI, npusHaku
MIPaBOXKETYI0YKOBOM HEIOCTATOYHOCTH.



L4 HaCTO}IIHCC COCTOSAHHUE IIAlMCHTA COOTBETCTBYCT XOpomieMy JOJIroCpOdYHOMY

IIPOTHO3Y, T.C. UCIIOJIL30BATb COOTBCTCTBYCT KPUTCPHUAM HHU3KOI'O pU

cka ( Tab0. 13) [3].

Ta6auna 19. Pekomenaanuu no oueHke tsxkectu JIAI 1 o KIIMHUYECKOMY OTBETY

Ha Tepanuio [3]:

Pexomenoayuu Knacc
peKomenoauuu —
YPOGEHb
JoKazamebHOCIU
Pexomennyercs onenuBarh TsbkecTh JIAD, HCHOnB3ys CHEKTp JaHHBIX, I-C
MOJIyYEHHBIX TpU KIMHUYECKOM OOCJEeOBaHUHU, HArpy304HBIX TECTOB,
OMOXMMHMUYECKMX  MapkepoB, pe3ynbratoB IOxoK[T wu  uccrnemoBaHuit
remouHaMuKH (Tabsmibl 13 u 14)
Y CcTaOuibHBIX TAIMEHTOB PEKOMEHIYETCS MPOBOJIUTH OIEHKY COCTOSHUS I-C
KaKJIpIe 3-6 MecsIeB BO BpeMs HaOmroaeHus (Tabaumna 14)
Pexomenayercs JOCTYIKEHUS/TIOITICPKAHHE COCTOSIHHS MalKUeHTa, I-C
COOTBETCTBYIOILIETO HU3KOMY PHUCKY JeTanbHoCcTU (Tabnuua 13), 9to sBisercs
aJICKBaTHBIM KJIMHUYECKUM OTBETOM Ha TEPANUIO Y MalMeHToB ¢ JIAT
JlocTxkeHne/moiep)KaHue  COCTOSIHME — TMAIMeHTa,  COOTBETCTBYIOIIETO Ila-C
YMEpPEHHOMY PUCKY JIeTAIbHOCTH (Tabnuua 13) cneayeT cuuTath HeaJeKBaTHBIM
KIIMHUYECKIM OTBETOM Ha TEPANUIO y OOJBIIMHCTBA MarueHToB ¢ JIAT

HGHB JCUCHUA ITaDMCHTOB C JIAT" sgBnsercs JOCTHKCHHC CTAaTyCa HH3KOI'O PHCKa

(Tabnuma 6),

Hecneuudpuyeckasi, mnoaaep;kuBaiiasi Tepanus JIEro4YHOM runecre3nm.

Taoauna 20. Pekomenganuu no noaaep:;kuBaromei repamun [3].

Pekomenoayuu Knacc pexomenoayuu —
ypoeenp
OJoKazamenbHOCmU
Tepanus nuypeTukaMu rnokasasa y nauueHToB ¢ JIAI npu Hanuuun I-C

npuszHakoB [ DK HEZOCTaTOYHOCTH U 3a0€PKKH JKUIKOCTH

Tepanus mepopaibHbIMI AHTUKOATYJITHTAMH MOXET ObITh paccmoTperna 'y | 11b-C

nanuentoB ¢ UJIAT, HJIAT u JIAT BcieacTBue nprema aHOPEKCUTEHOB

V nanuenToB ¢ JIAT moxeT ObITh paccMOTpeHa Koppekius anemuu u/wnu | 11b-C

)KCJ'ICSOI[G(bI/IHI/ITHOFO COCTOSHHA

ITpuMeHeHre HHTHOUTOPOB AHTHOTEH3UHITPEBPAILAIOIIETO (hPepMEHTa, I
AHTAarOHHUCTOB PEIENTOpPa AaHTHOTEH3MWHA-2, 0eTa-0JI0KaTOPOB U
uBabpaauHa He peKOMeHIyeTcs y manueHToB ¢ JIAT, ecnu »Tu npenapatsl
HE MOKa3aHbl JICYCHHUS COIMMYTCTBYIONINX 3a00JIeBaHUH (T.€. BHICOKOTO
aprepuansHoro napnenus, UbC un JDK HemoctarounocTH)

-C

Coxpawenun: Ub5C — uwemuyeckas oonesnv cepoya, HJIAI — uouonamuueckasn JIAI, JIAI" — necounas apmepuanvhas
eunepmensus, JDK — nesviii ocenyoouex, HIIAI — nacneocmeennasn JIAL, IDK — npaguwil srcenydouex

Taprernass MeJUKAMEHTO3HAS TePANUs JIETOYHOH THIIEPTEH3NH.
ITauueHTHI ¢ MOJI0KUTEIbHBIM BAa30PEeAKTUBHBIM TECTOM.
Haunnate Tepanuio pEKOMEHIyeTCs C HHU3KOM J103bl, T.€.
BBICBOOOXKIatomerocs HudeaunuHa a8a paza B AeHb Wik 60 mMr qui

30 Mr MEIJIEHHO
THa3eMa TPH pa3a B

JCHb HJIN 2,5 MI' aMJIOJUIIMHA OAWH pa3 B ACHb, U B I[&HBHGﬁHICM OCTOPOKXHO H

IMMOCTCIICHHO YBCIIMYMBATH NO3UPOBKY 10 MAKCUMAJIBHO IICPCHOCHUMO
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Cyrounast no3a mpenapatoB, 3¢gdextuBHOCTh npu NJIAIT koTophix Obla MOKa3aHa,
JIOCTATOYHO BbICOKa M cocrtapisieT: 120-240 mr mns Hudeaununa, 240-720 mr s

nuiaTuaseMa v 1o 20 Mr 1 aMiIoIUIINHA.

B Hekoropeix caydasx TpeOyercs komOunarus bBKK wu  omoOpennsix JIAT-
crenu@uueckux MpemnaparoB, MOToMy Kak npu mnomnbiTke oTMeHbl BKK mpoucxoaut

ﬂaaneﬁmee KIIMHUYCCKOC YXYAIICHUC COCTOSHUA.

[Tarmenram, kotopsiM BPT He BBINONHANOCH, WIM NAUMEHTaM C OTPULATEIbHBIM
oTBeTOM He cieayeT HazHadaTh bKK n3-3a BO3MOXKHBIX TXKENIBbIX TOOOUHBIX 3(h(HEeKTOB

(manpumep, runotonus, cuakone u IDK HegocTaTouHOCTS).

Ta6muua 21. Pekomennanuu no repanuu BKK y nanueHToB ¢ MOJI0KHTEJIBbHBIM

orBeTrom npu BPT [3]:

WM ¢ OTpULATENbHBIM pe3ysnbpratoMm OBPT.
Xots crangapthble 1036l BKK Ha3HauaroTes mo npyrum nokasaHusm (Harpumep,
(dbenomen Peiino).

Pexkomenoauuu Knacc pexomenoayuu
— ypo6eHb
00KazamenpHoCmU
Pexomennyercs npumenenue Boicokux 103 BKK y nanuentos ¢ MJIATL, HIIAT u I-C
JUIAT, nmeromux nosioxkuTenbHbid 0TBET pu OBPT
TmarensHoe HaOMIONEHHE C TMOJHBIM TOBTOPHBIM OOCHemOBaHHEM dYepe3 3-4 I-C
Mecsina ot Havyana tepanuu (Bkitouyass KIIOC) pekomeHayeTcst y ManUeHToB ¢
WJIAT', HJIAT u JUIAT', nonyyaromux Tepanuio BeicokumMu goszamu bKK
IIponomxkenue Tepanuu BeicokuMu no3amu BKK pexkoMmenayercs y mauueHToB ¢ I-C
WJIAT, HJIAT, JUIAT, cocrosinune kotopbix coorBerctByeT | mnm Il ®K BO3 co
3HAYUTENbHBIM YIyUIIEHUEM FeMOAMHAMUKY (IPAaKTUYECKH HOpMau3anueil)
VY nanueHToB, coctosiHue KoTopeix coorBercTBYeT |l wn IV ®K BO3 unu ecnu I-C
y T[anueHTta He Ha0loJaercs 3HAYMMOro — YIy4dlIeHHEe TI'€MOJMHAMMKH
(mpakTUyecKH HOpMaiu3aluuu) Ha QoHe Tepanuu BblcokuMH Jo3amu BKK,
pekoMenayercs HaunHaTh JIAT -cienuduueckyro Tepanuio
Beicokne no3sl BKK He nokaszansl nmanueHTtam, y kotopbix BPTHe npooauics I-C

— npaswiil xcenyoouex, K — ghynkyuonanrvrulil Knacc

Cokpawgenusn: BKK — 6noxamopwul kanvyuesvix rananos, BO3 — Bcemupnas opeanuszayusi 30pagooxpanenus, WAL —
uouonamuueckasn JIAI, KIIOC — xamemepuszayus npagvix omoenog cepoya, JIAI' — necounas apmepuanvuas sunepmeH3us,
JUIAT — nexapemeenno-unoyyuposannas JIAI, HIIAI' — nacneocmeennas JIAL, BPT— ocmpuiii mecm éazopeaxmusrocmu, TDK

«Kumaccuueckas» JIAI' y naumeHTOB paHee He MOJYYaBIINX TAPreTHYIO TEPAIUIo.
Y DanuMeHTOB ¢ HU3KHM WM CPEIHUM PHUCKOM, CIEAyET INPUMEHATH CTAPTOBYIO
NePOPATBHYIO ABOWHYIO KOMOMHUpOBaHHYIO Tepamuto ¢ ADP + UD/13-5 (wmm CPI'LY),

COOTBCTCTBCHHO.

VY manueHToB ¢ BHICOKUM PUCKOM CJEIYET PacCMOTPETh TPOHHYI0 KOMOWHHUPOBAHHYIO
tepanuto, APO+UD/[-5+ noakoXHbI€ WIIKM BHYTPUBEHHBIE TPOCTAHOUABI (PUCYHOK 3).




Bnepsbie
BbIAB/IEHHbIE

nauueHTbi ¢ JIAD

«Knaccuueckaa» AT

| crscomecran 14—

OunarHos JIAT noaTBepXKAeHHbIN B SKCNEPTHOM LigHTpe
OTpuLaTeIbHbIN Ba30peaKTMBHbIN TecT

HauanbHas nepopansHan
AgoitHan Tepanua

HauanbHas TpoiiHas Tepanus,

|

BbICOKUI pUCK

BK/IOYaA B/8 uann /K
npocTaHoUAbI

«ATunuyHaa» NAl

HavanbHaa nepopasnbHaa MOHOTe panusa

Ve

HeapeksaTH bIVi KAMHUYECKUIA OTBET

ScKkanauma U ONTUMMU3ALIUA Tepanuu

HeapeksaTH bIi KAMHUYECKUIA OTBET

)

Xupypruyeckoe neyexue J1AI

Pucynok 3. Cxema Jjieuenus JIAI'.

«ATnnnynas» JIAT y nanmeHTOB paHee He MOJYYaBIIMX TAPTreTHYI0 Tepanuio.
VY mnanueHTtoB, ¢ «atunuuyHon» JIAD, pexomeHayeTcs W3Ha4dalibHAas MOHOTEpamus, a

IIPUMCHCHHC

KOMOMHUPOBAHHOW  Tepanuu

CICayCcT pacCMaTpUuBaAThb

B ClIy4ac

Her((PEKTUBHOCTHU Teparuu «mepBoi muHumy. [Ipenapatom BeiOopa siisitorcest UDJ(3-

5.

Taouuna 22. Pekomengannu mo 3ppeKTUBHOCTU CTAPTOBO MoHOTepanuu JIAT

[3]:

I'pynna npenapartos / npenapart

Kaacce PEKOMEHIAINHUH — YPOBEHDb N0KAa3aTCJILHOCTHU

®K BO3 II ®K BO3 111 ®K BO3 IV
BKK I-C? I-C? -
ADP AmOpu3eHTaH I-A I-A I1b-C
BozenTan I-A I-A I1b-C
NoJ13-5 Cunnenadu I-A I-A I1b-C
Tananadun I-B I-B lIb-C
CPI'll Puonmryar I-B I-B I1b-C
AHaznoru Wnonpocr, uHr. - I-B Ib-C
NPOCTAIMKIIHA
(mpocTaHoUIBI)

Ilpumeuanue: ® — monvko y nayuenmos ¢ nojodxcumenvuvim omeemom na BPT= knacc |, ons HJIAL, HJIAT, JUJIAT;
xknacc 118, ons cocmosnuil accoyuuposannwix ¢ JIATL,
Cokpawgenun. ADP — anmazonucmul sH0omenunosvix peyenmopos, BKK — bnoxamopwi kanvyuesvix kananos, BO3 —
Bcemupnas opeanuzayus 30pasooxpanenus, HJIIAI" — uouonamuuecxasn JIAI, U®P/[3-5 — uneubumopwi
gocgoouscmepaszvl noomuna 5, KIIOC — kamemepu3zayus npaseix omeoos cepoya, JIAI — necounas apmepuanvras
eunepmenzus, JIJIAI" — nexapcmeenno-unoyyuposaunas JIAL, HIIAI" — nacreocmeennas JIAI, BPT— ocmpuiii mecm
sazopeaxmusnocmu, CPI'L] — cmumyasimopel pacmeopumoti eyanunramyuxnasvl, PK — ¢pynxkyuonanvnwlil knacc

CTpaTeFI/Iﬂ JEYCHHUA Yy NAIUCHTOB, KOTOPbLIC HCXOAHO IMOJYYAKOT TAapreTHylo

Tepanuio:




e [lanMeHTHI C HU3KUM PUCKOM. Y NMAMEHTOB C HU3KUM PUCKOM, norydatromux JIAT -
crenuUUecKyro TEpanuio BHIOpaHHAas CTpaTerus JICUEHUs TOJKHBI ObITh TIPOJIOJIKEHA.
[Ipu HeoOxoauMocTu Bo3MoxkHa komOuHarus UdDJ[3-5+APD

e [lanmenTel co cpeagHUM pUCKOM. PexkoMmeHayeTcs 3ckananusi Tepanvuu B BUAC
JBOMHOM U TPOWHONM KOMOMHHPOBAHHOM TEPANHH y MALMEHTOB CO CPEJHUM PHCKOM,
HecMoTps Ha nonydaemyro JIAI-cmeunpuueckyro Ttepanuio. Ilpu  aBoiHOIM
KOMOWHUPOBAaHHOW TEpanmuu TPEANOYTCHHE W3HAYAIBHO OTAACTCS TMEepOpaTTbHOMN
Tepanuu, T.e. namueHtaM Ha MoHoTepanuu UDJD-5 wmu CPI'Ll moGapmstor ADP u
HaoOopotT. Ilpu TpoiHON KOMOMHHMpPOBAHHON Tepamuu MOTYT OBITb PACCMOTPEHBI
WHTAJSIIMOHHBIE, MOJKOKHBIE WM BHYTPUBEHHBIE AHAJOTH NPOCTALMKIMHA. Takke
JPYroi TepaneBTUYECKON omIue MoxkeT ObITh nepekitouenue ¢ UDJ13-5 na CPI'LL.

e [lanueHThl ¢ BBHICOKUM pPHCKOM. TakuMm mareHTaM Heo0XOJuMa ONTHUMH3allUs
JICYEHUs, JOJDKHBI OBITh BKJIIOYEHBI MOJKOXXHBIE WM BHYTPUBEHHBIC aHAJIOTH
MPOCTAIMKIIMHA, €CJIM 3TO He ObUIO yxke HauyaTo. [lepexon ot UDJD-5 na CPI'Ll moxer
OBITh PACCMOTPEHO, C OTOBOPKOM, UTO 3TO MCIOJIB3YETCS KaK BCIIOMOTaTelIbHAs Tepamnus
HEXKEJIM KAaK allbTepHATHUBA TEPAIIUU TPOCTAHOUIAMMU.

Ta6nuna 23. Pekomenaanmuu no 3¢p¢GeKTHBHOCTH CTAPTOBON KOMOMHHPOBAHHOI
tepanuu JIAT [3]:

Tepanus Kiaacc pekomenaanuu — ypoBeHb
AOKAa3aTCJIbHOCTH
®K BO3 |1 ®K BO3 111 ®K BO3
v
AMOpu3eHTaH + Taganadun I-B I-B 11b-C
Hpyroiit ADP (kpome lla-C lla-C I1b-C
amOpuzentana) + UDJ[3-5
Coxkpawenua. ADP — aumaconucmuvl snoomenunogvix peyenmopos, UDID-5 — unzubumopul
pocgoouscmepaszvl noomuna 5

Ta6nmuma 24. Pexomengauum 1o  3PPeKTHBHOCTH  TOCJA€0BaATEIbLHOM
KoMOMHUpoBaHHoii Tepamun JIAT [3]:
Tepanus Knacce pexkomenganum — ypoBeHb
JI0KA3aTeJbHOCTH
®K BO3 |1 ®K BO3 111 ®K BO3 IV
bosenTan + puonuryar I-B I-B lla-C
Bbo3eHTaH + WJIONPOCT HHT. I1b-B I1b-B 11b-C
bosenrtan + Tagamadun lla-C Ia-C Ila-C
Cunnenadui + aMOpu3eHTaH I1b-C 11b-C 11b-C
Cunnenadui + 003eHTaH I1b-C 11b-C 11b-C
bozenTan + cungeHadun I1b-C 11b-C 11b-C
Jlpyrue nBoiiHble KOMOWHAITH I1b-C 11b-C 11b-C
Jlpyrue TpoiiHbIe KOMOMHAIINH I1b-C 11b-C 11b-C




Cunnenadun (wau apyrue UDJ1D-5)
+ puonuryar

I11-B

111-B

111-B

Cokpawenusn. UD/[D-5 — uneubumopul ghocpoouscmepazol noomuna 5

Taboamua 25. IlepeyeHb OCHOBHBIX JIEKAPCTBeHHBIX cpeacTB (umeromux 100%

BEPOSITHOCTH NPUMEHEHHs]):

Ne ([@apmakorepaneBTudeckasi MexxayHapoaHoe Cnoco0d npuMeHeHust Y
rpynmna HeNaTeHTOBAHHOE
Ha3BaHHe
Taprernas Tepanus J€ro4yHoi aprepuaJbHOi TrHNEePTEH3 NI
1. [biiokaropsr pelenTopoB0O3EeHTaH Ta6. Havanpnas no3a 62,5 mr. 2 B
pHAOTETMHA—1 pasa B JieHb, LieneBas jgo3a 125
MT. 2 pa3a B JICHb
aMOpH3eHTaH Ta6. Hawanbnast no3a 5 mr. 1 pas B
B JeHb, HejaeBas ngo3a 10 mr. 1
a3 B JICHb
2. Maruburop S-cunnenadun Ta6. 20-25 wmr. 3 pa3a B ieHb. B
bochoandcTepaspl raganapui Tab. 2,5 mr. — 20 mr. 1 pa3 B B
ICHb
BapacHaDUIT Tab6. 5 wmr. 2 paza B JIcHb
3 CtuMynsaTop  pacTBOPUMOUPUOIUTYAT Ta6. Hauansnas no3a 0,5 mr. 3 B
ryaHUJIATIIUKIIA3bI jpasa B JeHb, LIeneBas 103a 2,5
MT. 3 pas3a B JICHb
4 |AHaJIOTH MPOCTAIIUKINHA  [JIOIPOCT 20 mxkr. 4-6 pa3 B JACHb, B
UM TENIbHOCTh MHTAISIIUH 5-10
MUHYT.
AHTHKOATYJISTHTBI.
5 [Henpsmeble opaibHbIe /laburaTpana Tab. 110 mr. 2 pa3a B 1eHb
AQHTUKOATYJISTHTBI ATEKCUJIAT
PuBapokcaban Ta6. 15-20 mr. 1 pa3 B 1eHb
IArinkcaban Tab. 2,5-5,0 Mr. 2 pa3a BlI€Hb.

*3asucum om DK (BO3), MoHO unu KOoMOUHUPOBAHHOU mMepanuu, CMapmosou Uiu Nocie008amenbHOl
KOMOUHUPOBAHHOU mepanuu, yKazano 6 mao. 22-24

Ta6auua 26. IlepeyeHb JONOJHUTEIBHBIX JeKAPCTBEHHBbIX cpeacTtB (Menee 100%0

BEPOSITHOCTH NIPUMEHEHMS):

Ne | JlekapcrBeHHasi rpynna | MexxayHapoaHoe Cnoco0 npuMeHeHus Y
HeNaTeHTOBAaHHOE
HA3BaHHeE
1. [bnokatopsl KaJILITUEBBIX|{A MIOIUITHH Tab. Hauanpuast nosza 1,25 mr. 1 B
KaHaJIOB pa3 B JIeHb, 1eneBas 103a 20 mr.
1 pa3 B 1cHb
Jnntrazem Ta6. Hawanpuas mo3a 60 mr. 3 B
jpa3za B JeHb, LeneBas go3a 240-
720 mr/cyt
Hudbenunus, Ta6. Hauanenag mo3a 30 wmr. 2 B
ITTATEITHFHOTO pa3a B JIeHb, LieneBas go3a 120-
BBICBOOOKICHHSI 240 mr. 2 pa3a B IeHb




8 [duyperuku Dypocemu PactBop miist uabekiui 20 C
mr/m, Tab. 40 mr, 1 — 2 paza B
ICHb
Topacemun Ta6. 5-10 mr. 1 — 2 pa3a B 1eHb C
[uapoxmoptuazuyn  (Tab. 25, u 100 mr. 1 — 2 paza B C
ICHb
CruposiakToH Tab. 25, 50, 100 Mmr 1 — 2 pa3a B C
CHb
9 (CepnaeuHblii TIIMKO3H/T JIuroxcua Tab. 1,25-2,5 mr. 1 —2 paza B 1-C
NICHb
10 Okcup a3ora HenpepsiBHas uHTaNIALMS, B 1-C
koHTyp UBJI.10-40 ppm
JIeBocuMeH1aH 0,1 MKr/Kr/MuH 1-C

IMoaxoapl B BeaeHuH HeKOTOPBIX opm JIAT u apyrux rpymn JII' [35-39].

JIAT', accounupoBannas ¢ BIIC Bo B3pocsiom Bo3pacre.

JIAT, accomuupoBanHasi ¢ BIIC otHocutcs x 1 rpymme JII' (cm. Tabmuiy 4) u
MPEACTABIACT COO0OM BechbMa TETEPOTCHHYIO MOMYJALMIO TMAalMeHTOB, MpPUBEIACHA
OT/IeJIbHAsl KIIMHUYecKas kiaccudukanus (cMm. Tadbnuiry 5). Ilo gaHHBIM eBporneickum
nanHeiM  5-10% B3pocneix manumeHToB ¢ BIIC umenm JIADT [35]. IloctositHHOE
BO3JICHCTBUE YBEJIIMUYEHHOTO KPOBOTOKA IMPU CHUCTEMHO-JIETOYHOM IIYHTE, a TaKXKe
MOBBIIIIEHHOTO JABJICHUSI HA COCYJbl JIETKUX MOJET TMPUBECTH K TUIIUYHOU
O0OCTpYKTMBHOM apTepuonaTuu (MAEHTUYHBIM JpyruMm Buaam JIAID) ¢ mocienyrommm
poctom PVR. Ecnu PVR npeBbitiaeT cucreMHoe cocyauctoe conpotusienue (SVR), To
IIYHT MEHSET CBOE HarpaBjeHue (CUHIpOoM Dii3zeHMeHrepa) [36].

VY mnanueHtoB ¢ npeobiaaHUEM CHUCTEMHO-JIETOYHOTO HAMPAaBIICHUS IIYHTa MOXKHO
PaccMOTPETh KOPPEKITHIO MOopoka (Tabnuia 5). belan npeaioxkeHbl KpUTEpUr 3aKPbITUS
IIYHTa, OCHOBaHHbIC Ha 6a30BoM ypoBHe JICC (Tabmura 23) [37-39].

Tab6anua 27. Pexomenaanuu no koppexkuun BIIC ¢ npenMyniecTBeHHO CHCTEMHO-
JIETOYHBIM HANpaBJieHHeM IyHTa [3]:

Pexomenmanuu Kuaace
PVRI PVR Kopperupyemplii * | peKOMeHAalUH —
(WU*m?) (WU) YPOBEHb
AOKA3aTCJIBbHOCTH

<4 <2.3 Ha lla-C
>8 >4.6 Hert lla-C
4-8 2.3-4.6 NuauBunyanbHas la-C

OLICHKA ITal[MEHTA B

TPETUYHOM LIEHTPE
Ilpumeuanue: “ — onepamusHoe neyerue Ul YPEeCKOICHOe YpeccoCyOUCmoe BMeuamenbCmseo
Cokpawenusn: uJICC — unoexc JICC, JICC — necounoe cocyoucmoe conpomusietue

Tabauua 28 Pexkomenaanum no BeaeHuio nauueHToB ¢ JIAIL', accounupoBaHHoii ¢
BIIC [3]:




PexoMenpanuu Kaacce

PeKOMeHIaluu —
YPOBEHb
JA0KA3aTeJIbHOCTH
[Ipumenenne 603eHTana pekomenayercs y nanuentos ¢ Il ®K BO3 ¢ I-B
CUHAPOMOM DH3EHMEHrepa
[Ipumenenue npyrux ADP, UDJ[D-5 u nmpocTaHOUIOB cleayeT 00CyKaaTh y lla-C
[IAIMEHTOB C CUHAPOMOM DH3EHMEHIepa
[Tpu oTCYyTCTBUM 3HAYUTEIHHOTO KPOBOXAPKAHbBS MOXHO 00CYX1aTh Ha3HAYCHUE I1b-C

MePOPATLHBIX aHTUKOATYJITHTOB Y AIIUEHTOB ¢ TpoM0O030M JIA Miu nmpu3HaKamu
CEpJIEYHOIN HETOCTaTOYHOCTH

[TpuMeHeHrEe NOTIOTHUTENBHON TePANTuU KUCIOPOJOM CIIeIyeT 00CYKIaTh B Ila-C
cly4asix, KOTa Teparnus KUCIOPOIOM MPUBOIUT K CTOWKOMY MOBBIIICHHIO
carypaiyy KKCIopoa U YMEHbIICHHIO CUMITOMATHKH

[Tpu HATMYMK CUMIITOMOB TUIIEPBSA3KOCTH CIIENYET 00CYX/1aTh BHIIOJTHEHUE lla-C
¢b1eboTOMHN C N30BOIOMUYECKIM BO3MEIIEHHEM, OOBIYHO IPH YPOBHE
remMatokputa >65%

[IpumeneHue mpemnapaToB, COIEPKAIINX KeIle30, MOXKHO 00CYKIaTh y I1b-C
MAIMIEHTOB C HU3KUM YPOBHEM ()eppUTHHA B IIa3ME KPOBH

VY nanueHToB ¢ CHHAPOMOM Dii3eHMEHTepa MOXKET 00CYKIaThCs Ha3HAYCHHE I1b-C
KOMOWHUPOBAHHOH Teparuu

Ucnons3oBanue BKK He pekomenayeTcs y NalueHToB ¢ CHHAPOMOM 1-C
Dif3eHMeHrepa

Cokpawenua: ASP — anmazonucmul 3H0omenuHosvix peyenmopos, bKK — 6nokamopwl kanbyuesvix
kananos, BO3 — Bcemupnas opeanuzayus 30pasooxpanenus, UJIAI" — uouonamuuecxasn JIAL, UD/[3-
5 — uneubumopwi ghocgpoouscmepazvl noomuna 5, JIA — necounas apmepus, K — ¢pynkyuonanoHwill
Kaacc

JIAT', accomuupoBanHasi ¢ C3CT (cucteMHbIMHU 3200/1€BAHUSAMHU COEIMHUTEIbHOM
TKAHH):

JIAT', accomuupoBanHoit ¢ C3CT, 3aHMMaeT BTOpO€ MECTO cpeau Hauboliee
pacopoctpanénnbix TUNOB JIAI' mocne MJIAI' B 3amamubix ctpanax [40]. V stux
naneHToB JIAI'T MoOxeT pa3BUBATBCA BCIEACTBUE HMHTEPCTUIIMATIBHOTO TOPAXKEHUS
JIETKUX WK B PE3YJIbTATE U30JIMPOBAHHOTO MTOPAKEHUS COCYAOB JIETKUX, C BOBJIICUCHUEM
U noctkanuuipHbix Benyn (BOBJI) [41,42].

Taboauuna 29. Pekomenaanuu no Beaenuro nauueHTon ¢ JIAI, accouunpoBaHHOM ¢
C3CT [3]:

Pexomenpanun Kaace
peKoMeHaaAINH —
YPOBEHb
JA0KA3aTeJIbHOCTH
Ox0KI' B cOCTOSIHUY TIOKOSI PEKOMEHTyeTCsl B KQUeCTBE CKPHHHUHTOBOTO I-C
UCCIIEIOBaHHS Y OECCUMITTOMHBIX TTAIUEHTOB C CUCTEMHOW CKIEPOJIEPMUEH, C
MOCIEAYIONUM eKerofHbIM DX0KI -CkpUHUHTOM, HCCIIeJOBaHUEM
nudPy3nOHHOM CITOCOOHOCTH JIETKUX I MOHOOKCH/IA YTIIEPOIa U YPOBHS
OroMapKepoB

Bremonnenune KITOC pexomenayercs Bo Bcex ciayyasx noaospenus JIATL, I-C
accoruupoBanHoit ¢ C3CT




Tepanus nepopaTbHBIMH AHTHKOATYJISTHTAMH MOXKET 00CYKIaThCs Ha I1b-C
WHVBUIYAILHON OCHOBE MPU HATWMYUH MPEAPACTIONOKEHHOCTH K
TpoMboduIIN

Cokpawenusn: ASP — anmazonucmul s3H0omenunosvix peyenmopos, bKK — o1okamopwi
Kanvyuesvlx kananos, BO3 — Bcemupnas opeanuzayus 30pasooxpanenus, UJIAI — uouonamuueckas
JIAT, UD][3-5 — uneubumopwi ghocghoouscmepazvt noomuna 35, JIA — necounas apmepus, ©K —
@yHKYUOHANbHBLI KTlACC

JIAT', accounupoBaHHasi ¢ MOPTAJbHOI runepTensueii [43-46]:

JIAT', accouuupoBaHHas € NOPTaIbHOW THIEPTEH3UEH, OOBIYHO OTHOCAT K MOPTO-
nynpbMoHansHOM JII' (IIIIJIIY). DTy HO30J0THI0O HE cCleayeT IyTaTh C Tremnaro-
MyJIbMOHAJIBHBIM CUHIPOMOM, KOTOPBIN XapaKTepU3yeTCs MaTOJIOrMYECKON quiaTauuen
COCYJZIOB JIETKUX U runokceMueit [43]. OIHaKO 3T ABa COCTOSHUS MOTYT NIEPECEKAThCS
[44]. [ITIJII" acconuupoBaHa ¢ HAIMYUEM MOPTAJIbHON THIIEPTEH3UH, HO HE 0053aTEIBHO
C MpUCYTCTBUEM 3a0o0seBaHus neuyeHu. OJTHAKO MUPPO3 MEUYEHU JIO CUX TOpP SBIAETCS
HamOoJiee YacTOM MPUYMHOW MOpTaIbHOM rurnepteH3uu, mnodtomy [T oObraHO
BCTpeUaeTcs y 00JIbHBIX ¢ Uppo30M nedeHu. [Ipumepro 1-5% nanueHToB ¢ mopTaabHON
runepren3uen passubaercs JIAL [45] u puck ee pa3BUTHS COBEPIICHHO HE 3aBUCUT OT
ATUOJIOTHH 3a00JI€BaHUSI U HApYILIEHHUs PYHKIUU NIeYeHH [46].

Ta6amnua 30. Pekomenganuu no Beaennio nauueHTon ¢ JIAIL', accouunpoBanHoii ¢
NopTaJbHOW runeprensueii [3]:

PexoMenganuu Kuaace
peKoOMeHIalum —
YPOBEHb
J0Ka3aTeJIbHOCTH
Ox0oKTI" nnsa noucka npusnakoB JII' pekoMeHayeTcsl BBITOIHATh Y CUMIITOMHBIX I-B

MAIMEHTOB ¢ 3a00JI€BaHUSIMU TIEUEHU WM OPTAIbHOM TUIIEPTEH3UEN U y Bcex
KAaHMJAaTOB HA TPAHCIUIAHTALMIO TICYCHU

[TaruenTos ¢ JIAT, acconmmupoBaHHOMN ¢ OPTAIbHOM TUNIEPTEH3UEH, I-C
pPEKOMEHIyeTCsl OTIIPABIATH B LIEHTPBI, UMEIOIIUE OMBIT paboThl C 000MMHU

3a00J1€BaHUAMU

Tepanus nepopagbHbBIMM aHTUKOATYJISHTAMU HE PEKOMEHAYETCS y AI[UEHTOB -C
¢ JIAI', acCOMMPOBAHHON C MOPTAIBLHON THIIEPTEH3UEN

TpaHcaHTalus MEYEHU MOXKET 00CYKAAThCS Y OTAENbHBIX MAIEHTOB C Ib-C
xopounM oteeToM Ha JIAI -Tepanuto

TpaHcIanTanys nNe4eHu NPOTUBONOKA3aHa Yy MALIMEHTOB C TSKEION U -C

HeKOoHTposupyemoil JIAT

Coxkpawenusa: JIAI — necounas apmepuanvras cunepmen3sus, JII' — necounas cunepmen3sus, IxoKI -
axoxapouozpaghusi

JIAT, accomnupoBannas ¢ BUU-undexuneii [47]:

B nonynsuMOHHOM HWCCIEAOBAHMM MUHUMATIbHAS — pacnpocTpaHeHHOCTh JIATL,
accouunrpoBanHoi ¢ BUU-undekmueit, cocrasmisiia 0.46% u Obl1a CX0XKel ¢ ypoBHEM 10
BHEJIPEHHS BBICOKOAKTUBHOW aHTHUPETPOBUPYCHOM Tepanuu [47].

Taboauua 31. Pekomenaanuu no Beaenuo nauueHToB ¢ JIAI, accomunpoBanHoi ¢
BUY-undpexuueii [3]:



Pexomennanuu Kuaace

peKoMeHaaANU —
YPOBeHb
JA0KA3aTeJbLHOCTH

Ox0KI" ckpununr JII' y 6eccumntomMubix manueHToB ¢ BUY-undexnueii e Il -C

PEKOMEHTyeTCS

Tepanust nepopaibHBIMH AHTHKOATYJITHTAMH HE PEKOMEHYETCSI U3-3a I -C

OTCYTCTBUSI IAHHBIX O COOTHOIICHUH YPHEKTUBHOCTH/PUCK

Cokpawenusn: BUY — eupyc ummynooedpuyuma uenosexa, JII' — necounasn eunepmensus, IxoKI -
axoxapouozpaghusi

BOBJI u JIKI' (BeHOOK/II03MOHHAA 00J1e3Hb JIETKMX U JIETOYHbINH KanUJIAPHBIN
remanruomaro3s) [48-50]:

Honst wmpmmonatmyeckux ciyyaeB JIAI, [E€WCTBUTENBHOCTH  YAOBJIETBOPSIOIIMX
kputepusim  BOBJI/JIKI, BepostHO cocraBiger okoino 10%  (MuHMManbHas
3aboneBaemMocTh M pacnpoctpaHeHHocTh BOBJI/JIKDT <1 cmydait/mnu) [48,49]. B
ommune ot WIAT cpeau nanuentoB ¢ BOBJI nmpeobiagaroT nanueHTbl MyKCKOTO T10J1a
¥ IpOrHo3 6os1ee HebmaronpusTHeIi [50].

Taoauna 32. Pekomennanuu no BeaeHuro manueaTo ¢ BOBJI/JIKT [3]:

PexoMenpanuu Kuaacce
peKoOMeHaluu —
YPOBEHb
J0Ka3aTeJIbHOCTH
Jns nocranoBku nuarnoza BOBJI/JIKI pekomeHayeTcst y4UTHIBATh |-C

COBOKYITHOCTb KIIMHHUYECKOT'O O6CJIGI[OBaHI/I$I, (1)I/I3I/IK8,JII)HOFO HUCCICI0BaHUs,
6pOHXOCKOHI/II/I 1 pE3yJIbTATOB queBOﬁ JUAarHOCTUKU

Wnentudukanus 6u-amensaoit myranun EIF2AK4 pekomenmyercs s I-B
MOATBEpKIeHus AuarHo3a HacienctBeHHoit BOBJI/JIKT 6e3 ructonorunyeckoro
MTOATBEPKICHUS

ITpu ycranoBnenuu nuarnoza BOBJI/JIKT HeoOXxoanMo kak MOKHO CKOpee I-C
HANPABHUTH MAIMEHTA B LICHTP TPAHCIUIAHTAIIUU
[Maniuentsl ¢ BOBJI/JIKT moimkHbI HAOMIOAaThCS TOJIBKO B LIEHTPAX, UMEIOIINX l1a-C

001b110M OMBIT BeieHUs1 00JIbHBIX ¢ JII', B CBSA3M C BBICOKMM PUCKOM pa3BUTHUS
OTeKa JIETKUX Mociie Hadasia tepanuu JIAI -cnenuduueckumu npenaparamu

Coxpawenua: BODBJI/JIKIT — 6eHookn103uOHHAA 00N€3Hb  JIecKUX U J1e20YHbll  KaANULIAPHbLU
eemanauomamos , JIAI' — necounas apmepuanvras cunepmensus, JII' — necounas cunepmen3us

JIT" BciieicTBME MATOJIOT MU JIEBBIX 0T/Ae/I0B cepana [8,51-54]:

JIU' sBisieTcss 4acThIM OCJIOKHEHHWEM 3a00JIeBaHUS JIEBBIX OTJIEIOB CEp/Ila, 4acTo
BCTPEYAETCS KAK CUMIITOM JIEXKAILETO B OCHOBE COCTOSIHUA [8,51] 1 cBsi3aHa C TSHKECTHIO
3aboneBanus. Ilo cpaBHenuto ¢ JIAIT mamuwentst ¢ JII', accOMUpPOBAaHHBIX C
3a00JIeBaHUSIMM  JIEBBIX OTIEJIOB cepana (0coOEHHO B ciydae C CepAcYHOU
HEJIOCTATOYHOCTBIO C COXpaHEHHOW (Qpakuueil BbIOpoca JIEBOTO KEIyJI04YKa) 4acTo
cTapiie, >KeHCKOTo ToJia, ¢ 0ojiee 4acTol pacHpoCTPaHEHHOCTBHIO COMYTCTBYIOIIMX
CepACYHO-COCYAUCThIX 3a0oJyieBaHUl [52] W OOJNBIIMHCTBO, €CIM HE BCE, HUMEIOT
MPU3HAKU METa0O0JINYECKoro cuuapoma [53].



JIT' pa3BuBaercs npu 3a00JIEBAHUSAX JIEBBIX OTNIENOB CEp/lla B OTBET HA MACCUBHYIO
o0OpaTHy10 nepeaady JaBJIeHUs HAIOJHEHUS, [IaBHBIM 00pa30M 3a CYET JUACTOINYECKON
mucynkiun JOK, yCHIIeHHOM MUTpanbHOM peryprutaiueid, BbI3BaHHOW (HU3UYECKOU
Harpy3koil u moteper komruiaeHTHOCTH JIIT [8]. ¥V HekoTOpbIx OONBHBIX 3TH YUCTO
MEXaHUYEeCKHME KOMIIOHEHThI BEHO3HOI'O 3aCTOS MOTYT BbI3BaTh 3(PGEKT HAIOKEHUs, C
MIPUCOCTNHEHNEM Ba30KOHCTPUKIINH JIETOYHBIX COCYAOB, CHUKEHUEM OMOIOCTYITHOCTH
OKCHJA a30Ta, MOBBILIEHHUS KCIIPECCUU YHAOTENNHA, IECEHCUTU3AlMN B BA30AUJIATALINH,
0OYCJIOBIICHHON JEWCTBHEM HATPUHUYPETUUYCCKOTO TENTHAA, W PEMOJICITUPOBAHHEM
cocynoB [8,51,54]. Oto mpuBoauT K AanbHedmeMy ypenudeHuto [I3JIA u moxer
NPUBECTU K 3a00JIEBAHUIO COCYIOB JIETKHX, yBenudeHHto noctHarpysku IDK u IDK-
HEJIOCTaTOYHOCTH [8].

Tab6auua 33. IIpuMepbl 0CHOBHBIX (DAKTOPOB, MO3BOJISIOIIMX npeanoarats JII' 2
rpynmnsl [3]:

Kuananyeckas Ixoxapauorpadus JApyrue npusHaku
npe3eHTaIus
Bo3spact >65 ner CTpyKTypHBIE U3BMEHEHUS JIEBBIX OKIT™:
OT/IEJIOB CEep/IlIa: - IJOK w/wmm TJITT
- 3a00JIeBaHUS KJIAIIAaHOB JIEBBIX - OII/TII
OTIEJIOB cepAua - BJIHIIT
- yBenmuenue JIIT (>4.2 cm) - Hanuuue 3yOooB Q
- (porauma MIIII BopaBo
- muchynkius JOK

- KOHLeHTpHuueckas runeprpodus JDK
U/WIN yBEIMYEHHUE MacChl MUOKap/a

JDK
Cumnromer JDK [Tokaszarenu nomruieporpagpudeckoro | [Ipyrue naHubie
HEJI0CTaTOYHOCTH MCCIJIETOBAHMSI TIOBBIIIEHBI: BU3YaIM3UPYIOLINX METOIUK
- yBenuueHue cootHouenus E/e’ UCCIIEJOBAHMSL:
- >2-3 Tun HapyuieHne - nmuanu Kepnu B
TPAaHCMHUTPAJIIBHOIO KPOBOTOKA - BBINIOT B IIJIEBPAJIbHON
IOJIOCTH
- OTEK JIETKUX
- yBenudenue JIA
[Tpusnakn OtcyrcTBHE:!
MeTaboIMYECKOro - mucoynkuu [DK
CHUHIpOMa - CPEITHECUCTOINYECKOTO TPUKPBITUS

KpoBOTOKa B JIA
- BBINIOTA B IIOJIOCTh NTEpUKap/a

AHaMmHe3 3a0051eBaHUS
cepaia (B MPOILIOM HIIH
HACTOSIIIEM)

[Tepcuctupyromas
GbubpmiIsiIKs npeacepauit

Cokpawenun: BJIHIII — 6noxkada nesou noxcku nyuxka luca, ITTDK — eunepmpocdhus nesoco
acenyoouxa, IT'JIII — cunepmpogpus neeozo npeocepous, JIA — neeounas apmepus, JII' — necounas
eunepmensus, JDK- neewviti ocenyoouex, JIII — nesoe npeocepoue, MIIII — medxcnpedceponas
nepezopooxa, IDK — npaswiii scenyoouex, TIl — mpenemanue npedcepoui, @I — gubpurnayus
npeocepouti, IKI" - anexkmpokapouoepamma




Tabauuna 34. Pexkomenaanum no BeaeHui0o nanueHToB ¢ JII' mpu 3a0ojieBaHUAAX
JIEBBIX 0T/1eJ10B cepana [3]:

PexoMenganuu Kuaacce
PeKoOMeHAaluu —
YPOBeHb
A0Ka3aTeJbHOCTH
OnTuMuzanus Jie4eHus OCHOBHOTO 3a00JIeBaHUS PEKOMEH IyeTCs TIepet 1-B

npuHsATHEM pemenus 00 oocnenoBanmu JII', accomupoBaHHOI ¢
3a00JICBaHUSIMU JICBBIX OT/IEJIOB Cep/la (T.€. JCUCHUE CTPYKTYPHOH TaTOIOTHH
cep/ia)

Pexomennyercs BbLBisATH apyrue npuunnsl JIIN (T.e. XOBJI, cunapom I-C
coHHoro anHo3, TOJIA, XTJII') u JIeunTh UX COOTBETCTBYIOIIUM 00pa30oM J10
npuHsTHS penieHus 06 oocnenoBanuu JII', 00yciioBieHHON 3a00IeBaHUSIMEI
JIEBBIX OTJIEJIOB CepIla

WNuBa3uBHOE uccienoBanue npu JII' pekoMeHyercst npoBoauTh Ha GoHE I-C
KOPPETHUPOBAHHOI'O BOJKOMUYECKOIO CTaryca
[TaruenToB ¢ JIT', acconmupoBaHHOM ¢ 3a00JICBAaHUSMU JICBBIX OT/ICIIOB lla-C

cepua, ¥ BBIPAKEHHBIM [TPEKAMIUIIPHBIM KOMIIOHEHTOM, Ha YTO YKa3bIBAET
Beicokuit JII'J] u/unm Beicokoe JICC, cnemyer HampaBiaTh B SKCIIEPTHBIHI
neHtp JII' as BBIOIHEHUS OJIHOTO IMAarHOCTUYECKOT0 00CIeI0BaHUs U
NPUHSTHS UHIUBUAYAIBHOMN JIEYeOHOM CTpaTeruu

BaxxHocTh U posib Ba30peakTUBHOTO TecTa y nanueHTos ¢ JIT, 11-C
ACCOIIMMPOBAHHOM ¢ 3a00JIEBaHUSMH JICBBIX OTJIEJIOB CEP/LIA, HE OIpe/IesieHa,
3a UCKITIOYEHHEM OOJIbHBIX, SIBJISIFOIIMXCS KaHIUIaTaMU Ha TPAHCIUIAHTAIIIO
CepIia W/WIM NMILIAaHTAIIUI0 MEXaHMYECKOT0 yCTpoiicTBa st moaepkku JOK

Hcnonws3zoBanue JIAI'-cniennduueckoii Tepanuu y mauuentos c JII, 1Hi-C
ACCOIIMUPOBAHHOM C 3a00JICBAaHUSIMHE JICBBIX OTJEIIOB Cep/IIa, He
pPEKOMEHTyeTCs

Cokpawenusn: J{I]] — ouacmonuueckuti epaouenm oasnenus, JIAI' — necounas apmepuanvHas
eunepmensus, JII' — necounas eunepmensus, TIJIA — mpomb6osmbonus necounou apmepuu, XObJI —
XpoHuyeckas obcmpykmuseHas 0one3nsb jeckux, XI1JII' — xponuueckas mpom60IMboruveckas
JIe20UHas 2UNepmeH3ust

JIT" BesieacTBHE NATOJIOIMH JIETKUX M/WiHM runokcuu [55,56]:

Tsoxects JIT', kak mpaBmiio, ¢i1ab0 CBS3aHa ¢ TSHKECTHIO OCHOBHOM IATOJOTHHU JICTKHX.
HaubGonee pacmpoctpanénnbsie mapkepsl JIIT SBISIOTCS HEMPOMOPIIMOHATLHOE HU3Kas
muddy3roHHast crmocoOHOCTh Jierkux U Hu3koe aasienne COz [55,56]. ¥V HekoTOphIX
O0onbHBIX ¢ matojorued Jerkux u JII', ocoOeHHO y TaIlMeHTOB ¢ Jierkoi Gopmon
3a0oneBaHui Jerkux, HO Tspkenod JII', TpynHo onpenenuts, sBasercs nu JII
pe3ynbTaTOM MATOJIOTUU JIETKUX WM MAalUEeHT CTPalaeT OT ABYX 3a0oneBanuid, T.e. JIAT
U XPOHUYECKOTO 3a00JICBaHUSI JIETKUX. DTH MAIIMEHTHI JJOJDKHBI OBITH HanpapyieHsl B JII -
LEHTP, TJI€ €CTh TAKXKE OMBIT pabOTHI B 00JIACTH MYJIbMOHOJOTHH.

Taboauuma 35. I'emoannamuueckass kiaaccupuxanus JII' BejaeacrBue 3a60/1eBaHui
Jgerkmx [3]:

| Tepmunoorus \ I'emoaunamuka (KIIOC)




XOBJI/MJI®/KIIDD 6e3 JIIT | MPAP. <25 MM pT.CT.

XOBJI/MJI®O/KIIDD ¢ JIT MPAP p. JIUIAcp. >25 MM pT.CT.

XOBJI/NJID/KIIDD ¢ MPAP >35 mwm prt.ct. unu JIJI mPAP Acp. >25 MM pT.CT.
Tspxeson JIT npu Hamuuu HU3Koro JIJIAcp cepaeunoro Beiopoca (CU
<2.5 n1/MuH, HE OOBSICHUMOTO APYTUMHU IPUYUHAMH )

Cokpauwenusn: MPAP — cpeonee oasnenue 6 necounoti apmepuu, UJID — uouonamuueckuii iecounulii puopos, KJIDI
— KOMOUHUpOoBanHblll aecounblil uopoz u smpuzema, KIIOC —kamemepuzayus npaswvix omoenos cepoya, JII' —
neeoynas eunepmensus, Cl — cepoeunviii unoexc, XObJI — xponuuecxas 06cmpykmuHasi 60J1e3Hb 1e2KUX

Taoauuma 36. Pexomengauum mno BeaeHuio nanuentoB ¢ JIIT BeiaeacTBue
3a00JIeBaHMii Jerkux [3]:

PexoMennanuu Kuaacce

PeKOMEeHIaluM —
YPOBEHb
JA0Ka3aTeJIbHOCTH

Ox0KI" pexomenayercs 1uisi HEMHBa3UBHOTO CKPUHUHTA IIPH MOJO3PEHUH HA 1-C

Hanuyue JII' y 60JbHBIX ¢ aTOJOTHEN JIETKIX

[TarmenToB ¢ OxoKI -mpusnakamu Tspxenoit JII' u/unu BeIpaskeHHOM I-C

muchynkimu [DK # pekomeHniyeTcst HarpaBiisiTh SKCIIEPTHBIA EHTP

OnTuMalibHOE JICYCHHE OCHOBHOTO 3a00JICBaHUS JISTKUX, BKIItoYas jymrenbayo | I-C

TEpanuio KUCIOPOJOM Yy MalMEHTOB C XPOHUYECKON TUIIOKCEMUEH
pexoMenayercs y nanuentoB ¢ JII' BcnencTBue 3a001eBaHMiA JTETKUX

[TarmenToB ¢ mpusHakamu Tspkenoit JII'/tsoxenoit IDK-nenocrarounoctu cnenyet | 11a-C
HaIpaBJSITh B SKCIEPTHBIN HEHTP AJIs1 M0A00pa MHANBUIYATLHON TEpAHH

KIIOC ne pexomenayetcs npu nogo3penuu JII' y marmeHToB ¢ 3a001eBaHUSIM 1-C
JIETKUX, 32 UCKIFOYCHUEM CITy9acB, KOT/Ia OTPEICIISICTCS CTPATETHsl JICUCHHUS
(Hampumep, TpaHCIIIAHTAIIUA JIETKHUX, allbTEPHATUBHBIN TUarHo3, Takux kak JIAT
nmn XTJIT', morennmuaabHas BO3MOKHOCTD BKIIFOYEHHS B KITMHUYECKOE
HCCIICIOBAHUE)

UcnonszoBanue JIAI'-cnenuduyeckoit Tepanuu y namuenton ¢ JII' BcneacTeue I-C
3a00JIeBaHUH JIETKUX, HE PEKOMEHyeTCs

Ilpumeuanue: “ — sma pexomenoayus He OMHOCUMCA K NAYUEHMAM C MEPMUHATbHOU cmaoueu
3a601e8aHUll 1€2KUX, KOMopble He pacCMampuearomcs 6 Kaiecmee KaHouoamos Ha mpaHcniaHmayuio
JIe2KUX.

Cokpawenua: JIAI' — necounas apmepuanvrasn cunepmensus, JII' — necounasn cunepmensus, 1DK — npaguiii
acenyoouex, IxoKI —axoxkapouoepagus, XTJIIT — xpouuuveckas mpomOoIMOOIUYUECKAs Ne20UHas
2unepmeHn3usi

XTJII' (xpoHnuyeckasi TPOMO0IMOOIMUYECKAS] JIerOYHAsl THUIEPTEH3Us1): (Cu.
KIUHUYECKUIL — NPOMOKOA ~ NO  OUdeHOCmMuKe U JIeYeHuto  «XpoHuueckast
nocmpombosmboruueckas sunepmensusny) [57].

3.3 Xupypruueckoe BMelIaTeJILCTBO: HET.

3.6. Unaukatopbl 3p(PeKTUBHOCTH JIeUEHUSI:
e VBelMueHUe NporIEHHOTO paccTosiHus, B TOMX.

e  VYayumenue OK (BO3).
e CHwmxkenune koHueHTpauun NT-proBNP.



e VYMEHbIIEHUE KIWHUKH TPABOXKEITYAOYKOBOW HEIOCTATOYHOCTH (OTEKOB, aCIIMTA,
rermaToMerajiny, JJabopaTOPHBIX ToKa3aTenel TUCHYHKIIUU TIEYCHN U TIOYEeK, CHUYKCHUE
Macchbl TeJa).

o CHWKEHHE YaCTOTHl BOBHUKHOBEHUS WJIM HCUC3HOBEHUE CHHKOIIE/TTIPECUHKOTIIE.

4. TMOKA3AHMA JJIs1 TOCHUTAIM3AIIUUA C YKA3ZAHUEM THIIA
I'OCIIUTAJIM3ALIUNA:

4.1 IMoka3aHus 1Jisl IKCTPEHHOM rOCIUTAIN3AIUN:

e KimMHMKA JIETOYHOIO THMIEPTEH3UBHOTIO KpH3a: YAYIIbE, BBIPAKCHHBIA I[MaHO3,
II0XOJIO/IaHNE KOHEUYHOCTEW, CUCTEMHAsl TUIIOTEH3Us], CHHKOIIE, 00JIb B IPYAHOMN KJIETKE,
TaxXUapUTMHH, FTOJIOBOKPYKEHHUE.

4.2Tloxazanus 1Jis1 IVIAHOBOM rOCHUTAIN3ALMM:

e [Iposenenne KIIOC miig nepBUYHOrO MOATBEPKICHUS JUATHO3a, CTENEHU TSHKECTH
¥ 10100pa MEIUKAMEHTO3HOU TepaIuu;

e [Iposenenue KITOC s ouenku 3¢p(HeKTUBHOCTH MeAuKaMeHTo3HOo# Tepanuu JIT', 1
pa3 B 8-12 mec;

e UurepBeHunoHHsle Metoauku Jjedenus JII', accomuupoBanHoi ¢ BIIC (IAMIIII,
JAMXII, OAII);

e lHTepBEeHIMOHHBIE METOAUKH JieueHUs JIAI' — aTpuocenToCTOMUS, CTEHTUPOBAHUE
MEKIIPEICEPAHON IEPETOPOJIKH;

e [ocnmranu3anms [ CKPUHHHIa 1O Iporpamme «TpaHCIUTaHTalMs JIETKHX,
CEepACYHO-JIETOYHOT0 KOMILIEKcay, 1 pa3 B 8-12 mec;

e JlexomneHcanus IpaBoKeIyJ0YKOBOM HEAOCTATOYHOCTH, TAXUAPUTMHUH.

5. TAKTUKA JIEUEHUA HA CTAIIUOHAPHOM YPOBHE:

5.1 HemeaukaMeHTO3HOE Jie4YeHUE: CM.ITYHKT 3.1

5.2 MeaukamMeHTO3Hasl Tepanus:

IIpaBo:key10uKOBasi HEAOCTATOYHOCTD.

[IpaBoxkenynoukoBass (IDK) HemoctaTtouHocTh xapaktepusyercss Huzkum CO u/uinu
NOBBIIICHHBIM JABJICHUE HAMOJIHEHUS NPABBIX OTIAEJIOB CEpALA M3-32 CHUCTOJNYECKON
win auactonudeckoil auchynkuuu DK, mpuBoautr « HapymeHuio (QyHKIIUU TEYSHH,
NOYEK M KHIIeYyHUKA. OTEeK CTEHKHM KHUIIEYHHKA IMPUBOAUT K TPAHCIOKALUU KUIIEYHBIX
NIaTOT€HOB U 3HJIOTOKCUHOB B KPOBb M BBICOKOMY PHUCKY Pa3BUTHS CEIICHCA Y MAL[UEHTOB
¢ IDK Henoctato4HOCTEIO.

Monutopunr nanuenta ¢ IDK memoctatounoctsio Ha (oue JII' B OAPUT Bxitouaer
00s13aTeNbHYI0 MMIUIAHTALMIO LEHTpalbHOro BeHo3Horo karerepa (LIBK), mpu stom
HeHTpaJibHOe BeHo3Hoe nasinenue (LIBJI) y Takux NANMEHTOB HMEET IUIOXYIO
KOPPEJSLUIO C BOJIOMHUYECKUM CTaTyCOM B CBs3u ¢ coOctBeHHO camoi [DK
HEJ0CTaTOYHOCTU. B TOXe Bpems, LieHTpaibHas BeHO3Has carypauus (ScvO,) mmeer
koppessiuuto ¢ Bennunnoi CO (tab. 33).

Tadauma 37. MOHUTOPHMHI NANUEHTOB C TSXKEJIOM TMPABOKEJIYA0UYKOBOH
HegocTaTouHOCTHLIO B OAPUT.



Ilokazarenu.

MOHUTOPUHT ocHOBHBIXUCC u putm.

MoKa3aTeen AJl (MHBa3UBHO UM HE MHBA3UBHO).

Temneparypa Tena.

[lepudepudeckast carypalnus WIM Ta3bl apTepUATbLHOU
KpOBH.

MoueBbIIENeHNE, N3MEHEHHE MACCHI TEJIA.

[IBK LB/l

["a3bl IEeHTpanbHON BEeHO3HOU KpoBHU (ScvO2)

JlaGopatopubie mokazatenu. [NT-proBNP

DJIEKTPOJIUTHI.

[loxazatemn  ¢ynkuuu nouek (CK®, kpeaTuHuH,
MOYEBHHA, MOUYEBAas KUCJIOTA).

[Tokazarenu byHKIUN NEYEHU (oumupyouH,
TpaHCaMHUHAa3bl).

[lokazaTtenn  BocnaneHus/uHpexuun  (C-peakTUBHBIN
MPOTEHH, MPOKATBIIUTOHHH).

[Toka3zarenu TMOBPEXKICHUS TKAHEH U TUIOKCUM (Ta3bl
KpOBH, JIAKTAT)

D XOKT Oynkuusa [DK u JUK, coctosHue kiamaHHOro amnrapara,
BBITIOT B MTOJIOCTH MEPUKAPIA.

WckmtoueHnne Apyrux npuuuH umutupytomux  [DK
HEJJOCTATOYHOCTh, B YACTHOCTH TaMITOHAy MEpUKapAa.

KITOC (u36upartennHo) [TonHas oneHKa reMOJIMHAMUKH
CretyeT pacCCMOTPETh B CIOKHBIX HJIU TSHKEIBIX CIydasiX.

[TpearkTOpoM HEU30EKHOr0 JETAIBHOIO HMCXOJa SBISIETCS CHUXKEHUE ScvOy,
MOYEBBIJIETICHUS U HAPACTAHUE JIAKTATA.

Jleuenne nmanueHToB ¢ Tspkenod [IDK  HemocTaTroyHOCTHIO, BKIIOYAET OOHAPYKEHHE U
yCTpaHeHHe OOpaTUMBIX MPUYMH, TAKUX Kak: HHeKuus, anemus, nuchynkmus LK,
TOJIA, apuTMus U 110Xast PUBEPKEHHOCTD K TEPAMHHU.

BoccranoBineHne CMHYCOBOIO pUTMa B ClIy4ae apUTMHH, SBISETCS IEPBOOYEPEIHOU
3a7ja4ei, KaKk U KOHTPOJIb CUHYCOBOW TaXUKAPJIHHU.

B cinydae orcyTcTBHsS SIBHOTO MCTOYHMKA HMH(EKIMH, PEKOMEHIYETCS MPUMEHEHHE
aHTUOMOTHUKOB IIIHPOKOTO CIEKTpa NEHCTBUS, T.K. TpaHCIOKauus OakTepuil uepes
KHILIEYHYIO CTEHKY, YacTas IPUYMHA CeTcUca Yy TAKUX MalEHTOB.

OxcureHoTepanusi, MPUMEHSAETCS C LEIbI0 JOCTHXKEHHUS LEJIeBOM NepudepruuecKkon
caryparuu 6osiee 90%. VY TDalMEHTOB C TUIEpKANHUEHW, BO3MOXKHO MPUMEHEHHE
HenHBa3uBHOM BeHTwsinuu (HUWBJI), ognako yuuteiBas, uro HUBJI mpuBoautr k
noBeIleHnto noctHarpy3ku Ha [1DK u ycunenuto aquchynkuuu IDK. Crnenyer uzberarsb
MHTYOAllMM Tpaxeu Yy TAKUX MalMEeHTOB M HWCIOJb30BAaHUS WHBA3UBHON BEHTHJIALIMU
JIETKUX, 0 TeM ke mpuunHaMm. Eciu uHTyOauus Hen3OexHa, BaxHEHIIUM (PakTopoM
OyJIeT ABIAThCA CTaOUIM3alMU CUCTEMHOTO A/,



Crnenyet u3derarb neperpy3Koi >kuakocTho nauueHToB ¢ [DK HegocratouHocThIO, Hake
B COCTOSIHUM WIOKa W THUIOTEH3HUH, T.K. B YCJIOBHUSAX AUCHYHKIIMHM MPaBbIX OTIEJIOB,
U30BITOK JKHJIKOCTH B TEpPBYIO OYEpEJb MPUBOJUT K IOBBIIMICHUIO JABICHUIO U
nanpHenmen nuinatanuu [DK mapagokcanbHomy asmkenruto MOKII, u BciaeacTBue 3Toro
cHmwkenns CO. YmepeHHas JeruapaTtanus BCEraa npearnoYTUTENbHEN.

VYmenpienne noctHarpy3ku Ha IDK BO3MOXHO mpuMeHeHHEM KOMOWHUPOBAHHOM
tepanuu JII', BKIro4ass BHyTpUBEHHBIE, IMOJIKOKHBIE WA HHTASIIUOHHBIE TPOCTAHOU b
vy uHTaAInoHHBI NO.

VY manuenTtoB ¢ HU3kUM CO W/HIIM CHCTEMHOM THIOTEH3UEeH HEOOXO0AUMO MPUMEHEHHE
WHOTPOMHBIX TMpenaparoB (JIE€BOCUMEHAAH) M BazompeccopoB. WX BiusHuUE Ha
MOKa3aTelId CHCTEMHOM TeMOJMHAMUKH yKa3aHo B Ta0. 34.

Aneopumm neuenusi npueeoen Ha pucyHke 4.

Tabdamma  38. HNuoTponsl u  Ba3ompeccopbl B JICYEHHMHM  TSHKeJIOM
MPaBOKETYT0YKOBOI HETOCTATOYHOCTH.
[Ipenapar CO PVR SVR [Taxukapaus, |loknmuHuueckne [KIWHUYECKHUE TaHHBIE
ApUTMUS MICCIICTOBAHMSI
HHoTponsl
Jlomamun
2,5-5 1 ? ™" +++ -/+ [ToBblieHue
MKT/KI/MUAH KPOBOTOKA B MTOYKAX
>5 MKI/KI/MHUH 1 1 +++
JleBocumeH1aH ™ l N + ++ Onucanue
KJIMHUYECKHX CITy4acB
npu JIAT
Basonpeccopbl
Bazonpeccun | — uiu | l ™ +++ ++ OrpaHn4eHHbIN OIBIT
(HU3KME T03BI) pu JIAT
Boiasnexue npaso»(eny,qouxoaoﬁ HEeAoCTaroyHocTH, aAeKBaTHbIﬁ MOHUTOPUHI, OTKas o1 VIHTYGBU,MM, KOHTaKT C 3KCNepTHbIM LIeHTPOM no ar
/ / ‘ . \
/ [ \ i
Jledetu e OCHOBH bIX N PHYUH
T o e e ||
m:wM' AU PETHKOE K 0. WHraAALYORH i NO 1 np.) ADHHOH A AOGYTENAH) ”::::;:;"
Tepanuu.

i

lMepcnekTuebl ONA  BbI3JOPOBAEHUA U o - = Het peanucTudHbIX nepcnexkTus
Heanexsam biit KIMHUHECKH It SOEKT WK SaNbHEN LSS YXYAWEH HE COCTORHUS
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PucyHok 4. AJIropuT™ Jie4eHUs TAKEJIOH NPABOXKeTYyI0YKOBOI HEAOCTATOYHOCTH.



5.3 Xupypruueckoe BMelIaTeJIbCTBO:

e DKCTpakopropajibHas TMOJJIep’KKa KPOBOOOpallleHusT TMpu pePpakTepHOH K

MennkameHnto3Hou tepanuu [ DK Hemocrounoctu.

IHoka3zanus:

VY peanpHBIX KaHAMIATOB, Ha LTX wiau BBI3NOpOBJICHHE, B ClIyd4ae peppakTepHOU K

MeaukaMeHTo3Hou Tepanuu [DK, HeoOxoamma »3KcTpakopropaibHas — MOIEPIKKa

KPOBOOOpAIIICHHUS.

«OnTUMANIBHBINY KAaHAWAAT HA SKCTPAKOPHIOPAIBHYIO MOJIEPKKY KPOBOOOpAIICHUS B

KaueCTBE «MOCTA K TPAHCIUIAHTAIIUN» JTOJDKEH YIOBIETBOPSTH CACAYIOIMUM KPUTEPUSIM:

— TMPEeIBAPUTENBHO YK€ OBITh PACCMOTPEHHBIM Kak penunueHt Ha LTX, mpoitu
nporeaypy oToopa u ObITh 00CIETOBAHBIM.

— yuuThIBas AePUIUT JOHOPCKUX opraHoB B PK, rpymmy kpoBu u pesyc-daxrop,
pa3Mephl Tella KaHAu/1aTa, UMETh PealIbHbIE IIAHCHI MOJIYYUTh JOHOPCKHUE JIETKUE B
orpanndeHHoe Bpewms (10 14 queit Ha OKMO).

— YYHUTBIBasi KOMOPOWJIHYIO MATOJOTHUIO, BO3PACT U JIp. (GaKTOphI (B T.4. COLHAIBHO-
OBITOBBIC) MMEThH XOPOIIINE MPOTrHOCTUYECKUE MOKA3ATENIN S-JI€THEN BEIKUBAECMOCTH.

Haunbonee 4acto MCNONB3yEMBIMU METOAMKAMHU SBISIOTCS: Mepudepuyeckas

BEHO-apTepuaibHas »KCTpakoprnopaidbHas MmeMOpanHas okcureHamus (VA OKMO).

Haunbosnee onTuMaibHOM TOYKON MMIUTIaHTAIUKU siBisieTcss uMiiantanus VA DKMO B

BEPXHIOIO YacTh Teja, YTO SABIsAETCS 00J€ (PU3HOJIOTMYHBIM, B IJIAaHE KPOBOCHAOXKEHUS

cepAla U TOJIOBHOT'O MO3Ta, U MO3BOJISIET MOOMIN30BATh MAIlUEHTOB.

e bBanonnas arpuocentocromust (BAC) c/6e3 crentupoBanus MIIIT (I-C).

Ilokazanua:

— 3-4 ®K (BO3) npu HedpPpekTUBHOCTH KOMOWHHUPOBAHHON MEIMKAMEHTO3HOMN

Tepanuu;

— SpO2 npu apixaHuu aTMochepHbIM BO3AYXOM B okoe 0oiiee 90%;

— TexHuueckass BO3MOXKHOCTb MTPOBEJAEHUS MPOLETYPHI.

Ilpomueonoxazanus:

— cpennee nasienue B [111 6onee 20 mm.pT.CT.;

— SpO2 npu apixaHuu aTMOc(epHBIM BO3AYXOM B OKoe MeHee 85%.

e bunarepasnbHas TpaHCIIJIAHTALIUS JIETKUX.

Kpurepuu HebmaronpusTHOrO MporHo3a 3a00IeBaHusl 1 HEOOXOIUMOCTH 00CYXKICHUS C

MAIMEHTOM BOIMPOCA TPAHCIUIAHTAIIUHN JIETKUX:

— TloTeHIManbHBIA M YAOBJICTBOPSIOMIMKA KpUTEpHUsIM 0TOOpa Ha L TX, kaHauaar, B
CJly4ae BO3MOYKHOTO Pa3BUTHS pePPaAKTEPHOCTH K METMKAMEHTO3HOM Teparuu.

— Cpennuii u Beicokui puck 1o kputepusm ESC/ERS, wnu konmdectBo 0aioB o
mkaie REVEAL > 7 Ha anekBaTHOM MenukaMeHTo3HOM Tepanuu JIAT .

— IlporpeccupoBanue 3a0o0JieBaHUSI WIM HEAABHSAS TOCHUTAIM3ALUS — H3-3a
oboctpenus JIAT.

— Heo0x0auMOCTh BO BHYTPUBEHHOW MJIM MOJKOXHOM Tepanuu NpoCTaHOUAaMHU.

— H3BecTHble WM TMOJ03pEBAaEMbIe BapUAHTHl HEOJATOMPUSTHOTO TEUCHUS
3a0oneBanust (BOBJI/JIKI, ckneponepmusi, Oosblliags W TIpOrpeccUpyronias
aHeBpU3Ma JIETOYHON apTEPUn ).



— BropuuHasg auc@yHKuMsS NEYEeHM U IOYEK, APYrHe NOTEHLHAJIbHO OIAacHbIE

OCJIOKHEHUS , K IPUMEPY PELUIUBUPYIOLIEE KPOBOXAPKAHBE.
IMoka3zanus 1JIA MOCTAHOBKH B «JIMCT 0:KMIaHUS JOHOPCKUX JETKUX)):

— Kannnnara nonHocTsio 00cine10BaH U MOAroToBiIeH K LTX

— Beoicokuii puck no kpurepusm ESC/ERS, winu xonmmuecTBO OayioB IO IIKAje
REVEAL > 10 Ha Tepanuu BKJIOYAIOLIEd BHYTPUBEHHBIE WJIM IOJKOXHBIC
IPOCTaHOU/IBI.

— IIporpeccupyromas runokceMus, ocooerno y narueHTos ¢ BOBJI/JIKT .

— Ilporpeccupyromasi, HO He BbIpaKE€HHAs  JUCHYHKIMS TICYEHU U TOYEK,
KU3HEOMACHOE KPOBOXapKaHbE.

6. UngukaTopsbl 3pPeKTUBHOCTH JIEYeHHHA: CM.ITYHKT 3.6

7. OPTAHU3ALIMOHHBIE ACIIEKTBI IPOTOKOJIA:

7.1 Cnncok pa3padoTUYMKOB:

1) BexbOocbiHOBa Maxab6atr CaHchIi30acBHA — JIOKTOP MEAMIMHCKUX HAyK, KapAHOJIOT,
nepBblii  3amecturenb lIpencemarens mnpaBineHus AO «HauvoHanbHBI Hay4dHbBIN
KapIHUOXUPYPTrUYECKUHN LIEHTPY.

2) MykapoB MypaT AMaHXOJOBHY — KaHAWAAT MEAUIUHCKUX HAYK, 3aBEAYIOIIHA
otaenenreM Kapauonoruu Nel AO «HanumoHanbHBIN HayYHBIM KapaAUOXUPYPIUUECKAN
LEHTP.

3) MykaroBa Mpuna FOpbeBHa — TOKTOP METUIIMHCKUX HaYK, Tpodeccop, 3aBeayrommas
kadenpel myabMoHosorud HAO «MenuuuHcknil yHuBepcuTeT ACTaHbly, IpeICceaaTeNb
«Acconuanny CenuaIucTOB PECIUPATOPHON MEAULIUHBD.

4) Makankuna Jlapuca ['enHangbeBHA — KaHAWAAT MEAUIIMHCKUX HAyK, KIHHHYECKHIA
dbapmakonor, aoneHT kadeapbl kauHu4eckoil dapmakonorun HAO «MeaumnuHckuii
YHUBEPCUTET ACTaHbI».

7.2 Yka3zaHue Ha OTCYTCTBHE KOH(JIMKTA HHTEPECOB: HET.

7.3 PeueH3enr:

1) Ao6ceutoBa Cayne PanMOexkoBHAa — JOKTOp MEIUIIUHCKUX HAYK, aCCOIMMPOBAHHBIN
npodeccop, wieH [Ipesnanyma Acconnannu kapanoioroB PK, mpencenarens mpaBieHus
POO «KazaxcTtanckoe KapJauoJI0THYecKoe OOIIECTBO» CIEIUATUCTOB MO HEOTIOKHOU
KapIUOJIOTHH.

7.4. Yka3zaHue ycJ0OBHii epecMOTpa MPOTOKOJIA: IIEPECMOTP MPOTOKOJIA Yepe3 5 et
IOCJIC €ro OMyOJMKOBAaHUSA M C JIaThl €r0 BCTYIUICHHS B JICWCTBHE WM MPU HATUYHU
HOBBIX METOJIOB C BBICOKAM YPOBHEM JIOKA3aTEIHLHOCTH.
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