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[Tporokon Nel65

KJIUHUYECKHUHA NPOTOKO.J JMATHOCTUKHA U JTEUYEHUA

JIETOYHASA TNMIEPTEH3USA

1. BBOOAHAS YACTb:

1.1.Koa(s1) MKB-10:

MKB-10

Kon Ha3Banmue

127.0 | [lepBuuHas neroyHas runepTEeH3Us

127.2 | [Apyras BTopuyHas JieroyHasi TUIIEPTCH3HS

128.1 | AneBpu3mMa JIETOYHOI apTepuu

128.8 | Ipyrue yrouHeHHbIe 00JI€3HU JETOYHBIX COCYIOB

128.9 | bone3Hp JeroYHBIX COCY0B HEYTOUHEHHAS

I77.6 | ApTepuuT HEYTOUHEHHBIN

178.0 | HacnencrBeHHas reMopparnyeckasl TeJIeaHTHIKTa3 s

178.9 | bone3np kKanmIIIPOB HEYTOUHEHHAS

179.2 [lepudepuyeckas anHruonatust npu OOJE3HSIX, KIACCU(DUIMPOBAHHBIX B
IpYyrux pyopukax

179.8 Hpyrue mopaxeHus apTepuid, apTepuosl U KanWUIIPOB MpU OOJIC3HSX,
KJ1acCU(UIIMPOBAHHBIX B IPYTUX pyOprKax

1.2 [laTa pa3paboTku/mepecMmoTpa nporokoJia: 2018 r. (mepecmotp 2022 1).

1.3. Coxkpanienus, HCIOJIb3yeMble B IPOTOKOJIE:

BMPR2 | Bone morphogenetic protein receptor 2, peuentop 2 THUIa KOCTHOTO
MOP(OTreHHOT0 MPOTENHA

BNP brain natriuretic peptide, MO3roBO¥ HATPUHYPETUUECKHM TETITH]T

CHEST American College of Chest Physicians, amepukaHckas KOJUIETHS
Bpadel 1o 3a00JIeBaHUSM TPYIHOMN KIETKH

ClI Cardiac Index, cepaeunslii uHAEKC, JI/MUH/M2

CO Cardiac Output, cepaeunsbiii BEIOpOC, J1/MUH




DPAP Diastolic pulmonary pressure, TUacTOIMYECKOE AABICHUE B JIETOYHOU
apTepun

EIF2AK4 | eukaryotic translation initiation factor 2 alpha kinase 4, sykapruoTudeckuii
WHUIIAAPYIOMINHN TpaHCAInio GakTop 2 anbda KnuHA3hI 4

LTx TpaHCIUTAHTALIMS JIETKUX

MPAP Mean pulmonary artery pressure, cpeanee 1JIA

NT- N-terminal pro brain natriuretic peptide, N-TepMuHanbHBINA (HparMeHT

proBNP | Mo3roBoro HaTpuitypeTuueckoro nponeruaa B-tuna

SV Stroke volume, yaapHbIit 00beM, MII.

NYHA New York Heart Association, Hbm—ﬁopKCKaﬂ Acconuanus cepana

PaO2 napuuagbHOe JaBJICHHE KUCIOPO/ia B apTepHaTbHON KPOBU

PAWP JABJICHHE 3aKJIMHUBAHMS B JIETOYHOM apTEPUU

PaCO2 IapUyajbHOE JABJICHUE THUOKCUA YIIIEPOIa B ApTEPUATIBHON KPOBHU

ppm parts per million, yacTuil okcua a30Ta Ha MIUJIJTMOH B Ta30BOM CMecH

PVR Pulmonary Vascular Resistant, JierouHoe cOCyIucTO€ COPOTUBIICHUE

PVRI index Pulmonary Vascular Resistant, WHIEKCHUPOBAaHHOE JIErOYHOE
cocyaucroe conpotusienne, WU*m?2

SPAP Systolic pulmonary pressure, cHCTOJMYECKOE JaBJICHUE B JIETOYHOU
apTepuun

SVR Systemic Vascular Resistant, cucteMHOE COCYIUCTOE COMTPOTUBIICHUE

Sa02 caTypauus KUCIOPOJIOM apTepUATbHON KPOBU

ScvO2 caTypainusi IEHTPaJlbHOM BEHO3HOM KpOBH (KPOBU TIOJTYUYEHHOU U3
[IBK)

t1/2 BpEMS TTOJTYBBIBEICHUS

VA Beno-aptepuanbHas sKcTpakopropaibHas MeMOpaHHasi OKCUTCHAITUS

SKMO

VE/VCO2 | BeHTUISTOPHBIN SKBUBAJICHT 00pa30BaHUs TUOKCH/IA YIIepoaa

VO2 noTpebIeHHE KUCI0poia

wu Wood Units, equnutisl Byga

APD AHTArOHKUCTHI PEUENTOPOB SHAOTEINHA

BAC OaJIJIOHHASI ATPUOCENTOCTOMUS

BbKK 0JIOKaTOpPbI KAJIbLIUEBBIX KAHAJIOB

BJIHIIT 0Ji0Kaza JIeBo HOXKKH Tydka ['uca

BHNY BUPYC UMMYHOJIe(DULINTA YETOBEKA




BOBJI BEHOOKJTIO3MOHHAS 00JI€3HB JIETKUX

BO3 BcemupHas opranusanus 31paBoOOXpaHEHUs
BIIC BPOKJICHHBIN ITOPOK CEep/ILa

BPT Ba30PECAKTUBHBIN TECT

'K runepTpodus JeBOro Kemyaouka

['JIIT runepTpodus JeBOro Mpeacepaus

JU /T JTAACTOJIMYECKUIN TPAJUEHT JIaBICHUS

JAMOKII neeKT MEeXOKeTyJ0UKOBOM TIEPEropoaKU
JIMIIIT nedeKT MeXIpeIcepIHON ePEropoaKu

JIIT JIUACTOJIMYECKUN MYJIbMOHAJIBHBIN TPAJACHT
JIIII JaBJICHUE B IIPABOM IIPEACEPAUN

JCJI nuddy3Has cnocoOHOCTh B OTHOILIEHUMH MOHOOKCHJA yTiiepojaa
NBC uieMu4ecKkas 00Jie3Hb JISTKUX

NJIAT nanonarudeckast JIAI merkux

NJId WIMONATHYECKUH JIerouHbIi (hudpo3

ND/ID-5 | uaruburtopsl pocdoauscrepasbl NOATUIIA S
KJIDD KOMOMHUPOBaHHbBIN JErouHbld prdpo3 u sMmdpuzema
KITIOC KaTeTepU3alus IPaBbIX OTIEIOB cepala

KT KOMITbIOTEpHAsI TOMOTpadust

JIA JIETOYHAsI apTEepHUs

JIAT JIErOYHAs apTepUAIbHAS TUNIEPTEH3US

JIT JIETOYHAs TUIIEPTEH3US

JDK JIEBBIN KEITYI0UEK

JIKT JIETOYHBIN KaWJUIIPHBIA T€MaHTMOMAaTO3
JUIAT JEKApCTBEHHO-MHAyMpoBaHHas JIAT

JIIT JIEBOE MpeAcCEpaue

JICC JIETOYHOE COCYAMCTOE CONPOTUBIICHHE

MKbB MeXIyHapoaHast Kiaccudukaius 00e3Hen
MHO MEXIYHAPOIHOE HOPMAIU30BAHHOE OTHOLIICHUE
MIIIT MEXIpeacepaHas eperopoaKa

MPT MarHUTHO-pE30HaHCHas ToMorpadus

MCKT MynbTUcnupanbHas KT

HJIAT HacienacTtseHHas JIAT

HIIB HWKHSA T10J1as1 BEHA

OAII OTKPBITBIN apTePUAIIBHBIN IPOTOK

OPUT OT/CJICHUE peaHUMAalMi U UHTEHCUBHOW TEpanuu
IDK ITPaBBIN KETYT0UEK




11 [paBoe Npeacepane

MIUIr OpTO-ITy’bMOHanbHas JII'

CAl CHUCTOJINYECKOE apTEPUATBHOE JABIICHUE

C3CT CUCTEMHBIE 3a00JI€BaHUS COSAMHUTEIBHON TKAHU

COAC CUHAPOM OOCTPYKTHUBHOI'O allHO? CHA

CPI'lI CTUMYJISITOPBI PACTBOPUMOM I'yaHWIIATIIUKIIA3BI

ToMX TECT MECTUMUHYTHON XOIbOBI

TII TpeNeTaHue NpeacepaAnun

TOJIA TpoMOOAIMOOIHUS TETOYHOM apTEpUU

Y3Uu YIBTPa3BYKOBOE UCCIEAOBAHUE

OK (yHKIHOHATBHBINA KJ1acc

OII GubpwLIAIMs IpeacepaAuit

O] dakTop pucka

XOBbJI XpOHUYeCcKass 00CTpyKTHUBHAs 00JIE€3Hb JIETKUX

XTJII XpoHudeckas Tpombosamoonuyeckas JII

B/ LHEHTPAJIBHOE BEHO3HOE [aBJI€HWE, pPaBHOUEHHO JaBieHuto B I,
MM.PT.CT.

IBK LIEHTPAJIbHBINA BEHO3HBIN KaTeTep

qCcC 4acTOTa CEPICUHBIX COKpAIICHUN

OKT ANIEKTpOoKapauorpamma/rpadus

OxoKTI axoKapauorpadpus

HFpEF Heart Failure with preserved ejection fraction of left ventricle, XCH ¢
COXpaHHOU (Ppaknueit BbIOpoca JIEBOro KeIy10uKa

HFrEF Heart Failure with reduced ejection fraction of left ventricle, XCH co
CHI)KEHHOM (ppakiueit BrIOpoca JIEBOTO KETyJ0uKa

SV VY napHbiii 00beM, MIL

KJII" KoMOuHupoBaHHas (pe- ¥ MOCTKANWJUISIPHAS ) JIETOYHAs! TUIIEPTEH3US

1.4 TIloab30BaTeqim NMPOTOKOJA: KapAUOJIOTH (B TOM YHUCJIE WHTEPBEHIIMOHHBIE),
KapJIMOXUPYPTH, Bpauu 001Iel MPaKTUKH, TEPATIEBTHI, PEBMATOJIOTH, ITyJIbMOHOJIOTH.

1.5 Kareropusi naumeHTOB: B3pOCIIbIE.

1.6. lllkaJyia ypoBHS 10KA3aTE€JIbHOCTH:

A BricokokauecTBeHHBIN MeTa-aHanu3, cucteMaruueckuii o63op PKU wmm
kpynHoe PKU ¢ oueHb HU3KOM BEpOSATHOCTHIO (++) CUCTEMATHUYECKON OMIMOKH
pe3ynbTaThl KOTOPBIX MOTYT OBITH PacHpOCTpPaHEHbl HAa COOTBETCTBYIOLIYIO
NOMYJISIHUIO.




BricokokauecTBeHHbIM (++) cHUCTEMaTUYeCKUid 0030p KOTOPTHBIX WM
HCCIIEIOBAHUM CITy4ali-KOHTPOJIb WU BeicokokauecTBeHHOE (++) KOTOpPTHOE
WM HUCCIEAOBAaHUW  CIy4al-KOHTPOJIb C  OYEHb HUBKHUM  PHUCKOM
cuctematndeckorn ommbku wam  PKW ¢ HeBbicokuM (+) pHCKOM
CUCTEMATHYECKONM  OMMOKH,  PE3yJbTaThl  KOTOPBHIX  MOTYT  OBIThH
pacupocTpaHEHbl HA COOTBETCTBYIOUIYIO HOMYJISLHUIO.

KoroptHoe wim wuccnenoBaHue CIy4al-KOHTPOJIb WA  KOHTPOJIUPYEMOE
uccienoBanre 0e3 paHAOMHU3AIMU C HEBBICOKMM PHUCKOM CHCTEMAaTUYECKOM
OLINOKH (+).
Pe3ynbTaThl KOTOPHIX MOTYT OBITH PacHpOCTPAHEHBI Ha COOTBETCTBYIOIIYIO
nonysinuo  wii PKM ¢ o4eHb HM3KMM WJIM HEBBICOKMM PHUCKOM
CHUCTEMATHYCCKON OMMUOKH (++ WM +), pe3yJbTaThl KOTOPHIX HE MOTYT OBITh
HETIOCPEJICTBEHHO PACIPOCTPAHEHBI HA COOTBETCTBYIOIIYIO TTOITYJISIIIHATO.

OnucaHue cepuM Cclly4yaeB WM HEKOHTPOJIUPYEMOE HCCIEI0BAaHUE, WIH
MHEHHE SKCIEPTOB.

Taoauna 2. Kitaccbl pekoMeHaanmi

Knacc Onpeoenenue Dopmyauposka 6 mekcme

Kmacc I |Ilo JAHHBIM kimHuyeckux | ITokazano/pekoMeHryeTcs

UCCIENOBAHUM W/WiIM 1o  oluemy
MHEHUIO JaHHBIA METOJ| JICUCHHs WU
BMEIIATEeIHCTBO MIOJIC3HBI u
3¢ PeKTUBHBI

Knacc I | [IpotuBopeunBbie  gaHHbie  u/win | DOpMyIMpOBKa  3aBUCUT  OT

pacxoXKJeHUE MHEHUH 10 TMOBOMAY | MOJAKIacca a uim b
M0JIb3b/ 3P PEKTUBHOCTH
npeajaraeMoro MeToja JICUCHUS WIIH

BMEILIATEIbCTBA

Nmeronmecs JnaHHbIe | JIOKHO
CBUJIETEIBCTBYIOT B M0JIb3Y | pAaCCMaTPUBATHCA/CIIEYET
3¢ (PEeKTUBHOCTU METOJa JEUYECHHs] WJIM | pacCMAaTPUBATh
BMEILIATEIbCTBA

[Tonb3a/spdexTuBHOCTD Merona | MoxeT paccMaTpuBaThCs
JICYCHUS W BMeEIIIATEIHLCTBA

YCTAaHOBJICHBI MCHCC Y66I[I/ITGJIBHO

Kiace I | ITo JAHHBIM KiMHu4Yeckux | He pekomenayercs

UCCIIEIOBAHUM WU OO0IIEMYy MHEHHUIO
METOJT JICYCHHUS WIM BMEIIATEIHCTBO
Ooecrnionie3Hbl / He 3(OPEKTUBHBI U B
HEKOTOPBIX  CIlydasX MOTYT OBITh
BPEIHBI




1.7 Onpenenenue [1-5]: JlerouHass runmepTeH3usi — 3TO Tpynmna 3a00JIeBaHUU,
XapaKTepU3yIOUIMXCA IPOTrPECCUPYIOIIUM IIOBBIIIEHUEM JIETOYHOTO COCYJIHUCTOIO
CONpPOTUBIEHUS W JaBieHuss B JerouyHoil aprepun ([AJIA) ¢ pas3BuTHeM
MIPaBOXKEITyTOYKOBOM CEpPACYHONM HEJOCTATOYHOCTH M MPEKIECBPEMEHHON THOenn
NauuMeHToB. JluarHoctnyeckuMm Kputepuem JserouHoi runeprensun (JII') sBusercs
MOBBIIICHUE CPEIHEro NaBiieHus B JeroyHou aprepuu (mPAP) >20 MMpT.CT. B 1OKO€
[0 JTaHHBIM MAHOMETPHUH, NPOBEACHHOM BO BpEMS KATETEPHU3ALMM IPABBIX OTHEIIOB
cepaua (KITOC) [1-5].

Jlerounass aprepuajibHasi (CHH. NpPeKANWLISIPHASI) THMIEPTEH3HA —KIWHUYECKOE
COCTOSIHME, XapaKTepu3yrouleecs HalIWudueM npexkanwuiipHor JII' mpu oTcyTcTBUH
IpyruxX OpuuuH ToBbimieHUS MPAP, Takux kak 3a0oyieBaHUS JIETKUX, XPOHUYECKOMN
TpoMOosMOosuu nerounoit aprepuu (TIJIA, XTJI[') u T.A., B TOM 4YHCIE PEIKHUX
oonesneit [1].

Jlerounass BeHO3Hast (CHH. M30JUPOBAHHAS MOCTKANM/LISAPHAS, IACCHBHAA)
THIIEPTeH3Us1 — TUIEPTEH3Us, Pa3BHUBAIOIIASCS BCIEICTBUE ITOBBIIICHUS IABICHUS
HAaIlOJJHEHUsI JIEBBIX OTHEJIOB CEPALIA, PETPOTrPagHOrO TOBBIIMICHUS [JABICHUS B
KaWJUBIPHOM M apTEPUAIIBHOM PYCIIE.

KomOuHupoBanHasi (mpe- ¥ noCTKaNWLIsipHas) Jjeroynas runeprensust (KJII),
pa3BuBaeTcs Ha (H)OHE MACCUBHOM, NOCTKANWUIAPHOW JIETOYHOM TUIEPTEH3UU C
MOCTEAYIOIIUM IIPUCOEAUHEHNEM AaKTUBHOW BA30KOHCTPHUKLWU apTEPUATBHOTO PYCIa;
Bciaeacteue 3toro, KJIIN - koMOuHamy reMoJuHaMHUUECKUX KPUTEPUEB 0OOMX THUIIOB
JIETOYHOM TUTIepTeH3UH. (Tab.2)

1.8 Kaaccndpukamus [1-3]:
Ta6auna 3. Knuanveckas knaccupukanus JI' [1]

1. 'pynna 1 — JlerouHas aprepuaJjbHasi THIIEPTEH3US

1.1 HWnuonartuueckas (MJIAT)

1.2 Hacnencrsennas

1.3 HWuayuupoBaHHAsi MPUEMOM JIEKAPCTB U TOKCHOB

1.4 JIAT accouunpoBaHHas C:

1.4.1 CucreMHBIMHU 3200JIEBAaHUSIMHU COETUHUTEILHON TKAaHU

1.4.2 BUY-undexmueit

1.4.3 TlopranbHO# TUIIEpTEH3HUEH

1.4.4 BpoxxaeHHBIMHU TOpOKaMu cepAla (cM.1adi1.26)

1.4.5 IIuctocomo3s

1.5 JIAT pecrnioHaepoB Ha JIUTEIBHYIO TEPANUIO 0JI0KATOpaMHu KaJIbIIUEBBIX KaHAJIOB
(BKK)

1.6 JIAT c sBHBIM BOBIIeUeHHEM JIeTOUHBIX BeH/KammsipoB (BOBJI/JIKT)

1.7  Croiikas (nepcucrtupyromas) JII' HOBOPOKIEHHBIX

2. I'pynna 2 — JIT" BciieacTBHE NATOJIOTHM JIeBbIX OT€JI0B cepana

2.1 XCH c coxpannoii ®B JIXX (HFpEF)

2.2 XCH co camxennoit @B JIK (HFrEF)




2.3 Kiamannpie mopoku cepaia

2.4  BpoxneHHble/TIpUOOPETEHHBIE KAPAMOBACKYJSIPHBIE COCTOSHUE MPUBOMISIIHNE K
Pa3BUTHIO NOCTKANMUIUIIpHOU JIT'

3. I'pynna 3 — JII" BeJieacTBue NaTOJOTMM JIETKUX W/ WJIM THIIOKCUH

3.1 Xpouudeckas OOCTpyKTUBHAsA OOJE3HB JETKUX

3.2 MurepctunmanbHasi 00JI€3Hb JIETKUX

3.3 [pyrue 3a0oneBaHus JETKUX CO CMEIIAHHBIM PECTPUKTUBHBIM U OOCTPYKTUBHBIM
KOMITOHEHTaMU

3.4 T'unokcusg 0e3 3a00JIEBAHUN JIETKHUX

3.5 Tlopoku pa3BUTHS JETKUX

4. I'pymna 4 — XpoHudeckasi TpoMO0IMOOIMYECKasi JeroYHasi THNEPTeH3usl M
Apyrue BUAbI 00CTPYKIMH JIETOYHON apTepuu

4.1 Xpouuyeckas noctpoMOoamMboanueckas 6one3nsb Jerkux (XTJII)

4.2  Jlpyrue BUJIbI OOCTPYKIIMH JIESTOYHOMN apTepuu

5. I'pynna 5 — JII' ¢ HesICHBIM M/MJIM MHOK€CTBEHHBIMHM MeXaHU3MaMH

5.1 3aboseBaHust KPOBU

5.2  CucreMmusble 3a00JIeBaHHs 1 META0OIMUECKHIE PACCTPOUCTBA.

5.3 [pyrue coctosiHus

5.4  KoMIuieKkCHbIE TIOPOKHU Pa3BUTHS Ceplia

COKpaIHCHHHI XCH- XPOHHUYCCKasA CCpACUHAs HCAOCTATOYHOCTD

Taomuna 4. I'emomuHamMuyeckasi kjiaaccupukanus Jero4yHoil rumnepreHsum (¢
u3MeHenusimu [1,2]).

Onpeoenenue Xapaxkmepucmuka Knunuueckue cpynnui
Jlerounas mPAP. > 20 mm pr.cT. Bce rpynibl
TUNEPTEeH3Us (Bce
TPYIIIbI)
ApTrepuanbHas mPAP. > 20 mm pr.crt. | 1. JIAT
(TpexanuuIspHas) PAWP < 15 mm pr.crt. | 3. JI' BcrmeacTBue maTOJIOTHHU
neroyHas runeprensusa | PVR >3 en. WU JICTKUX
4. XTI
5.JI' ¢ HeICHBIMH  W/WIU
MHOKE€CTBEHHBIMU
MEXaHU3MaMH1
BenosHnas DPG <7 mwM pt.cT. w/miu | 2. JII' BchneAcTBUE MATOJIOTHU
(M3oMpoBaHHAs PVR < 3 WU w/umu PAC | neBeIx OTIEJIOB cepana
MOCTKAMUILISIPHAS ) <2.3MJI/MM.pT.CT. 5. JI' ¢ HeACHBIMH W/WIU
JIETOYHAs TUTIEPTEH3US MHOKE€CTBEHHBIMU
MEXaHU3MaMH1




Kom6unupoBanuast DPG > 7 mm pr.cT. w/unu | 2. JII' BcrneAcTBHE MNATOJIOTUU

(mocTKanuUIApHas U JIEBBIX OTJENIOB Cepiia

MpeKanuuisipHast) PVR >3 enq. WU PAc >|5. JII' ¢ HEICHBIMH W/ WIH

JIero4Has TUNepTeH3us | 2.3MII/MM.pT.CT. MHO>KE€CTBEHHBIMH
MEXaHU3MaMH

Coxpawenusn: DPG— ouacmonuueckuii nynomonanvuiii epaouenm (DPAP — PAWP), mm.pm.cm. mPAP. — cpeduee
OagieHue 8 1e204HOL apmepu,

PAWP — oasnenue 3axnunusanus 6 necounoti apmepuu, mm.pm.cm, JIAI' — necounas apmepuanvhas cunepmensus,

JII" — necounas cunepmensus,

PVR — nezounoe cocyoucmoe conpomusnenue, (MPAP-PAWP)\CO, WU WU — edunuywst Byoa.

PAc — kxomnaatienc nezounoii apmepuu (SVI (SPAP - DPAP)), ma/mm.pm.cm.

Tadanna 5. PyHKIMOHAJIbHAS KJIACCH(PUKAIUA JEeTOYHOM runepren3uu [3]

Knacc 1

- narueHTsl ¢ JII' 6e3 orpanuuenust pusndecko akTUBHOCTH. OObIUHAs
¢bu3nyeckass aKTUBHOCTh HE BBI3BIBACT TOSIBICHUE OJIBIIIKH, CIa0OCTH,
00JI B TPYTHOU KJIETKE, TOJIOBOKPYKEHHUS.

Knacc I1

- nmarenTsl ¢ JII', npuBosAIEel K HEKOTOPOMY CHIKEHHUIO (PU3NYECKON
aKTUBHOCTU. B mokoe oHM ourymarT cedst KoM(pOpTHO, OAHAKO OObIYHAS
(¢u3nueckass aKTUBHOCTb COMNPOBOXKAAETCS TOSIBICHUEM  OJBIIIKH,
c1a00CTH, O0JIM B TPYJIHOM KJIETKE, TOJTOBOKPYKEHHUSI.

Knacc I1I

- manuentel ¢ JII, mpuBoxsiield K BBIPAXXEHHOMY OTpPaHUYCHHIO
dbusnueckoit  aktuBHOCcTU. HeOonbimas ¢usnyeckas aKTUBHOCTh
BBI3BIBACT TMOSIBJICHUE OJIBIIIKU, CIa00CTH, OOMU B TPYIHOM KIETKE,
T'OJIOBOKPYKEHHSI.

Knacc IV

- mamueHtbl ¢ JII' HecrmocoOHBI BBIMOJHATE JHOOYIO (PU3MUECKYIO
Harpy3Ky 0e3 BBINICTICPEYHCIICHHBIX KIIMHUYECKUX CUMITOMOB. OJIBITIIKA
WM caboCTh MOTYT TPHUCYTCTBOBAaTh JakKe B IIOKOE, JUCKOMQOPT
BO3pacTaeT MpH MHHUMAJIBHON Harpy3Ke.

Tabumua 6. Puck-crparndukanus NalMeHTOB € JIErOYHOM runeprensuei [3]:

Daxmopu, Huskuii puck <5% | Cpeonuii puck | Bovicokuii puck
onpeoensaowue nPOzHO3 5-10% 10%

(nemanvHocmo 6

Kimmanueckne mnpusHaku | OTCyTCTBYIOT OTCcyTCTBYIOT IIpucyrcrByror

IDK BenocTtaTouHOCTH

[IporpeccupoBanue Her Mennennoe bricTpoe

CUMIITOMOB

Cunkone Her Penxue IToBTOpHBIE
CUHKOIIE" CUHKOIIE®

®K (BO3)

I, 1 Il v




ToMX >440 m 165-440 m <165 M
KapauonynsmonaneHeiil | [TukoBoe VOz2 | ITukoBoe  VO2 | [luxkoBoe  VO2
TecT ¢ ¢usndeckou | >15mi1/MuH/KT 11-15 mu/mMus/kr | <11mr/MuH/KT
Harpy3Koi (>65% ot | (35-65% ot | (<35% oT
MPOTHO3UPYEMOTO) | IPOTHO3UPYEMO | TIPOTHOZHPYEMO
VE/VCO2 ro) VE/VCO2|ro) VE/VCO2
SKBUBAJIEHT 36 SKBUBAJIEHT 36- | 9KBUBAJICHT >45
44.9
Konnentpamuss BNP NT- | BNP <50  ur/n | BNP 50-300 | >300 HI/II
proBNP B mutazme kpoBu | <300 Hr/n HI/N >1400 Hr/n
Busyanuzupytommue [momane [T <18 | IImomane I | [momane  IIII
Metonbl  (OxoKI', MPT | cm2 18-26 cM2 | >26 cM2
cepua) Ilepukapananensiii | llepukapauanen | [lepukapamanen
BBIIIOT OTCYTCTBYCT Oro BEIIIOTA HET | BIA BEIIOT
nim
MUHUMAIEHBINA
I'emonuHamuka OBA <8 mm pr.cr. | IBJ 8-14 mm | OB >14 wmm
Cl >2.5 n/mMun/M2 | pT.CT. pT.CT.
SvO2 >65% Cl 2.0-24 | CI <2.0
a/mun/mM2  SvO2 | n/mun/m2  SvO2
60-65% <60%
Ilpumeuanus: o - 6OILUWUHCMEO NPEONOICEHHBIX NOKA3AMENEl U 3HAYEeHUTI OCHOBAHbL Ha MHeHuu scnepmos. Onu mozym
Cokpawenun: BO3 — Bcemupuas oepanusayus 30paeooxpanenus, I — oasnenue 6 npasom npeocepouu, MPT —
MazHUmno- pe3oHancuas momoepagus, I — npasoe npedcepoue, CH — cepdeunwiii undexc, TO6MX — mecm
wecmumunymuou xoovoot, @K — gyuxyuonanvuoiii mecm, BNP — mo32060u nampuiiypemuyeckuil nenmud, NT-proBNP
— N-mepmunansnotii ppaemenm mo3206020 nampuiypemuyecko2o nponemuda B-muna, SvO2 — camypayus xuciopooom
cmewannoll 6enosHoll Kposu, VO2 — nompebnenue xuciopooa, VE/VCO2 —eenmuasimopHubitl 3K8UBALEHM 00paA308aHUs
ouoxcuoa yenepooa

2. METO/JbI, MOAXO/JbI U MIPOLEAYPbLI JIUATHOCTHUKH [1-10]:
2.1 IluarHocTUYecKUe KPUTEPUN:

Kaao0b1 1 aHAMHE3:

Heobxoanmo cobuparh anamHe3 OOJIE3HU U KU3HHU Y BCEX MAIMEHTOB C MOJI03PEHUEM
Ha Haymmmaue JII' (I-C) [1-3].

@akTopbl pHUCKAa PAa3BUTUSA  JIEKAPCTBEHHOI/TOKCUH-MHIAYLIMPOBAHHON  JIETOYHOMN
runeprensun  (JIT-JIAI') Moryr ObITh KiIacCU(DUIIMPOBAHBI Ha OMNpEACIEHHbIE U
BO3MOKHBIE [1].

BeposiTHyt0 CBSI3b TNPU3HAIOT, €CJIM CYLIECTBYET MHOXECTBO CIIy4aeB C JTUM
MpenapaToM WM MpernapaToM co CXOKUM MEXaHU3MOM AeicTBus (Tad. 7).

Tadanmuma 7. @akTopbl pPHCKA NPH NPUMEHEHUM JIEKAPCTB/TOKCHHOB, POJib
KOTOPBIX N3BECTHA B PA3BUTHH JIETOYHOI runeprer3um [1].

Onpedenennvie Bepoammnvie

 Kokann

* AMHHOpEKC




» denduopamuH * OeHWIIpPONaHoJIAMUH

* Jlexchendropamun * L-tpunrodan

* bendmioopekc * AmdeTamMHHbBI

» Toxcuyeckoe pancoBoe Macio | * 3Bepo0oii

* MeramderaMuHbI * Unarepdepon a u

* Jlazatunu0® * AJKUJUPYIOLIME areHThI
* bo3yTuHuo

« IIpoTuBOBHpPYCHBIE MpenapaTsl IPSIMOro
JIEWCTBUS MTPOTUB BUpyca renatura C

» JledbmyHomua

« MamupyOun ( TpaBa n3 Kuras Qing-Dai)

B cemeiiHoM aHaMHe3e, ¢ yu4eTOM pucka Hanuuusi HacienctBeHHon JIAL, HeoOxoammo
UCKJIIOYUTh HAJIWM4ME KIMHUYECKOM cumnToMatuku JIAI' y poACTBEHHMKOB MAalMEHTA,
(YA -1-C) [3].

Baxen cnenuduueckuii cOop aHaMHe3a B cilydae MOJO3PEHUsS] HA TPOMOO3 TITyOOKUX
BeH, TOJIA, Kak TpUYMHBI PA3BUTHS XPOHHUUECKOU MOCTPOMOOIMOOTUUECKOM JIETOUHOMN
runeptensuu (XTJID).

3anepxka (pU3NYECKOTO Pa3BUTHS, CHUKEHUS TOJIEPAHTHOCTH K (PU3MUYECKOW HArpy3Ke
C JEeTcTBa M B MOJIOJOCTH, YacThle pECHHUpPATOpPHbIE 3a00JEBaHUS BBI3BIBAIOT
nogo3penue Ha JII' acCOLMMPOBAHHYIO C BPOXXKJAEHHBIMH MOPOKaMH Pa3BUTHS CEpALA
WU OPOHXOJIETOYHOM CUCTEMBI.

[IpodeccoHaIbHBIM  KOHTAKT C TOKCHYECKUMM BEIIECTBAMHU, 3JIOYINOTPEOJICHHE
aJIKOTOJIeM, XPOHUYECKHE BHUPYCHbIE Te€NaTUThl, HauOojee BeposSTHAs MPUYHHA
pPa3BUTHS  TOPTO-TYJIbMOHAJIBHOW  THMNEPTCH3UM WM  NPUOOPETEHHOM  BEHO-
OKKJTFO3MOHHOM 00JIE3HU JIETKHX.

He6rot JIT' y *KeHIMH B MOJIOJIOM Bo3pacTe, Hanbosee tunudeH 11t JIAL, B yacTHOCTH
JUT UAMOMIATUYECKOM JIETOYHOW THIIEPTEH3UU:

Je6rot JII' B 3peniom, MOKUIOM U CTAPUECKOM BO3pacTe, y MYKUHMH U KSHIIHUH, OoJiee
xapaktepen st apyrux ¢opm JII' (3aboneBanue neBbix oTAenoB cepama, X TJIT,
3a00JIeBaHUsI COEUHUTENILHON TKaHM), Hexenu uaunonatudeckon JII'.

Coueranns JII' ¢ aprepuanbHOW runeprensuen, coxpanHon @B JDK, BeipaxeHHOU
runeprpopueit  muokapna JIK, neOombmoi mnonocteio JDK, auactonnueckoi
muchynkuuent JOK 3-4 tuna, nanbonee Bepositao ansa JII' va pone HFpEF.

Bce knmuanueckre cumnToMsl JII', BBISBIISIEMBIE TIPU PACCIIPOCE U OCMOTPE TMALMEHTOB,
HE SBJISIIOTCS TATOTHOMOHHYHBIMHM, YTO YaCTO 3aTPyAHSIET PAHHIOK AMarHocTuky [1-3].
Knunnueckas kapTuHa onpeaenseTcs CIeayoIuM CUHIPOMaMU;

* Huszkoro cepaednoro BpIOpOca W IHUPKYJISIPHOM THUIIOKCEMHH: OJIBIINIKA, CJIa0OCTh,
MOBBINICHHAs] YTOMJIIEMOCTh, ©OONM B OOJAcCTH Cepjila, TOJOBOKPYXKEHUS U
CUHKOTAaJIbHBIE cocTosiHUA. Ha HauansHOM 3Tane JII' MoxkeT mpoTekarh 6€CCUMITOMHO.
Oppimka pu GU3MYECKUX HArpy3Kax SIBISIETCS HAaMOOJee YaCThIM CUMITOMOM J1e0r0Ta
3aboseBanus [6,7].
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* [Ipu3Haku NpPaBOKETYTOUKOBOM CEpPACUHON HEIOCTATOYHOCTH: Mepudepuyeckue
OTEKHU, FeraToMerasus, aclimT.

» Kommpeccust TUIATUPOBAHHOM JIETOYHBIM CTBOJIOM HWJIM €TI0 BETBSMH MPHIICKAIIUX
CTPYKTYp:

- OCHUIUIOCTb T'0JIOCa, BCIECTBUE CAABICHUS BO3BPATHOIO TOPTAHHOTO HEPBA:

- OOCTpYKTMBHOMY CHHIPOMY BCIEJACTBHE KOoMIpeccun OpOHXOB (MOXKET OBITh
OJTHOCTOPOHHUM):

- CTEHOKapAHuell HampspKEeHUs U MOKos (BO3MOYKHA aTHUIUYHAs KapTHHA), BCICACTBUE
CHABJICHUS CTBOJIA JIEBOM KOPOHAPHOW apTEpUU MEXIY YCThSIMHU AOPThl U JIETOYHBIM
CTBOJIOM:

- KpoBoxapkaHue y nanueHtoB JII' MoxkeT ObITh CBS3aHO C Pa3pbIBOM OPOHXHAIBHBIX
apTepuil CIM3UCTON OPOHXOB.

. CUMNTOMBI, CBSI3aHHBIE C OCHOBHBIM 3a00JI€BaHUEM, MPUBEAIIUM K Pa3BUTHUIO
JIT™:

- OpTOMHO?, OTEKHM M CepJieyHas acTMa YKa3blBa€T Ha TOBBIINICHUE BEHO3HOTO
JABJICHUSI W 3aCTOMHBIC SIBJICHUS B MaJlOM Kpyre KpOBOOOpalleHUs BCIECACTBUE
MOpa)KeHUs JIEBBIX OTAEIOB cepana [2,3].

- apTpairuu, c-M PeitHo, KOXHbIe MPOSBICHUS, TUXOpaaKka, HePpUT, U T.A. YKa3bIBAIOT
Ha CBSI3b OJIBIIIKUA C CUCTEMHBIMU 3a00JI€BaHUSIMU COSTUHUTEIILHONU TKAHHU.

- Xpal, HOYHO€ allHO?d, JHEBHASI COHJIMBOCTD, OKUPEHUE, TUTIOKCEMUs (IepuouyecKas
WIM TIOCTOSIHHAsg), MOTYT OBITb CBSI3aHBl C MPOSIBJICHUSMHU  aJbBEOJISIPHOMN
TUMOBEHTWISIIIUKM  (C-M  OKUPEHUS-TUIMOBEHTWIAIUKU (ycTapeBiee: c-M [IukBuKKa),

COACQ).

Pu3uKagabHOe 00C/IeJ0BaHNe:

* Huzkas macca tena, uanekc maccol Tena (MMT), undantmnmsm, 00bllie XapakTepeH
st BIIC u BpoxkaenHoi natosnoruu Oponxosnerounoi cuctemsl (BITIBJIC).

*IIpu ¢usnkanbHOM OCMOTpe Yy Takux manueHToB ¢ JII' Haubonee yacTto BBIABISIETCS
aKpOIMaHO3, PH JJIUTEITLHOM T€UEHUHU 00JIE3HU- U3MEHEHHUE (DAJIaHT MaJIbLEB MO TUITY
«OapabaHHBIX MaJOYEK» M HOITEH B BHUJE «YACOBBIX CTEKOJ», M3MEHEHUE (POpPMBI
rpyAaHoi kieTku («OoukooOpasHas» TpyAHas KIETKAa) WM HEAOPa3BUTHH YacTU
IpyAHOU KJETKU (IpOocTas WM KUCTO3HAs TMMOIUIA3HS JIETKUX, OPOHXO03KTa3us U Mp.)
IIpr pa3BuTMHM  NPaABOKEITYAOYKOBOM  CEPACYHOM HEJOCTATOUHOCTH Y

OOJILHBIX OTMEUAlOTCS HAOyXIMe IIeHHBIE BEHBI, TemaToMeranus, nepudepudeckue
OTEKH, ACILIUT.

e [lepudepuueckas pecaryparmusi (Sp0O2<93%) xapaktepua nnas BIIC (serouno-
cucteMHblii unu aByHanpaieHHbld 1yHT) W BIIBJIC (pecnupaTopHasi rumokcusi),
onHako Bo3MokHa U mpu JIAI' mpu (QyHKIMOHMPYIOIIEM OTKPBITOM OBAaJBHOM OKHE
(O00). ChopoBouupoBaTh CHUCTEMHYIO JecaTypaldi0o y TakKUX MallUE€HTOB,
KOMIIEHCHPOBAaHHBIX B IIOKOE, BO3MOXHO Mpu npoBeaeHun TO6MX B coueraHuu c
MyJIbCOKCUMETpUEH (PecTupaTOpHbINA TECT).

*Ilpu JII' accomuupoBaHHOW ¢ Haluuue (QYHKIUOHUPYIOWIETO (OTKPBITOIO)
aprepuanbHoro mnpotoka (OAII), BO3MOXHO pa3BUTHE «CHUHIpPOMa ApPIEKUHO»:
HOpMaJIbHasl caTypaluss Ha BEPXHUX KOHEUHOCTSAX U Jecarypalusi B HUKHUX
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KOHEYHOCTSIX, YTO OOYCJIOBJIEHO JIETOYHO-CUCTEMHBIM IIYHTOM B HUCXOJSIIYIO aOpTy,
npu nepdy3uu XOpoIIo OKCUTEHUPOBAHHONW KPOBBIO BEPXHEW YaCTH Tejla WM MPaBoOu
PYKH.

* Teneanrnskrasuu, CUHAPOM PEeHHO M OTEK nanplUEeB KHUCTEM XapaKTEpPHBI IS
CUCTEMHOM ckjepoaepmud [3].

* CoCyIuCThIE 3BE3/I0YKU [0 TUIY «IAayTUHKW», NMEYEHOYHBIM 3amax M MajJbMapHas
spUTEMa IPEANOIAraoT 3a00IeBaHNe TICYCHH.

* Ayckyabtanuio cepana (1-C) [3]. Akuenrt Il ToHa Haj JIETOYHOM apTepUCH U/WIIH €ro
pa3ABOCHUE,  MAHCUCTOJIMYECKHM  CHCTOJMYECKMH  IIYM  TPUKYCIHAAIBHOU
HegocTaTouHOoCTH, yM ['paxema Crumna [1,2,7]. Ipu JII' accouupoBannou ¢ BIIC,
ayCKyJIbTaTHBHAs KapTUHA O0YCIIOBIMBAETCS OCHOBHBIM 3a00JIEBAHUEM.

* AyckyabTanusa Jerkux (I-C) [3-4]. AyckynbraTuBHAs KapTHHA B JICTKUX IIpU
Hanmuuuu JII' accouuupoBaHHOM ¢ 3a00JieBaHUAMU JIETKUX OyneT 00yciIaBIMBATHCA
OCHOBHBIM 3a00JIEBaHUEM: «IIIyM Tpecka UeuiopaHa» MpU HHTEPCTUIHNATBHBIX
3a00€eBaHus JETKUX, JOKaIbHAS KpENUTAIUs IpH OPOHXO03KTa3aAX.

JlaGopaTopHble Hccen0BaHus (BceM KaTeropusiM namuenTon) [3]:
Taomuna 8. JlaboparopHast auMar€HocTMka MPH JIETOYHOW TrHUIEepTeH3uH (¢
u3MeHenusimu [3]).

Ilokazamenws Hnmepnpemauusn Ypoesens
OooKazamenvHoCmU

OO0t aHau3 KpoBU Jns uckmouenus sropuunbix JIT I-C

OOmwmii aHaTM3 MOYH Jns uckmouenus JIAI' nmpu C3CT (nedpur,
MPOTEUHYPHS).

TTT, T3, T4 Jns uckmouenus sropuunbix JIT. I-C

Koarynorpamma (I1B, Jns nckmtouennst BropuuHsix JII' I-C

TB, AYTB,

¢ubpunoren). MHO Jns nanmenTos nonydaromux ABK.

buoxumunueckuit ananus | BeceM nepBUYHBIM OOJIBHBIM, OLIEHKA I-C

KpOBHU (kpeaTUHUH, | HyTPUTUBHOTO CTaTyca, JUarHOCTUKA U

MOYEBHHA, HATpUH, | JTMHAMHUKA MPABOXKEITYAOUYKOBOMN

KaJMid, MOoueBasi KUCIIOTa, | HEJOCTATOUHOCTH.
C-peakTuBHBI  OEIOK,
o0muit XOJIECTEPHH,
oO1muit 6emoK, anbOyMUH,
CBIBOPOTOYHOE KEJIe30

ACT, AJIT, obumit u | Bcem mnepBUYHBIM OONBHBIM, E€XKEMECSIUYHO I-C
psSIMOH OMILITUPYOUH BCEM TTOTYYarOIITUM AHTarOHUCTEI

penentopoB dHaoTennHa (APD)
Turp anTuHyKIeapHbIX | Bcem nepBuuHbM OonbHBIM ¢ JIAD, miis I-C
antuten, ANA, ENA, | uckmouenus JIAI" acconumpoBanHoOl ¢
ANCA, PO C3CT.
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N-TepMHUHaIbHBIN IIporaoctuueckuii Mapkep I-C
(hparMeHT MO3rOBOTO

HaTPUIYPETUYECKUOTO
nentugaa (NT-proBNP)

BUY-undexmaus s uckmouenus propuaron JII I-C

NHcTpyMeHTalIbHBIE HCCIIEIOBAHUS (ITPOBOIUTCS BCEM MAI[UEHTAM ):

* [lyabcokcuMeTpus B IMOKOE, HA BEPXHUX U HUKHUX KOHEYHOCTSIX, JUIsl IUATHOCTUKHU
BIIC, B wactaocTtn OAIL

[Ipy Hammuuum cuHgpoMa PeiHO, BO3MOXKHA JHUCCOIMALMS MEXKIY KIMHUYECKUM
JAHHBIMU (OTCYTCTBHUE BUJIUMOW OJIBIIIKM W CUCTEMHOW TUIOKCEMHH) U JaHHBIMU
nepudeprueckoil cartypanuu (pe3Ko CHUMXKEHA) H3-3a BBIPAKEHHOW apTepUaibHON
BAa30KOHCTPUKIIUU B NabIaX; B 3TOM ClIy4ae HEOOXOJIMM aHaju3 ra30B apTepUaTbHON
KpOBH, B KOTOPOM MapIHaIbHOE JaBJICHUE KUCI0pOoaa OyIeT COOTBETCTBOBATH HOPME.

* PecnupatopHbiii TecT (IMyJIbCOKCUMETPHUS, B COYETAHHH C TECTOM O6-MHHYTHOMN
X0J1bOBI ¥ CYOBEKTUBHOM OIICHKOM OABIIIKH 110 bopry).

[Tpu BIIC c JII' 1 npenuMyIiecCTBEHHO CUCTEMHO-JIETOYHBIM COpOCOM, MPU (PU3NUYECKON
Harpy3ke BO3MOXKHO TIOSIBJIEHHME JIBYHAIllpaBJIEHHOTO cOpoca, KOTOpPBIA JIETKO
pETUCTPUPYETCS MO TOKA3aTeNsIM CHCTEMHOM JlecaTypalid W CBUIETEIBCTBYET O
(dbopMHUpPOBaHUU CUHIPOMA Dil3eMeHrepa.

B Toxe Bpems, NpU HAMOMATHYECKOM JIETOYHOW THUIEPTEH3HUH, Aecarypanus IpH
(dusnyeckoil Harpyske, CBHAETENbCTBYET O Hamuuuun OOO, npu 3HAYUTEITHHOM
MOBBIIIEHUU JABJICHUS B JICTOUHOW apTepuu Mpu (PU3NUECKON HArpy3Ke U MOSIBJICHUU
CITACHUTEJIBHOTO JIETOYHO-CUCTEMHOTO IIIYHTA.

Pexomennyetcst onienuBath @K B cooTBeTCTBHM ¢ (DYHKITMOHAIBHON KilaccuuKanuen
BO3 y Bcex 6onbubix JII'(I-B) [1,2,3], uTo siBnsieTcs MOAUGPUIIMPOBAHHBIM BapUaHTOM
KJIacCU()UKAITUH HLIO-ﬁOpKCKOﬁ Acconmanuu Cepana (NYHA),

* Jnexkrpoxapauorpagus (IKI') y Bcex O6ompnpix JII'(I-C) [1,3]. OKI' BeIsBIseT
npusHaku rurneptpodhun u mneperpysku IDK, nunmatamuum u runeptpodun mpaBoro
npeacepausi (I1I1) (p-pulmonale), oTkIOHEHHE SJIEKTPUYECKON OCH CepjIia BIPaBo.
[I'uneprpodus [1K BeisiBnsiercs y 87%, OTKIOHEHHE IEKTPUIECKOM OCH cep/lia BIPaBo
-y 79% OGonbubix ¢ UJIT'. YuuteiBas, yto uyBcTBUTENBbHOCTH DKI' cocTaBiser nuuib
55%, a cneuuduunocte — 70%, OKI' He Bcernma siBiseTcsl METOAOM CKpUHUHTAa B
muarHoctuke JIAI. YV OGombHbix ¢ Tsxenon JIAIT MoxkeT oOHapy>KuUBaThCs
nensmenennas DKI [1-3].

* Pentrenorpadust opranos rpyaHoii kierku (I-C) [1-3,5]. Perrrenorpadus opranon
IPYJIHON KJIETKH TO3BOJISIET YTOUHHUTH ATHOJOTHUIO JI[': BBISIBUTH MHTEPCTULIMAIBHBIC
3a0oneBanusi Jerkux, mnpuoOpereHHsie mopoku u BIIC, cyauts o Tsokectu JIT.
OCHOBHBIMH PEHTICHOJOTUYECKUMH Tpu3Hakamu JII' sBisitoTCS BBHIOyXaHUE CTBOJIA H
JIEBOUM BETBU JICTOYHOM apTepuu, KOTOpbie (popMupyroT B npsmoii mpoekruu I gyry mo
JIEBOMY KOHTYpPY CEp/lla, pacCUIMpEeHUE KOPHEH JIETKUX, YBEIUYEHUE MPaBbIX OTAEIIOB
cepama. Y OospmuHcTBa manueHToB WJIIT oTMedaeTcsl MOBBINICHHE MPO3PAYHOCTH
JIETOYHBIX TIOJIeH Ha Tiepudepuu 3a CYeT 00CTHEHHSI JIESTOYHOTO PUCYHKA.
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* TpancropakanbHas IxoKI' mokost - MeToJ HEMHBAa3UBHOI'O JAHUArHOCTHYECKOIO
UCCIICIOBAaHMSI TICPBOM JIMHUHY, Y BCEX MAIMEHTOB ¢ nojo3peHneM Ha Hammuue JII' (I-C)
[1- 5].

OneHuBaroTcsl clneayroue mokaszarenn AaBineHus B JIA u aucdyHkumMu mpaBbix
OTJIEJIOB:

* PSPAP >25 MMm.pr.cT.

e Jlunaranus Jero4Horo CTBoja > 25 MM.

* [lepukapauaibHbINA BBITIOT

* Iunstanus npasoro xenynouka (I10K) o cneayromum KpUuTepusm:

- JIunenHpie pa3mepsl BBIBOJHOTO TpakTa [DK > 3 cM, B mapacTepHaIbHON MO3UIINU 10
JUTMHHOM OCH, B KOHLIE TUACTOJIBI.

- JIuneitnpie pazmepsl DK B anukanbHONW YeTHIPEXKAMEPHOW TO3MIMH, B KOHIIE
cuctoiibl (06a3anpHBIM nuamerp >2,8 cM, cpeaHuil auamerp >3,3¢M, IPOJOJIbHbBIE
pa3Mephsl BEpXyIIKa-oCHOBaHUE >7,9 cm)

- [Imomane IDK B cuctony >16 cm2, B tnactoiry >28 cm2

* OtHomeHue 6a3anbHbIx pazmepoB [DK k JIK (Ratio RV/LV) > 1

* 'uneprpodus crenku [DK >5 MM (B KOHIIE JUACTONBI, B M-pekrMe UM TIBYXMEPHOU
OXOKT', B cyOKOCTaNbHOM WU TAPACTEPHATIBLHOM IMO3HIIVH)

* [IpaBoe npencepaue:

- JIuneiinbie pazmepsl >3,8 cM (quacTojia MpeAcepanid, mapacTepHaibHas MO3ULIHS O
JUTUHHOM OCH)

- JIunentnpie pasmepbl >4,4x5,3 cM (KOHEI] CHCTOJBI, amnvKajibHas 4-X KaMepHas
TTO3UIINS)

- ITnomanes npasoro npeacepaus > 20 cm2,

* CHmxenue cokpatumoctu [DK

- Cokpamenue miomniaau 1K (Fractional Area Contraction, FAC RV) < 32%

- JIBmKeHne IIOCKOCTH TPUKYyCHUAaIbHOro Kiamana B cuctoiy (Tricuspid Annulus
Plane Excursion, TAPSE) < 16 mm.

* [TapanokcanpHoe nemxkeHue MIKII xapakrtepHoe s meperpy3ku JaBICHUEM HWIIU
00bEMOM.

* JlonosHuTENbHBIE 00pa30BaHUS B MIPABbIX OTAEAX.

Pexomenayercs oneHUBAaTh BEPOSATHOCTh HaAM4Ms JII' O TaHHBIM TpaHCTOpaKaIbHOU
Ox0oKI" y Bcex manuenToB JII' Ha OCHOBaHUYM ONIPEAEIEHUS CKOPOCTH TPUKYCITUAAIBHON
perypruTaniy U HaJIuaus JONOJHUTEIbHBIX (akTopoB prcka (I-C) [3].

Jliist onipenenenust BepoaTHocTH JII' y manueHToB ¢ CMMIITOMaMu 3a00J1€BaHUs Ha dTare
CKpUHMHIA TMPEMJIOKEHO  MCIOJIb30BaTh  IOKa3aTelb CKOPOCTH  IOTOKAa  Ha
TPUKYCIHIaIbHOM KiTanaHe (Tabsuma 9).

Tabomuua 9. BepositHocTs JII' Ha ocHoBanMu aaHHbIX JXOKI' y cMMITOMHBIX
nanueHToB ¢ nogo3penuem ua JII" [3]:

IHuxkoean ckopocmo Hanuuue Bepoamnocmo JII' no
MPUKYCRUOAIbHOUL O0ONOTHUMEIbHBIX oannvim IxoKI'
pezypaumavuu (m/cex) IxoKT - npuznaxoe JII'
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<2.8 UM He ONpeaesIeTCs HET Huzkas
<2.8 wIn He ONpenensaeTcs €CTh
2.9-34 HET Cpenusis
2.9-34 eCThb
>3.4 HE TpedyeTcs Beicokas

bonee I[IpaBUJIbHAA OICHKaA

BeposiTHocTu JII' OyneT ycTaHOBJIEHa TMpU aHAIIM3e

JIOTIOJTHUTENBHBIX TpHU3HAKOB moBbIieHus J[JIA mpu wmccrnenoBaHuy MpaBBIX OTIIEIOB
cepara, JIeroYHoU apTepun U HrkHe# nosioit BeHsl (HIIB) (Tabmuier 9, 10),

Tadmmua 10. IxoKI'-mpusnaku JII' B HonoJiHeHHe K H3MEPEHHUI0 CKOPOCTH
TPUKYCIUAAIBHOM peryprurauus [3]:

A: Kenyoouku

B: Jlecounan apmepus

C: Huoicnan nonas éena u npagoe
npeocepoue

ITDK/JTK GasanbHbIin
nuametp >1.0

Bpewmst yckopeHust KpOBOTOKA B
BbIHOCAIIEM TpakTe [DK <105

M/CeK W/ v
CPEIHECUCTOIUYECKOE
IIPUKPBITHE

Huamerp HIIB >21 MM B coueTanuu ¢
YMEHbILIEHUEM CIIaJICHHS Ha BIOXE
(<50% c pe3kuM BIOXOM HOCOM HITH
<20% Ha ¢oHE CIOKOWHOTO JIbIXaHUS)

Vunomenne
MEXOKETyT0YKOBOM
MIEPETOPOJIKI
(mHACKC
AKCIICHTPUYHOCTH
JDK >1.1 B cucrony
W/WIA TUACTOITY)

CkopocTb paHHel
JTMACTOJINYECKOM

IIyJIBMOHAJIbHOW peryprutanuu

>2.2 M/cek

[Tnomane 11 >18 cm2 (u3mepenue B
KOHIIE CHCTOJIbI)

Huamerp JIA >25 mm

Ilpumeuanue: neobxooumo Hanuyue 3x0KI-npusnaxos kaxk Mmunumym u3 08yx pasuvix kamezoputi (A/B/C) ons
usmeneHus yposusa eeposmuocmu JII' no oannvim 2x0KIT.
Cokpawenus: JIA — necounas apmepus, JIK — neswiii socenyoouex, HIIB — nuscnsas nonas eena, [IIDK — npasbiii
aicenyoouex, 1111 — npagoe npedcepoue

Tadamuma 11. CTpaTrerusi AMarHOCTHKH B 3aBHCHUMOCTH OT BepossiTHOocTH JII' mo
AaHHbIM JXOKIT' y cMMITOMHBIX AIlUEHTOB, ¢ WK 0e3 pakTopos pucka JIAT uian

XTJIT [3]:
Bepoamnocm be3 @P unu Knacc C P unu Knacc
b JII no COCMOAHUIL, PeKomenoayuil cocmoanuaAMU, Ppexomenoayuil
OQHHBIM accoyuupoBanHvlx yi accoyuupoBaHHbvIMu i
IxoKT’ c JIAI/XTIIT c JIAI/XTIIT
Huskas Cnenyer l1a-C Cnenyer l1a-C
paccMoTpeThb paccmotpeTs Ox0KI -
albTepHATUBHBIN KOHTPOJIb B
JIMarHo3 JIMHAMUKE.
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Crnenyer 11a-C l1a-B
paccMoTpeTh
aJIbTEPHATUBHBIN
nuartos, OxoKI - PexoMer tyeTcst
C KOHTPOJIb B nanpHenIas
PeaHiA AMHAMBKC, muarHoctuka JIT,
Mosxno llb-C Brirouas KITOC»
paccMaTpuBaTh
JAJbHEUIITYIO
JnrarHoctuky JII™
Bricokas Pexomennyercs I-C Pexomennyercs I-C
JaTbHEHIIast JanbHeHIas
muargoctuka JII, muaraoctuka JII',
Bkirouas KIIOCe Biirouas KITOCe
Ilpumeuanue: «— Jannvie pekomeHOAyUU He KACAIOMCA NAYUEHMO8 C OUPY3HbIMU NAPEHXUMAMOZHBIMU
3a601e8aHUAMU Te2KUX UL 3000/1e8AHUAMU IEe8bIX Kamep cepoya, b— 3asucum om naruuus ¢pakxmopos pucka ons JII 2,
3 unu 5 epynnol.
HOCﬂ@aleWﬂﬂ cmpamecusi OUACHOCMUKU MOJICEMm PasiudamsCs 6 3a6UCUMocmu om moceo, Kakue ¢aKm0pbl
PUCKA/ACCOYUUPOBAHHBIX COCMOAHUL c8udemenbemayiom o bonvuteli geposimuocmu JIAI unu XTIIT

Jlomnmeporpadusi mMo3BOJSIET U3MEPUTh CKOPOCTh KPOBOTOKA B CEPIE, YTO B CBOIO
odepeab JaeT BO3MOXHOCTh HeMHBa3suBHO omnpeaenuts JJIA [5,9]. Ilo crenenn
TPUKYCIUJATBHONH  pEerypruTalii, TMpH UMIIYJICHO-BOJIHOBOM  JOMIIJIEPOBCKOM
WCCJIETOBAaHUH MOXHO PacCueTHBIM ITyTEM OIPENETIUTh BENUYNHY cuctoiudeckoro /JJTA
(SPAP) ¢ nomompto MoauduuupoBaHHoro ypasuenus: bepuymum. [{ns nogcuera SPAP
METOJIOM ONpEEICHUS TpagueHTa MaBICHHUS 4Yepe3 TPUKYCHUAATbHBIA KIamaH K
IPaMeHTy JIOJDKHO OBITh J0OABIIEHO JaBlieHHe B paBoM npeacepanu (mRA, 1IB/I).

* KomnbrorepHnas tomorpagusi. PexoMeHayeTcs  NpOBEACHHE  KOMIBHTEPHOU
tomorpaduu (KT) Beicokoro pasperienus y Bcex oonbabx JII'(I1a-C) [3,5,9-10].
MynbTucnivipanbHas — KOMIBIOTEpHO-TOMOTpaduueckasi  aHTHOIYJIbMOHOTpagus ¢
KOHTPAaCTHBIM YCUJICHHUEM, METOJT BbIOOpa B auddepenimanbHoi nuarnoctuxe JII.

—  Ilokazatenu JeroyHoW rUMNEpTeH3UU (HE3aBUCUMO OT DTHOJIOTMM): AWjaTaius
JIErOYHOT'O CTBOJA (> 29 MM), OTHOILIEHHU JIETOYHOW CTBOJI/HUCXOAsAMmIas aopta (> 1,0),
cerMeHTapHble apTepuun/oponxu (>1) B 3 u 6osee q0IsX.

—  Jlunaranus [DK u [I1, BHyTpHucepaeunsie 00pa3oBaHus (TpoMO, MHKCOMA)

— Okxro3Wst  MpoOCBETa JIETOYHOTO CTBOJIA M €ro  BeTBed osmOoiioM, 0e3
HETOCPEICTBEHHON BU3yalIU3aIli TPOMOa, «CUMIITOM OOPBIBAY.

— IIpucrenounsie TpPOMOBI, BHYTPHCOCYANCTHIC TIEPEMBIYKHA, HEPOBHOCTHh KOHTYPOB U
nepeTsokku  aprepuid (mpusHak XTJII'), compoBokiaromuecss OuiasTaiied BETBEH
JETOYHON apTepuud C pacmpoCTpaHEHHWEM Ha  JIOJIEBBIE, CETMEHTAapHbIE W
cyOcerMeHTapHble BETBH.

— IlpusHaku uHGAPKT-MTHEBMOHHUH: KPYTJIbIE WJIM OBaJbHBIC YIUIOTHCHUS MapEHXUMBI
MpUJISKAIUE K TIIEBPE.

— CuMnToM «MaTroBOro Crekiaa» (MO3aWYHOCTh, COYETaHHWE 30H THUIO W
runepnepdy3un, 0TeKa U BOCHAJICHUs).
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—  JuddepeHnmanbHpiii TUardHo3 ¢ WHTEPCTUNHUAIBLHBIMU 3a00J€BAaHUSIMH JICTKHUX,
OpraHoOB CPEIOCTEHHUs, SM(PU3EMOI, apTepUO-BEHO3HBIMU MaJIb(POpMAIUIMU JIETKHUX,
BPOKJICHHBIMHU ¥ TIPUOOPETCHHBIMHU TTOPOKAMH PA3BUTHSI OPOHXO-JIETOYHOW CHCTEMBI.

— BIIC: OTKpBITBII a0pTaAJIbHBIN MPOTOK, YACTUYHBIN AaHOMAJIbHBIM JPEHAXK JIETOUYHBIX
BEH, CenTalbHbIe Ne(EKThI, JIETOUHAS] BEHO-OKKIIO3MOHHAs 00JIe3Hb.

* Katerepu3amus npasbix otaenos cepana (KIIOC (I-C)) [1-5]:

Iemu npoBenenus KITOC:

e  JuIg OICHKHU 3P PeKTUBHOCTH MeaukaMenTo3Hoi Teparmu (I1a-C) [3].

e s perreHus Borpoca 06 onepadensrocTr BIIC (I-C) [3].

e s nmoarsepxkaeHust Auarnoza XTJII' u pemenus Bonpoca o0 onepadeabHOCTH U
taktuku Jeuenus (I-C) [3].

e vy nanueHToB c JII' BciieacTBHE MATOJIOTMM JIEBBIX OTAEJIOB CEPJLIa WM JIETKHUX,
ecym pemaetcs Borpoc o TpanciuianTaruu (1-C) [3].

Bo Bpems KITOC oneHMBarOTCSA CAEAYIOIIUE TapaMETPBI:

ManoMmeTpusl: cpenHee [aBleHHME B IpaBoM npencepauu, nasineHue B IDK
(cucronuueckoe, TUACTOIMYECKOE, CpeHee), JaBJICHHE B JIETOYHOU (CHCTOJUYECKOE,
nuacronudeckoe, cpensee), J3JIA, naBieHue B JIEBOM JKEIyJI0o4Kke (eciu Oblia
IIPOBEICHA OJHOBPEMEHHAs MAaHOMETpPHs JIEBBIX OTHAEIOB), JAaBICHHE B AaOpTe
(cucronuueckoe, MaCTOIMUYECKOE, CPEIHEE),

Hacermmenne kucnoponom aprepuaibioit (Sa02) u BeHo3HOM kpoBU (SvO2) B BepxHel
u HwkHed mnomoit Benax, I[III, ITDK, mnerounoii aprepuu, aopte (BO3MOKHBI
HEWMHBA3WBHBIE TIOKA3aTEIH JJI a0PThl)

PacueTtHble nokasarenu:

—  cepaeunsblit BeIOpoc (CO), cepaeuHblii HHIEKC (CI, MeTomoM TEpMOIWIIOIUN
Wi MeTo1IoM DuKa Npu HATMYUU CUCTEMHO-JIETOYHBIX ITYHTOB)

—  JerodHoe u cucteMHoe cocynuctoe conpotusienue (PVR u SVR) 8 WU, obmiee u
unaexkcupoBanHoe (PVRi — aisa nered u B3pOCHbIX ¢ HU3KOM Maccoil Telna), OTHOIIEHUE
PVR/ SVR

—  pEKOMEHAYeTCS OLEHUBATh KOHEYHO-nuactonuueckoe nasineHue B JDK mnpu
HEBO3MOXKHOCTH HanexxHoro usmepenns [[3J1A (I1a-C) [2].

OpnoBpemenHo ¢ KIIOC BO3MOXXHO NpPOBENCHHE AUTUTAIBHOM CyOTpaKkUMOHHOM
anrunyipmoHorpaduu (AIIl), y manuentoB ¢ XTJII' u TOJIA no ganaeim KT (Ila-C)
[3,5-6]. AIIl" mpoBOAMTCS B IUTHTATIBHOM CYOTPAKIIMOHHOM PEXKUME B 2-X TIPOCKITHSIX,
nnu porauoHHou AlIl'; ¢ cenekTUBHOM KaTeTepru3aluel rIaBHbIX JETOYHbIX apTEPUL.
* ccnenoBanve (pyHKIMM BHENIHEro AbIXaHUsA (cnMporpadusi) NpoBOIUTCS y BCEX
6osbHBIX JII' 711 BBISBIICHUS! OOCTPYKTHBHBIX WJIM PECTPUKTUBHBIX H3MEHEHUU U
yTouHeHus TsokecTr nopaxkenus yerkux (I-C) [1,2,3,6].

Jns manmentoB ¢ JIIT xapaktepHo yMmeHbleHue A Yy3MOHHON CIIOCOOHOCTH
MoHokcuaa yriaepoaa (40-80% oT HOpMBI), HEOONBIIOE WM YMEPEHHOE CHUKCHUE
JIETOYHBIX 00BEMOB, HOPMAJIbHOE WJIM HE3HAUMUTENbHO CHIKeHHOoe PaO2 u oObIuHO
CHIKEHHOE U3- 3a anbBeossipHod runepBeHtwianuu PaCO2. Ilpu Hamuuuum
HeoOpaTUMOM OOCTPYKIIMH JIbIXaTeIbHBIX MyTeH cBUIETENbCTBYET B MMosb3y XOBJI kak
IIPUYHHBI TUIIOKcHYecKou JII.
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CHmwxeHHbIe ierounble 00beMbl U Tuddy3uonHon cnocooHoctu gerkux (JACJI) moryr
yKa3bIBaTh HA HATMYNE WHTEPCTUIIMAIBHOTO 3a00I€BaHUS JICTKUX.

*Y3U opranoB OpromHoil mosiocT y Bcex mamueHTtoB ¢ JII' s uckirodyeHus
uppo3a neueHu u/unu nopransHoii runepreHsuu (1-C) [3]. Mcnonp3oBanne 1BETOBOM
gomreporpaduun  mo3BoisieT  AU(EpeHIUpoBaTh  MACCUBHYIO  MOPTaJbHYIO
TUTNIEPTEH3UIO BCJICACTBUE IMPABOXKETYAOYKOBOM CEpJIEUHOM HEIOCTATOYHOCTH WIIH
BCJIC/ICTBUE BO3HUKHOBEHHUSI TPAHCIIEUEHOYHOTO BEHO3HOTO TPAJUCHTA MPU LIUPPO3E
NICYCHH.

*'eHeTUYecKoe KOHCYJbLTHPOBaHMe pekoMeHayeTcs BceM manueHtaM ¢ UJIAT (Ila-
C) [3]. 16,9% mnanuentoB ¢ ucxoano uauomnatuueckort JIAL, m 89% mnanueHTOB C
HacienctBeHHo JIAI' M Ux GeCCMMITOMHBIX POJCTBEHHUKOB MEPBOW JIMHUU POJICTBA
UMEIOT MyTalliu OTBETCTBEHHBIX 3a pa3Butue JIAI'. TloKU3HEHHBIM PUCK pa3BUTHS
JIAT" cocraBusier 14% y myxuuH u 42% xeHmMH-HOcuTenei [4]. [TarueHTsl U 4IeHbI
WX CEMEW, OTHOCSIIMECS K TPyNIe pucKa, JOMKHBI ObITh MPOUH(POPMHUPOBAHBI O
BO3MO>KHOCTH BBISBJICHHS TEHETUUECKUX MyTanuii [3].

Ioka3zaHus 1l KOHCYJIbTALMHU CHENUAINCTOB:
* KOHCy1bmayua peemamonoza — tmauveHToB ¢ JII' mpu BBIABICHHH 3HAYUTEIBHO
MOBBIIICHHOTO TUTpa aHTHTEeN (0osee 1:80) wim nogo3pennu Ha Haauuue C3CT (I-C),

remMaroJiora npu reMaToreHHsIx TpomOodpmmsax u XTJIT [1-3].

2.2 JInarHoCTHYeCKUil aJITOPUTM:
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OueHKa BEpOATHOCTH
HaNUUMA NerouyHo
runepTeHsum

UpenTtudburkaumna
NauuMeHTOB BbICOKOTO
puUcCKa paszsuTtua
NeroyHoM rmnepTeHsumn

Hanobbi, avamues, cumnTombl, nabopaTopHbie u
uHcTpyMmeHTanbHble (3KI, penTtrenorpadus ONK) pandbie,
nozsonAowme nogospesars JII

Ans oraenoHbix KSTEropuit
NaueHTos

Boiasnerune Hambonee
YHacTbiX NpUYMH NeroyHoM
rMneprTeHsnm

OuarHocTuka pegkux popm
NerouHoM rMnNepTeHsIvn.
KMNMOC 1 sazopeakTusHbIM TEecT

KT-asmnynomonorpadus gna

uoknosesma XTI

3abonesarna nerkux?

Nestix OTA
cepaus, BMNC?

Boibop meauKameHTO3HOM

HowniosuTs gpyrve npusvHb,
Auramimeckoe vabmogesne

Tepanuu.
TpancnnadTauma nerkux, BAC
Xupypruueckoe u

uHTEepBeHUMoHHOoe neuedue XTJII

Sucnep

M UEHTD NO 1Ero4HOM IMNpeTeHsun

Puc. 1 Aaropurm 1MarH0CTUKH JIerOYHOM runeprensuu [2,3].

2.3 MuddepeHunanbHbIii AMATHO3 U

HCCJIe0BAHUM:

000CHOBaHME

JOIMOJIHUTEJIbHBIX

Ta6auna 13. /InddepeHnuaibHblii IMATHO3 JIETOYHONH IMNIEPTEH3NH.

Juaznos Oobocnosanue Oobcneoosanusn Kpumepuu uckniouenusn
onsa ouaznosa
oughghepenyua
XTJr Jlerounas KT: TpoM6s1 B cTBOJIe i B | OTCyTCTBUE
TUTNIEPTEH3US BeTBsx JIA. WHCTPYMEHTAIBHBIX JaHHBIX

V3/I': OKKIFO3UBHBIA WU
peKaHaIN30BaHHBIE
TpoMOO3BI BEH
H\KOHEYHOCTEH.
KITOC+AIIT": TpoM0603b1
BETBEH JIESTOYHOU apTEPHUH,
JIErO4Has TUIepTeH3Us,

32 OOCTPYKIIHIO COCYTUCTOTO
pycia JIerkux
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Nnuonarnuecka | Jlerounas 3aboiieBaHne BLICTABIISIETCS
a JIT TUIIEPTEH3US METOJ0M HCKJIFOYEHUS, BCEX
3a0osieBaHU
CONPOBOXKAAKOLIUXCS
JIETOYHOU apTepUaIbHOU
TUTIEPTEH3UECH.
BIIC Jlerounas OXOKTI': kaptuna BIIC. Uckmouenune BIIC
TUIIEPTEH3US KT AIIT": mrynTer, YAJI/IB,
OAIL
3aboneBanue Jlerounas ['unokcemus. Ucknrouenne 3a001eBaHMM
JIETKUX TUTIEPTEH3US Hapymenne GyHkunn MapEHXUMBI JIETKUX
BHEILIHETO JIbIXaHUSI.
KT: unarepcrunmansuoe
3a00JieBaHUE JIETKUX,
sMdpu3eMa, TOPOKH Pa3BUTHS
JIETKUX
JIT Jlerounas Aytoantutena (ANA, ENA, | Knunuka cucteMHBIX
aCCOUMMPOBAHHA | TUIIEPTEH3UA ANCA), P® | 3aboneBanuii coeTMHUTETHHOM
1 c buoncus KOXHO- | TKaHU
3a00JI€eBaHUAMU MbIIIEYHOro  JlockyTa (mo | KnuHuka BacKyJauToB JIpyroi
COEIMHUTEIIBHO MOKa3aHus). noxanuzamuu (LIHC, cepae,
1 TKaHU [TopaxxeHne KOxKH, IMOYEK. MOYKH, KOXKa. U JIp.)
I'emornoOunona | Jlerounas CB. reMOIJI00MH IJ1a3MBl. Anemus. CepnioBuiHas
TUHU: TUIIEPTEH3US Mukpockonust Ma3ka KpoBH ¢dbopMa 3pUTPOLIUTOB.
Tanaccemus Onexrpodopes remornoduHa. | «MHUIICHEBHTHBIC)
CeprnioBu1HO- SPUTPOLUTHI.
KJIETOYHAsI MyrtanTHbIH remornooud HbF
aHeMus
3aboneBanue Jlerounas OXOKT: mpuznaku XCH co | Uckimrouenue 3a0oeBaHmit
JIEBBIX OTAEJIOB | TUIEPTEH3US CHUKEHHOM WJIM COXPAHHOM | JIEBBIX OT/EJIOB CEP/LIA.
cepaua O®B JIK. KnananHsie NoOpoku
cepaua.
Jlerounas BeHo- | Jlerounas KT AIIIl': creno3sl nerounsix | McknroyeHue cTeHo3a BEH
OKKJIFO3UOHHAsI | TUTIEPTEH3US BEH JIETKHUX.

HecMoTpsi, Ha yeTkue rpaHuubl Mexay otaenabHbiMu (opmamu JII' (1-3 rpynmer),
CYILLIECTBYIOT «cepasi 30Ha», MAalMEHThl CTApPUIEro BO3pAcTa, MMEIONINE KIMHUYECKU
IIPU3HAKK JIETOYHOM apTEepUaJbHOM TUNEPTEH3UH, HO B COUYETAHUU C CONMYTCTBYIOLLEU
KapIMOPECIIUPATOPHON TATOJIOTHEH, KOTOpble TaKuM, 00pa3oM HE MOTYT OBITh
OTIPEICNICHBI KaK «KJIacCuuecKuey» nanueHTsl ¢ JIAT (Tabnuia 8).
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Knaccuyeckas «ATUMMHHaA»
NATC

PVR, PAc

KombuHuposaHHas
(npe n noctkanuansapHas) /T
(BbipaxeHHas /1T,
anchyHKuma MHK)

1

KnnHunyeckune
nccnegoBaHmA

NAT
Tepanua

JIAT CTeneHb Nero4Hoi runepTeHsmm
(npekanunnspHOro KOMMOHEHTA)

M3onuposaHHas
noctkanunnspHas Jir
(YmepeHHas /7
HopmanbHaa dyHKua MK)

4

Het 1Al
Tepanum

Her /1T
HopmanbHas
dyHRuma MK

Het J1AT
Tepanuu

Pucynok 2. ®DeHOTHUNBI JIErOYHOH apPTEPHAJIBHOM THMIIEPTEH3UH U JIECrOYHOMU
THIIEPTEH3UH ACCOLMUPOBAHHOI ¢ 3200/1eBAaHUSIMH JIEBBIX OT/I€JIOB cepauna [2].

Tadamna 14 KiauHuyeckue NPU3HAKH «KJIACCHMUYECKOW» M «artunuuHoin» JIAT

(JIAI' ¢ kKapauomyJbMOHAJIbHBIMHU
U3MeHeHusIMH [2]).

KOMOPOUIHBIMHA

cocrossnusaimu). (C

Hokazamenw «Tunuunasn «Amunuunasny JIAI' (JIAI ¢
(knaccuueckasn) JIAI' KapouonyibsMoHAbHbIMU
KOMOPOUOHBIMU COCMOAHUAMU).
I'emoanHaMu [IpexkanunnspHas [IpexanumisipHast (apTepuanbHasi)
YecKuii mpogmiib | (apTepuaibHasi) JeroyHasi | JIerouyHas TUIEPTEH3US
TUIIEPTEH3US
OO6mmas Monoapie nanueHTsl, 6e3 | YacTo auia moxKuioro u CTapueckoro
XapaKTepUCTUKA | COMYTCTBYIOIIEH BO3pacTa, UMEIOIINe 3a00JIeBaHUS
KapIUOPECTTUPATOPHON CXOKHE CO 2-i ¥ 3-U rpynmnou
MaTOJIOTUH. JICTOYHOM TUTIEPTEH3UH (3a00JIeBaHUS

JIEBBIX OT/AEJIOB CEP/LIA U JIETKUX ), HO
HE JIOCTUTAOLIUX UX CTEIIEHU
BBIPAKEHHOCTH.
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denotun
cxoxkui ¢ JII' Ha
dbone
3a00J1eBaHU I
JIEBBIX OTACJIOB

cepaua.

HopmanbHas nim

CHMKCHHAasA MaccCa TClia.

1) > 60mee 3-x GaKTOpOB:

2) AT

3) UBC

4) CaxapHblit 1uader.

5) UMT > 30 kr/m2

6) [lpyrue mpu3HAKH (ArUIaTaIus
JITL, ®I)

®denortun ¢ JII'
BCJICJICTBUE
3a00JIeBaHH
JIETKUX/THUIIOKCUHU

['mmoxcemus
HEXapaKTepHA.

1) HopmasibHast WJIM TPaKTUYCCKH
HOpMaJbHas OouIIeTU3MOTrpadus.

2) KTT OI'K 06e3  mnpusHaKoB
KJIMHUYECKH 3HAYUMBIX 3a00JIeBaHHIA

JETKUX
3) DLCO<45% oT A0IKHOTO
4) T'mybOoxkas THIIOKCEMHS.

JlonoJTHUTE IbHBbIE MEeTOAbI 00caeqoBanus [1-3,7,8]:

* BazopeaktuBnbiii Tect (BPT) Bo Bpems KIIOC pexomenayercss mpoBEeACHHE IS
onpeeneHus] MOTCHIHAIbHON 3(h()EKTUBHOCTH JieueHUs OJoKaTopaMu KaJlbIIUEBBIX
kananoB (BKK) (I-C) [1,3].

['pynmibl manmeHToB Ju1s npoBeacHust BPT:

— WauMonaTruyeckas jJeroyHas aprepuanbHas runeprensus (MJIAD)

— Haclle[CTBEHHAas JEroyHas aprepuaibHas runeprensus (HIJIAT)

— JIerOYHas apTepuaibHas TUIEPTEH3Hs HWHIYLHPOBAHHAS MPUEMOM JIEKapCTB WJIU
tokcuHoB (JIT-JIAT)

Jlis npyrux ¢opm serounoit runeprensund BPT ne nposoautcs (111-C) [3].

Jnsa mnposenennss BPT  pekomeHayeTrcss HCHONB30BaTh  KOPOTKOAECHCTBYIOIIHE
Ba30/IMJIATATOPBI, BO3JCHCTBYIOIINE HA MAJIbI Kpyr KpoBooOpareHus (tadimmna 13)
[1,2,3,7-8].

Taoauua 15 Ipenaparel, npumensiembie npu BPT npu KIIOC y nanuenTos ¢ JIT'
[c m3menennsimm [1,2,3]

Ipenapar | IlyTs BBenenus t1/2 CraproBas | MakcumajbHas | JJIMTEJbHOCTH
Ao03a ao3a
Oxcup MHTansAIuoHHbIN | 15-30 cek 10 ppm 20-40 ppm 5 MuH
a3ora
NnonpocT | UHransSImoHHBIA 20-25 20 MKT - 5-10 muna
MUH
IIpumeuanue: ppm — vacmuy Ha MULIUOH 8 243080l CMeCU

Tadauma 16. OnpenesieHue rpynnbl NANMEHTOB € OCTPbIM H JIMTENbHBIM
MOJIOKUTEJIbHBIM OTBETOM HA Tepanui O0J0KATOpPaAMH KAJbIUEBBbIX KAaHAJIOB
(rpynma 1.5 JIAT) [1]:
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[10J105KUTENBHBIN OCTPBIT e cumwxkennn MPAP. Gonee yem Ha 10 MM pT.CT.,
BPT y naunenros ¢ JIAI', | e pgoctmxenun abcomrorHol Beanunasl MPAP Mmenee

HJIAL u JIT-JIAT 40 MM pT.CT.
e 1pH YBEIMYEHUH UM OTCYTCTBHHU IMHAMHUKU
CO

[onoxutenpublil yuTenbHbIi | o |-11 DK (NYHA)

OTBET Ha Tepanuio bKK e JIIUTENBHBIA M YCTOWYMBBIN IOJIOKUTEILHBINA

s dext Ha Tepanuto BKK, B Teuenuu 1 roxga, B
CpaBHEHUU C MMOKa3aTeJSIMU JI0 Havaja Teparuu

He 6onee 10-25% mnamuentoB ¢ WMJIAT, nacnenyemoit JIAT, JIAD, uHAynIMpOBaHHOM
MIPUEMOM JIEKapCTB/TOKCMHOB UMEIOT NoJiokuTenbHbI BPT [2,3].

N3-3a BO3MOKHBIX CEPbE3HBIX OCI0XKHEHUN He cieayeT HazHadyath bKK sMmnupuyecku
0e3 nposenenust BPT.

* AHAJIN3 Ta30BOr0 COCTABA aPTEPHAJbHON KPOBH, Y NMALMEHTOB C MOJ03PEHUEM Ha
Hanuuue runokcudeckon JII' (I-C) [2,3]. He pekomeHayeTcsi MPOBEICHUE OTKPBHITOM
win  Topakockornuueckod Owoncum serkux (III-C) [2,3]. Ilpoeaenue Owuorncuu
CONPSIKEHO C CYIIECTBEHHO IOBBIIICHHBIM PHUCKOM OCJIOXKHEHUH, B TOM 4YHUCIE U
(daranbubIx [2,3].

* MarHuTHO-pe30HAHCHON TOMOrpaguu ¢ mo3gAHUM KOHTpactupoBanuem (MPT)
(llb-C) [11]. MPT wucnonesyercs y namuenToB ¢ JII' mis onenku cocrosHus DK,
olneHka creneHn ero ¢uodpoza [1-3]. Yame Bcero MPT wucnons3yercs mpu
oocnenmoBannu manuentos ¢ UJII, BIIC, XTJIT.

* [ly3bipbkoBblii  (bubble) Tect, omHOBpemeHHO ¢ mpoboi BanbcanbBel, mpH
npoBeaennn IDXOKIT', nokazan npu nogo3pennn Ha OOO, Kak TPUYMHY CUCTEMHOMU
necatypauuu |y mnamueHTtoB ¢ JII. Meron sBisSeTCA  JIOCTYNHBIM M XOPOIIIO
BOCIIPOU3BOJANMBIM.

Boisinenne BIIC sBmsercs omHoOW W3 BaXHBIX 3amad B JauddepeHInalIbHO
JMArHOCTUYECKOM airoput™e nipu mipoeneHnn DXxoKI. Haubonee wacToii mpuunHON
npekanmuusipuon JII sBnsitoTcest centanbhbie aedektb, OAIl, aHOManbHBIN ApeHax
JIETOYHBIX BEH U IPyTHE, B TOM 4Hncie, cinoxusie BIIC.

* YpecnumeBoanoin IxoKI' (UIIIXOKT') y nanmeHToB ¢ MOJO3PEHUEM HA HAIUYHUE
OOO wu JIMIIIT o tumy sinus venosus (I-C) [1,2,3].

* IMosmcomuorpadgus uiu amMO0y/JIaTOPHBbIA KAPAHOPECHUPATOPHBIA MOHHUTOPHUHT
CHa JUI1 HWCKIIOYEeHHs] cuHapoma oOcTpykruBHoro amHod cHa (COAC), cunapoma
oxxupenus-runosentsiiuu (1-C) [2,3].

3. TAKTUKA JIEUEHUS HA AMBYJATOPHOM YPOBHE |3, 14-21,23-44]:

3.1 HemeaukameHnTo3Hoe Jedenne [3, 14-21]:

e Jlmera Ne 10-10a npu HaimM4YMKM TPABOKEIYAOYKOBOM HEAOCTATOYHOCTU U

OTEYHOT'0 CUHAPOMA.

e  Oxcure”Horepamnmsi: NokasaHa BceM nanueHTaMm ¢ pO2 aprepuaibHON KpoBH < §

klla (60 mm.pt.cT., wn SpO2 <91%) mokazaHa OKCUT€HOTEpamnusi C JOCTH)KECHUEM
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nesneBoro ypoBHsi ¢ pO2 aprepuanbHoil kpoBu > 8 kPa. B aMOynaTopHbIX yCIOBHSX
ONTHMAJIBHO MCHOJB30BAHUE KHCIOPOJHOIO KOHILIEHTPATOpa € MPOU3BOAUTEIBLHOCTHIO
70 5 1/MUH.

e @du3uYeCcKass AKTUBHOCTD:

[Iporpammel (u3HYECKON peaOUIUTAIINH, JOIMYCTUMBI TOJBKO MPHU caTyparuu Oojee
90%, BO3MOKHAa OKCUT€HOTEPANUS BO BPEMSI HATPY3KHU.

—1-2 ®K (BO3) ¢usuueckre Harpy3ku peKOMEHIYIOTCSI B Mpeesiax HE BbI3bIBAIOIIMX
CUMIITOMOB WJIM HENPUSITHBIX OUIYIIEHUN (OJBIIIKA, TOJIOBOKPY>KEHUE, MPUCTYIIBI
c1ab0CTH, YCTaJOCTH CepAueOueHus1) y HETPEHUPOBAHHBIX MAIlMEHTOB Ha (OHE
MenukamenTo3Ho Tepanuu (Ila-B). [losBieHue cuMOTOMOB IMpecHHKONE (MIPUCTYIIBI
pe3koil c1aboCcTH, «IYypHOTBD», «IOTEMHEHUS» B IJ1a3aX) U CHHKOIE SIBISIOTCA
MOKa3aHUEM [UIsl HEMEJJIEHHOTO NpPEKpalleHUs Harpy30K M IepecMoTpa o0bEma
¢dusznueckoit aktuBHocTH naruenta (I11-C).

— 3-4 ®K (BO3) TonepanTHOCTh K (PU3MYECKUM HArpy3KaM PE3KO OTrpaHHueHa, Kak
MPaBUJIO, TMAIIUEHTHI JE€CaTypUPOBAHbI B IOKOE HWJM MPOUCXOIUT €€ 3HAYUTEIBHOE
CHIKEHHE MPU MUHUMAJIbHBIX (DU3UYECKUX HArpy3Kax.

PexxuM  mOCTENBHBIM WM MOJYNOCTENBbHBIM MOpU  OOOCTpEHUU  3a00JICBAHUS.
Heobxoauma mnpodunaktuka TpoMOO30B BEH HIDKHMX KOHEYHOCTEH B TEPHO/I
OorpaHuYeHus (PU3MYECKUX  HArpy30K (dJIacTHUECKOM OWHTOBAaHHUE  HIDKHUX
KOHEYHOCTEH, UyJIKH, YCUJICHUE aHTUKOATYJISTHTHOM Tepamnun).

e bepeMeHHOCTD, poabl, 3aMecTHTeJIbHAast rOPpMOHOTEPaNNs B
NMOCTMEHONAY3aJIbHOM Nepuoae. bepeMeHHOCTh mpoTHBOINOKa3aHa nanueHtam ¢ JIII
(I- C), Tak kKaK MaTepUHCKasi CMEPTHOCTH cocTaBiisieT 10 50%.

BapbepHbie METOABI KOHTpALEHIMK O€30MaCHBI JJI1 MAllMeHTOB, HO HE MPEICKa3yeMbl
110 3Q(PEKTUBHOCTH.

[Ipenaparsl  mporecTepoHa  (MEIPOKCUIIPOTECTEPOHA  alleTaT,  ATOHOIECTpPE)
3¢ PeKTUBHBI U 0€30MACHBI B CBSI3U C OTCYTCTBUEM MOTEHIIMAIBLHOTO PUCKA, CBA3aHHOTO
C IPUMEHEHUEM 3CTPOTEHOB, KOTOPhIE TPUMEHSIINCH paHEe.
JleBoHOprecTpen-coiepKaHIue BHYTPUMATOYHbIE criupaid 3QGEeKTUBHBI, HO U3pEaKa
MOTYT TMPUBOJUTH K Ba30BarajbHON peakuu MPU HMMIUIAHTAlMA, OCOOCHHO TIpH
Tskenoit JIAT'. Bo3aMoKHO coueTaHue JBYX METO/IOB.

bozenTan moxeTr cHUKaTh 3PHEKTUBHOCTH OPATbHBIX KOHTPAIICTITHBOB.

B ciywyae 6epemenHocTH OOJIbHAS JOJKHA OBITH MPETYNPEkKICHA O BHICOKOM PUCKE
(daTaapbHOTO UCXO0a U HEOOXOUMOCTH MPEphIBaHUS OEPEMEHHOCTH.

e IlyremecrBusi. ['unokcusi ycyryOJjseT Ba30KOHCTPHUKIIUIO, MOITOMY BO BpeMs
nmoieToB Ha asuarpaHcrnopre nauueHtam ¢ JII' ¢ ®OK II-IV npu napunansHOM
nasiiennn O2 B aprepuaibHoi KpoBu < 8 klla (60 MM pT.CT.) HEOOXOAUMO MPOBOIUTH
nonoysHuTeNbHYIO Kuciopoaorepanuio (Ila-C). Ckopocts 2 ja/MHUH. JOCTaTO4YHA MJIS
MOBBIIIEHHUS JIaBJICHUSI KUCJIOPO/a 10 YPOBHS COOTBETCTBYIOIIETO YPOBHIO MOPSI.

° Baxnunanusa. [lammentam ¢ JIIT HeoOxoamma mtaBHAsT BaKIMHAIMSA BaKIIMHOW
TPUIIIO3HOW CYOBEKTUBHONW WHAKTUBUPOBAHHOW WM ITHEBMOKOKKOBBIM OYHIIICHHBIM
MoJMCaXxapuaHbIM AHTUTE€HOM KOHBIOTUPOBAaHHBIM. [laninenTsl ¢ JIAI" 4yBCTBUTENBHBI K
BO3HUKHOBEHHWIO THEBMOHMH, KOTOpast B 7% CiydaeB SIBISIETCS MPUUMHOM cMepTH [16].
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e IlnaHoBble omepaTuBHbIe BMemaTelbcTBa. CreayeT OTIaBaTh NMPEANOYTCHHE
pPETHOHAPHOW aHecTe3nHu Hexenn obmemy Hapko3y (Ila-C).

e Ilcuxosorunyeckasi mojaepxka u mnomomb. JII' oka3piBaeT cCyliecTBEHHOE
BJIMSIHUE Ha MCUXO0JIOTMYECKOE, COlMaIbHOE (BKIIOYas (MHAHCOBOE), SMOIIMOHAIBHOE U
IYIIEBHOE COCTOSIHME TAaIMEeHTOB ¢ W uX cemed [22]. ChnenuanucTbl, Beayllue
nanueHToB ¢ JII', TOJKHBI MIMETh HaBBIKM W 3HAHUS JUIsl OLIEHKU U PELICHUSI BCEX ITUX
3a/lady COBMECTHO C KOJIJIETaMH B COOTBETCTBYIOIIUX OOJACTSAX C MPUBJICYCHUEM KOJUIET
NICUXHUATPOB, KIMHUYECKUX IICHUXOJIOTOB, paOOTHUKOB COLMAILHOTO OOECleyYeHus: |
noaaepxku (I-C).

[TanieHTCKME OpraHu3allil MOTYT WrpaTh BaXHYK pOJb, IO3TOMY CJEAyET
OpraHW30BHIBATh TAaKWE OpPTaHWU3AMM W PEKOMEHJIOBAaTh TAIMEHTaM BCTYMaTh B
MoJ00HBIE OOBEAWHEHHUS, YTO OJIATOTBOPHO BIMSIET HAa WX CIIOCOOHOCTh K
KOMMYHUKAIIMM ¥ TIOBBIIIACT TPUBEP)KCHHOCTh K Tepamuu. B JomMonHEHWE K
MICUXOJIOTUYECKOM M COIMAIbHON MOAJEpPKKE HE0OXOIUMO 3apaHee IJIaHUPOBATh
opraHuzanuio yxonaa 3a mnamueHtamu ¢ JII' m npu HEOOXOOUMOCTH, HAaINpaBlIECHUE
MAlMEHTOB K CIEIHUATMCTaM MaUIMATUBHOW MEIUIIUHBI.

3.2 MeaukaMeHTO3Has Tepanus [3]:

Puck-crparupurkanus napuenros ¢ JI'.

Pexomennyercsi perynsippoe oOcnenoBanue mnanueHtoB ¢ JIAI.  Heobxomuma
BCECTOPOHHSIS OIIEHKA, MMOCKOJIbKY HET OJHOTO MOKAa3aTelis, KOTOPBIA Obl MPEA0CTaBIISIT
JOCTATOYHYIO JUArHOCTUYECKYI0O M TPOTHOCTHYECKYr0 uHPpopmarmio. Haubomnee
BAXKHBIE BOIPOCHI, KOTOPHIE CIEAYeT 3aJaBaTh BO BpeMsl KaXJOro BHU3WTA MaIlMEHTa
BKJIFOYAIOT:

o [lpu3Haku KIMHUYECKOTO YXYIIICHUS C MOMEHTA MOCJIEIHETO BU3NUTA;

e  BeposTHas mpuUYMHA KIMHUYECKOTO YXYIIIeHUs: HEd(PGHEKTUBHOCTh TEpamnuu, U
MHTEPKyppeHTHAas MHDEKITHS.

e Cocrosaue mnpaBbix otaenoB cepaua 1o gaHHeIM  DXOKI, npusnaku
MIPaBOXKETYI0YKOBOM HEIOCTATOYHOCTH.

e Hacrosiiee cocTosTHUE TMaIlMEHTa COOTBETCTBYET XOPOIIEMY JOJITOCPOUYHOMY
MPOTHO3Y, T.€. UCIOJIb30BaTh COOTBETCTBYET KPUTEPHUSIM HU3KOTO pucka (Tald. 6) [3].

Taoauna 17. Pekomenganum no omneHke tskecTu JIAI' 1 1o KIMHNYECKOMY OTBETY
Ha Tepanuio [3]:

Pexomenoayuu Knacc pexomenoayuu
— yPOGeHb
ookazamenvHOCMU
Pexomennyercs ounenmBaTh TskecTh JIAILY, MCONB3ys CHEKTP JAHHBIX, I-C

MOJIYUEHHBIX TPH KIMHHYECKOM OOCIEeIOBaHWHU, HATPY304YHBIX TECTOB,
OMOXMMHUUYECKHX MapkepoB, pesyinbTaToB OXx0KIT u wuccnemoBanuit
remMoauHaMuKH (Tabmuiel 11 u 15)

VY cTaOUIbHBIX NAllMEHTOB PEKOMEHYeTCsl MPOBOJIUTH OLIEHKY I-C
COCTOSIHUS Kax/ible 3-6 MecsieB Bo BpeMs HaOmoneHus (Tadiuma 13)
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Pexomenayercs  MOCTHDKEHHS/TIOANEPKAHUE  COCTOSHUSA — TAIMCHTA, I-C
COOTBETCTBYIOLIIETO HU3KOMY PHCKY JIeTAIbHOCTH (Tabmuia 6), 4ro
SIBJISICTCS. QJICKBAaTHBIM KIIMHMYECKHMM OTBETOM HA TEPaIvIO y MallieHTOB
c JIAT

JlocTiwxkeHne/moaiep>kaHue COCTOSIHME TIAIMEHTa, COOTBETCTBYIOIIETO 11a-C
YMEPEHHOMY PHUCKY JIeTaJbHOCTH (Tabiuma 6) chneayer CcuuTaTh
HEaJIeKBaTHbIM KIWHUYECKHMM OTBETOM Ha Tepanuio y OOJBIIMHCTBA
nanueHToB ¢ JIAT

enp neyenusa mamueHtoB ¢ JIADT sBiseTcss NOCTHKEHME CTaTyca HHU3KOTO pPHCKA
(Tabimma 6).

Hecnenuduyeckasi, moaaepkuBaouiasi Tepanus JeroyHoi runecresuu. Tadauna
18. PexoMenaanuu no noaaepkuBamoniei repanuu [3].

Pexomenoauuu Knacc pexomenoayuu —
ypogenp
OooKazamenbHOCHU
Tepanus auyperukamu mokazaHa y nainueHtoB ¢ JIAD mpu Hamumuuu I-C
npusHakoB [ DK HEZOCTAaTOUHOCTH U 3a0€PKKH KUIKOCTH
Tepanuss  mepopaJibHBIMM ~ QHTHKOAryJIssHTAaMH ~ MOXET  OBITh Ib-C
paccmotpena y nanuentoB ¢ MJIAT, HJIAT u JIAT BcieactBue npuema
aHOPEKCUTEHOB
VY namuentoB ¢ JIAI' MoxeT ObITh paccMOTpeHa KOPPEKIHs aHEeMHH Ib-C

W/WIN KeNe301ePUITUTHOTO COCTOSHUS

[TpuMeHeHre MHTUOUTOPOB AHTMOTEH3WHIpPEBpallaroIero (GpepmeHra, -C
AQHTAarOHHWCTOB pEIENTOpa AaHTHOTEH3WHA-2, 0eTa-O0JI0KaToOpoB U
uBabpajnHa He pekoMeHayercs y mnamueHtoB c JIAL, eciu a3tH
IpenapaThl He MOKa3aHbl JIEYEHUsI COMYTCTBYIOUINX 3a00seBaHui (T.e.
BBICOKOT0 apTepuaibHoro nasienus, MbC un JODK nenocrarounoctn)

Coxpawgenun: UbC — uwemuueckasn 6onesnsv cepoya, UJIAI" — uouonamuyeckas JIAL, JIAI" — necounas apmepuanvras
eunepmensus, JIK — neswiti srcenyoouex, H/IIAI' — nacneocmeennasn JIAI, IDK — npaswiii sicenydoyex

Taprernasi MeIMKaMeHTO3HASI TEPANUSA JIETOYHOH IMIIEPTEH3HH.

IanueHTHI € MOJIOKUTEIbHBIM Ba30PeaKTHBHBIM TECTOM.

Haunnate Tepanuio peKoMeHAYeTCs € HHU3KOM J03bl, T.6. 30 Mr MEmJIEHHO
BBICBOOOKIato1Ierocs HU(peIuIMHa 1Ba paza B JeHb uiu 60 Mr nuinTuazema Tpu pasa B
J€Hb WM 2,5 MI amJIoJuNuHA OJWH pa3 B J€Hb, U B JaJbHEHIIEM OCTOPOKHO U
MOCTENEHHO YBEIUYUBATh JO3UPOBKY 10 MAKCUMAJIbLHO MEPEHOCUMO.

CyrouHast no3a mnpenapatoB, 3@dexktuBHocTh Npu MJIADT koTOphIX OblIa MOKa3aHa,
JOCTATOYHO BBICOKA M cocrtaBisieT: 120-240 mr mns mudegununa, 240-720 Mr s
nunTuazema u Ao 20 mMr s aMJIOAUIHA.

B mekoTtopeix ciaywasx Tpebyercs komOunauums BKK u  omoOpennbix JIAT-
cnenudUUecKnx MNpernaparoB, MOToMy Kak mpu momnbiTke oTMeHbl BKK mpoucxomut
JaNbHeNIIee KIMHUYECKOE YXYAILIEHHE COCTOSTHUS.
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[Tannenram, kotopsiM BPT He BBINOMHANIOCH, WIM IALMEHTaM C OTPHULATEIIBHBIM
oTBeTOM He cienyeT HazHauaTh BKK u3-3a BO3MOXKHBIX TXKEIbIX TOOOUHBIX 3(h(PeKTOB

(manmmpumep, rurotonus, cuakorne u IDK HemocTarounocTs) [3].

Taoimua 19. Pekomenaanuu no repanuu bKK y nanueHToB ¢ moJ10KuTe1bHBIM

orserom npu BPT [3]:

Pexomenoauuu

Knacc pexomenoayuu—
YPO6eHb 00KaA3AmMeNbHOCHU

Pexomennyercst npumenenue Bbicokux 103 BKK y manuentos ¢ MJIAT,
HJIAT u JUIAT, umeronux nojioxutenbHblid oTBeT ipu OBPT

I-C

TmarenpHOe HAOIIOAEHUE C TTOJHBIM TOBTOPHBIM 00CIIEIOBaHUEM Yepe3
3-4 mecana ot Havana tepamuu (Bkimodas KIIOC) pexomenayercs y
nauuentoB ¢ WJIATL, HIIAT u JUIAI, nonydamommx Tepamnuio

[Iponomxkenue tepanum BbicOKMMHU no3amu BKK pekomenpyercs y
nanuenTos ¢ WIAL, HIIAT, JIJIAT, cocTosiHME KOTOPBIX COOTBETCTBYET
[ umu II ®K BO3 co 3HAaYUTENbHBIM YJIYYILIEHUEM TIE€MOJMHAMUKH

VY nmauueHTtoB, cocTosiHue KOTopbix cooTBercTBYET Il mmu IV ©K BO3
WIM eclid Yy TalueHTa He Ha0NIoJaeTcss 3HAuYMMOro yIydlleHHe
FeMOJMHAMHUKH (MPAKTHYECKH HOpPMalM3aliyi) Ha (QOHE Teparmuu
BoicOkUMU  no3amu  BKK, pekomenayercs  HaumHath  JIAT-

Bricokue no3pi BKK He moka3ansl manuentram, y Kotopeix BPT He
[IPOBOAMJICS WM C OTpULaTeIbHBIM pe3yiabraToM OBPT.

Xots crangapTHblie 10361 BKK HazHauaroTcs mo JpyruM IMokazaHUsIM
(Harmpumep, peHoMeH Peiino).

-C

Coxpawgenun: BKK — 6nokamopul kanvyuesvix kauwanos, BO3 — Bcemupnas opeanuzayus 30pasooxpanerus, UJIAL —|
uouonamuyueckasn JIAI, KIIOC — xamemepuzayus npaguvlx omoenos cepoya, JIAIT — necounas apmepuanvhas
eunepmenszus, JIIAI — nexapcmeenno-unoyyuposannas JIAI, HJIAI' — nacneocmeennasn JIAI, BPT- ocmpuvii mecm

sazopeaxmusnocmu, IIDK— npaevtil sicenyoouex, QK — pynxkyuonanvuviil kiacce

«Kmaccnueckas» JIAI' y nmaniueHToB, paHee He MOJYYABIIUX TAPreTHYI TePaANMIO.

vy MManuCHTOB C HHU3KUM HWJIH CPCAHHM PHCKOM, CICAYCT

MIPUMEHATH CTAaPTOBYIO

NepopaIbHyI0 JTBOMHYI0 KOMOMHUpPOBaHHYIO Tepanuio ¢ APD + UDJI3-5 (mwmu CPI'LI),

COOTBCTCTBCHHO.

VY manueHToB ¢ BHICOKUM PHCKOM CJIEYET PacCMOTPETh TPOMHYI0 KOMOMHUPOBAHHYIO
tepanuto, APO+UDJI-5+ noakoxHbie WIIKM BHYTPUBEHHBIE TPOCTAHOUABI (PUCYHOK 3).
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Bnepsbie
BbIAB/IEHHbIE

naumeHTbl c JIAI

OuarHos JIAT noaTBepPXKAEHHDbINA B SKCNEPTHOM LEeHTpe

OTpuuaTEe/IbHbIM Ba30pPeaKTUBHbIN TecT

¢

Hauanbtana nepopanbHan
ABOMHAA TEepanua

«Knaccuueckaa» JI1AI
!

HauanoHan TpoiHan Tepanus,
BrAOYan 8/8 wau n /k

npocTraHonabLl

«AtunnuHas» JIAI' y nanueHTOB, paHee He MOJY4YaBIIUX TAPTreTHYIO TEPANHUIO.

«ATnmnyHasa» J1Al

HayasibHana nepopanbHasg MOHOTE panus

Las

‘ HeagekBaTHbIW KAMHUYECKUI OTBET

ScKanauua M oNTUMMU3aLUa Tepanum

‘ HeapekBaTHbI KAMHUYECKUI OTBET

Xupypruyeckoe neyeHue JIAIN

Pucynok 3. Cxema neuenus JIAT.

B4 'epes 3-6 mecaues Tepanun
’ Bg 'Yepes 3-6 mecaues Tepanun

VY nanueHToB, ¢ «atunuuHon» JIAIL', pekOoMeHayeTcs W3HadajdbHas MOHOTEpaIvs, a

IIPUMEHEHUE

KOMOMHUPOBAHHOW  Teparnuu

ciaeayer paccMarpuBatb B CJIydac

Hed((HEeKTUBHOCTH TEpANUU «IepBoi uHUMY. [IpemapaTom BeiOopa sBisroTcss UDJ[D-

5

Tadamnua 20. Pekomenganuu no 3p(peKTUBHOCTH CTapTOBOIl MOHOTepanuu JIAT

[3]:

I'pynna npenapamog / Knacc pekomenoayuu — yposenv dokazamenbHocmu

npenapam DK BO3 11 DK BO3 111 DK BO3 1V

BKK I-Ca I-Ca -

APD AmOpH3eHTaH I-A I-A I1b-C
Bosenran I-A I-A I1b-C
ManuresTad I-B I-B IIb-C

NDJID-5 Cunpnenadur I-A I-A IIb-C
Tananadun I-B I-B IIb-C

CPI'L| Puonuryat I-B I-B I1b-C

Amnanoru Wnonpocr, - I-B I1b-C

MPOCTALUKIIMHA | UHT.

(mpocTaHouBI)

ATOHHCTBI

peLenTopoB Cenexkcunar I-B I-B

MIPOCTAITUKIIMHA
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Ilpumeuanue: a— moivko y nayuenmos ¢ nojoxcumenvuoim omeemom na BPT= knacc I, ons UJIAL, HJIAT, JIJIAT;
kaacc lla, ons cocmosanuii accoyuuposannvix ¢ JIAT,

Coxpawenus: APD — anmaeonucmol peyenmopog snoomenuna, BKK — dnoxamopwl kanvyuegvix kananos, BO3 —
Bcemupnas opeanuzayus 30pasooxpanenus, HJIIAI" — uouonamuuecxasn JIAI, UD/[3-5 — uneubumopoi
gocpoouscmepasvr noomuna 5, KIIOC — kamemepusayus npaswix omedos cepoya, JIAI — necounas apmepuanvnas
eunepmensus, JIJIAI" — nekapcmeenno-unoyyuposannasn JIAL, HIIAI' — nacieocmeennas JIAI, BPT— ocmpuiii mecm
sazopeaxmusnocmu, CPI'L] — cmumyaamopul pacmeopumoti eyanunamyuxinasel, ®K — gpynkyuonansreiii knacc

Crparerusi JiedeHHsl y NaIHEHTOB, KOTOPbIe HCXOAHO IOJYYAKT TaPreTHYIO
Tepanuio [5]:

e [lanMeHTBl C HHM3KMM pPHUCKOM M CPEIHMM pPHUCKOM. PexomeHayercs nBouHas
Tepanusl C nocieayomend sckamauued. IIpu 1BOHHON KOMOMHMpPOBAHHOM Teparuu
MIPEANOYTEHUE W3HA4YaJbHO OTHAeTCs IepopanbHOM Tepamuu. [lpm  TpoliHOU
KOMOMHUPOBAaHHOM  TepalmMu  MOTYT  OBITb ~ PAacCMOTPEHbl  IEpPOpalbHbIE,
VMHTAJSIHAOHHBIE, TOJAKOKHBIE WJIM BHYTPUBEHHBIC aHAJIOTY MPOCTALMKIINHA.

e [lanueHThl C BBICOKMUM pHUCKOM. TakuM marnueHTaM HeoOXouma ONTHUMHU3ALUs
JICYEHUs, JOJDKHBI OBITh BKJIIOYEHBl IOJKOXKHBIE WM BHYTPUBEHHbBIE aHAJIOTU
MPOCTALMKIIMHA, €CITU 3TO He ObLI0 yxke HavaTo. [lepexon or UDJID-5 na CPI'L] moxer
OBITh pPAacCMOTPEHO, C OrOBOPKOW, 4YTO 3TO HCIOJIb3YETCS KakK BCIIOMOTraTesbHas
Teparys HEXENU KaK albTEPHATUBA TEPAIIUU IIPOCTAHOUIAMH.

Tadamna 21. Pekomengaunu no 3¢¢eKTUBHOCTH CTAPTOBOl KOMOMHHMPOBAHHOM
tepanuu JIAI [3]:

Tepanus Knacc pekomenoayuu — ypoeenn
00Ka3ameibHOCmu
DK BO3 11 dDK BO3 111 @K BO3 |V
AmMOpu3eHTan + Taganadun I-B I-B I1b-C
Hpyroit APD (kpome la-C Ila-C I1b-C
amMOpu3eHTaHa) +
ND][3-5
Cokpawenusn: APD — anmaeconucmol peyenmopog snoomenuna, HUPD/[I-5 — uneubumopul
gocchoouscmepazvl noomuna 5

Ta6auna 22. Pekomenaanuu mno 3¢ PeKTUBHOCTH MOCJIeA0BATEIbHOMI
KOMOUHUPOBaHHO# Tepanuu JIAT [3]:
Knacc pexomenoayuu — ypoeens

Tepanus 00Ka3amenvHoCmu

DK BO3 1l | ®KBO3I1ll | ®KBO31V
Cunnenadun + MalUTEHTaH I-B I-B [Ta-C
APD w/mmu UDJ[D35— + cenexcumnar I-B I-B [Ta-C
boseHnran + puonuuryar I-B I-B ITa-C
bozenTtan + uionpocT uHT. I1b-B I1b-B I1b-C
bosenrtan + Tagamadun Ia-C lla-C lla-C
Cunnenadu + aMOpHU3eHTaH I1b-C 11b-C 11b-C
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Cunngenadui + 603eHTaH IIb-C IIb-C I1b-C
bosenran + cuiaeHadm I1b-C I1b-C I1b-C
Jlpyrue ABoWHbIC KOMOHUHAIUH I1b-C I1b-C I1b-C
Jlpyrue TpoiiHble KOMOMHALINN I1b-C 11b-C I1b-C

Tadamuna 23. IlepeyeHb OCHOBHBIX JIeKAPCTBeHHbIX cpeacTB (umerwomux 100%

BECPOATHOCTD l'[pI/IMeHeHI/Iﬂ)I

Ne | @apmakomepaneemuueckasn | Mexcoynapoonoe Cnocoo npumenenus yia
2pynna HenamenoBanHoe
Ha3eaHnue
Taprernas Tepanus J€ro4yHoi aprepuajbHOi runepTeH3uu
1. | biokaropsl perenTopos 003eHTaH Havanenass poza 62,5 B
sHAOTeNnHA—1 MI. 2 pa3a B [I€Hb,
neneBast mo3a 125 mr. 2
MAalUTEHTaH 10 mr. 1 pa3 B 1eHb B
aMOpH3eHTaH Havanpnas no3a 5 mr. 1 B
pa3 B JieHb, LeneBas
no3a 10 mr. 1 pa3 B 1eHb
2. | Naruburop 5- cuieHad U 20-25 wmr. 3 pa3a B JICHb. B
dbochoandcTepaspl
Taganadun 2,5 mr. —20 mr. 1 pa3 B B
JICHb
3 | CtumynsaTOp pacTBOpUMON pHoLUryar HauansHas no3a 0,5 mr. B
T'yaHWJIATIMKIa3bl 3 pasa B JieHb, LI€TIeBas
Jo3a 2,5 Mr. 3 pa3a B
JI€Hb
4 | AHanoru NpoCTalUKJINHA UJIONPOCT 20 mxr. 4-6 pa3 B JI€Hb, B
JUIUTEIBHOCTD
uHTSIMU 5-10 MUHYT.
5 | ATOHHCTHI peleNTOPOB ceJIeKcHIar Hauanphas noza 200 B
IIPOCTalUKINHA MKT. 2 pa3a B JIEHb C
JlaIbHENIIEN TUTpaluen
10 MmakcuMansHo# 1600
MKT. 2 pa3a B JICHb
AHTHKOATYJISHTHI.
6 | Henpsimble opanbHbIE naburarpana 110 mr. 2 pa3a B 1eHb
AQHTUKOAryJISHTHI ATEKCUIaT
puBapokcabaH 15-20 mr. 1 pa3 B n1eHb
anukcabaH 2,5-5,0 mr. 2 pa3a B
JIHb.

*Basucum om  DOK

(BO3), mono unu xomOunupoanmou mepanuu,

KOMOUHUPOBAHHOU mepanuu, yKa3ano 6 mao. 21-23

CmMapmogol unu Nnocied08amenbHou
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Tadoaunua 24. IlepeyeHb I0NMOJHUTENBHBIX JIEKAPCTBEHHBIX cpeacTB (MeHee 100%
BE€POSITHOCTH NPUMEHEHMNSI):

Ne @Dapmakomepan|  Meyxcoynapoonoe Cnoco6 npumenenusn yia
eemuueckas HenameHmoeaHHnoe
zpynna Hazeanue
1. |bnokatopsr AMJIOIUITNH Hauanbnas no3a 1,25 mr. 1 pa3 B B
KAJIBLINEBBIX neHb, nenesas no3a 20 mr. 1 pa3 B
KaHAJIOB JICHb
THIITHA3EM HauanpHas moza 60 mr. 3 pasa B B
mensn, weieBag pgo3a 240- 720
MT/CyT
HI (e TUIHH, Hauanbnas no3a 30 mr. 2 pasa B B
IUTUTEIEHOTO meHn, nenesasg go3za 120- 240 wmr.
BBICBOOOKICHHS 2 pa3a B JIcHb
2 luyperuxu bypoceMu Jlns  wabekumit 20 wr/m C
nepopanbHo 40 Mr, 1 — 2 pa3a B
IIeHb
TOPACEMHU/T 5-10 mr. 1 — 2 pa3a B ieHb C
TUAPOXIIOPTUAZHU] 25, m 100 mr. 1 — 2 pa3a B JieHb C
CITUPOHOJIAKTOH 25, 50, 100 mr 1 — 2 pa3a B jeHb C
3 CepaeuHblit ITUCOKCHUH 1,25-2,5 mr. 1 — 2 pa3za B JieHb 1-C
CITMKO3H /T
OKCHJI a30Ta HenpeprpiBHasgs ~ uHransugus, B 1-C
kouTyp MBJI.10-40 ppm

IMoaxoanl B BeaeHun HekoTopbix Gopm JIAI' u apyrux rpynn JII' [23-26]. JIAT,
accounupoBanHas ¢ BIIC Bo B3pocsioM Bo3pacre.

JIAT, accomuupoBannasi ¢ BIIC otHocutcs x 1 rpymme JII' (cm. tabmumy 4) u
npejacTaBisieT co0Oil BecbMa TETEpPOreHHYIO MOIMYJIALMI0 MalUeHTOB, INpPUBEICHA
oTIeNbHAs KIUHUYecKas kiaccudukanus (cMm. tabmuiry 25). [1o maHHBIM €BpOIeHCKUM
nanHbiM  5-10% B3pocaeix manueHToB ¢ BIIC ummenun JIADT [23]. TlocrosiHHOE
BO3/ICIICTBUE YBEJIMUYEHHOTO KPOBOTOKA MPH CHCTEMHO-JIETOYHOM WIYHTE, a TaKkKe
MOBBIIICHHOTO JIaBJICHUSI Ha COCYABl JITKMX MOXET TPHUBECTH K THIIMYHOU
OOCTpYKTHUBHOUM apTepuonaTuu (MACHTUYHBIM ApyruM Bugam JIAD) ¢ mocnemyrommm
poctom PVR. Eciu PVR npessimaer cucremHoe cocyauctoe conporunienue (SVR),
TO IIYHT MEHSET CBOE HaIpaBiicHHe (CHHIpOM Dit3eHMeHTepa) [24].

Y mamnmeHToB ¢ mpeoOsiajaHNeM CHCTEMHO-JIETOYHOTO HAIPaBJICHHUS IIyHTa MOYKHO
paccMOTPeTh KOPPEKIIHIO Topoka (Tadnwuia 5). beiin mpeioxkeHbl KpUTEPUH 3aKphITHS
IIyHTa, OCHOBaHHbIe Ha 0a30BoM yposHe JICC (Tabnuia 26) [25-26].
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Taoauna 25. Pekomenganuu no koppekuuu BIIC ¢ npenMyiecTBeHHO CHCTEMHO-
JIErOYHBIM HampaBJjeHueM myHra [23]:

1. Cunapom JiizeHMeHrepa

Bxrodaer Bce Oousbliiie HMHTpa- U IKCTpaKapauaibHbIEe N1e()EeKThl — CHCTEMHO-
JICTOYHBIE UIYHTHI, KOTOpbIE MPUBOAAT K 3HauuTeabHOMYy moBeimieHuio JICC u
JIBYHAIPABICHHOMY WJIH OOpaTHOMY (JIErOYHO-CHCTEMHOMY) COPOCY KPOBH.
[TpucyTCTBYIOT IMAHO3, BTOPUYHBINA SPUTPOIIMTO3 U MOJIMOPTAHHBIC HAPYIICHHSL.

2. JIAI, accoumMpoBaHHAasi ¢ TNPe0dJANAIMUMHA CHCTEMHO-JIErOYHbIMU
IIYHTaAMH

Koppektupyemsie (¢ TOMOIIBI0 XUPYPTUUECKOTO TN YPECKOKHOTO BMEIIATEIHLCTBA)
Hexoppexktupyembie (BkimrodaeT cpennue W Oomnbimue nedextsr; TJICC — ot
HE3HAYUTETHLHOTO 0 YMEPEHHOTO, TPe00IaiaeT CHCTEMHO-JIETOYHOE IITYHTUPOBAHHE.
I{mano3 B TOKOE HE XapaKTEPEH).

3. JIAT ¢ majabiMu/ ciaydyaiiHbIMHU JedexkTamu (17151 B3POCJIbIX NANUEHTOB)
3nauutensHoe T JICC npu Hanuuuu HeOonbmux aedexton (JAMXKII <1 cm u JIMIIII
<2 cm). Knuanyeckast kaptuna unentudda UJIT. Koppekius BIIC npotuBonokasaHa.

4. JIAT mocJjie XHPpypru4ecKoi KOppeKIuM MmopoKa

B stux cnydasx nocne xupyprudeckoid koppekiuu BIIC JIAIDT coxpansercss mocine
onepanuu (nepcuctupyromast JIAI') wim pazBuBaeTcsi yepe3 HECKOJIBKO MECAIIEB WUITH
ner mnocne omnepanuu (pesunyanbHas JIAI) mpu  OTCYTCTBUM  3HAYHMMBIX
MOCJICONEPAITMOHHBIX OCTATOYHBIX MOPAKEHUIN WJIM BPOXKICHHBIX 1€(EKTOB.

Tabumua 26 Pexomenganuu no koppekuuu BIIC ¢ npeumyniecTBeHHO CHCTEMHO-
JIETOYHbIM HANpAaBJIeHHEM IIYHTA [3]:

Pexomenganuu Kanacc pexomengauum —
PVRI PVR Kopperupyemstii * YPOBEHb J0Ka3aTCJIbHOCTH
(WU *m2) (WU)
<4 <2.3 Ja lla-C
>8 >4.6 Her lla-C
04.aBr 2.3-4.6 NuauBuayanbHas la-C
OIICHKA IaIlMCHTA B
TPETUYHOM IIEHTPE

Ilpumeuanue: a — onepamusHoe JeyeHUe UL HYPECKONCHOE HUPECCOCYOUCHOe BMeulamerbCmeo
Coxpawenusi: PVRi— unoexc JICC, PVR — necounoe cocyoucmoe conpomuenenie

Taoauna 27 Pexomenaanuu mo BeaeHu0 namueHToB ¢ JIAI, accouuupoBaHHOM ¢
BIIC [3]:

Pexomenoauuu Knacc pexomenoayuu —
ypoeenp
0oKazamenbHOCmU
[Tpumenenue 603eHTaHa pekomenayetcs y namuentos ¢ [II ®K BO3 ¢ I-B
CHUHAPOMOM DH3eHMeHrepa
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[Ipumenenune npyrux APD, UDJID-5 u mnpocTaHOMIOB ClemyeT Ila-C
00CyX1aTh Y MallMEHTOB C CHHAPOMOM Dii3eHMEHTepa

[Ipu oTCcyTCTBHM 3HAYHUTEIHHOTO KPOBOXApPKaHbS MOXKHO OOCYXKIATh I1b-C
Ha3HAYCHUE TEPOPAIBHBIX AHTHKOATYJISIHTOB Yy IAllMEHTOB C
TpomMO030M JIA miu npu3HaKaMu CepJeYHON HEIOCTATOUYHOCTH

[IpumeHeHHEe [ONOJHUTENBHOM TEpaluu  KHUCIOPOAOM  CIEAYET la-C
o0CyXaaTe B CcilydasX, KOTJa Tepamus KUCIOPOAOM NPHUBOIMUT K
CTOMKOMY IIOBBILIEHUIO CAaTypaluy KHUCIOPOJAa W YMEHBUICHUIO
CHUMIITOMAaTUKU

[Ipy HanmMuuu CHUMIITOMOB THUIIEPBSI3KOCTU cJleayeT oOCyXIaTh lla-C
BEITIONTHEHUE  (PriedOoTOMHH € HW30BOJIOMHUYECKUM  BO3MEIICHUEM,
OOBIUHO NPHU YPOBHE reMaTokputa >65%

[TpumeHeHne npenapaToB, COACPKALINX JKEIe30, MOKHO 00CYKIaTh y I1b-C
MAIMEHTOB C HU3KUM YPOBHEM (DeppUTHHA B TUIa3ME KPOBU

Y mnanMeHToB C CHHAPOMOM Oi3eHMEHrepa MOXeT O0O0CYKIaThCs IIb-C
Ha3HAYeHNE KOMOMHUPOBAHHOW TEPAITHU

Ucnons3oBanue BKK He pexomeHyeTcs y MallMeHTOB ¢ CHHIPOMOM 1-C
DiizeHMeHrepa

Coxpawgenun: APD — anmazonucmol peyenmopog snoomenuna, BKK — onoxamopsi kansyuegvix kananos, BO3 —
Bcemupnas opeanusayus 30pasooxparnenus, HJIAI" — uouonamuuecxasn JIAI, UDP/[3- 5 — uneubumopoi
Gocgoouscmepasvt noomuna 5, JIA — necounas apmepus, @K — pynxyuonanvusiii kracc

JIAT', accounupoBannasi ¢ C3CT (cucteMHbIMH 3200/1eBAHUAMHU COCIMHUTEIbHOM
TKaHu) [27-29]:

JIAT', accomuupoBannoii ¢ C3CT, 3aHMMaeT BTOpO€ MECTO Ccpeau Haubolee
pacrpoctpan€uubix TunoB JIAI' mocnme MJIAT [27]. Y »tux mamuentoB JIAIT moxer
pa3BUBAThCS BCIEACTBUE WHTEPCTULIMAIBHOTO IMOPAXKEHUS JIETKUX WU B pe3yJbTare
M30JIMPOBAHHOTO TMOPAXEHUS COCYAOB JIETKHX, C BOBJICYEHUEM W MOCTKANMMIUISIPHBIX

Benya (BOBJI) [28,29].

Tabumua 28. Pekomenaauuu no BeaeHuro nauueHTos ¢ JIAI, accouunpoBaHHoOH ¢
C3CT [3]:

Pexomenoayuu Knacc pexomenoayuu —
Ypoeenv 0okazamenbHocmu

OxoKI' B COCTOSSHUM TIOKOSI PEKOMEHIYETCS B  KayecTBe I-C
CKPUHUHTOBOTO HCCJIEIOBAHHS y OECCUMIITOMHBIX ITAllHEHTOB C
CUCTEMHOU CKJIEpOAEPMHUEH, ¢ MOCIeAYIOMHM exxeroaHbiM IxoKI -
CKpUHUHTOM, HcchefoBaHueM au(Gy3UOHHON  CIIOCOOHOCTH
JIETKUX 11 MOHOOKCHJIA YTIepoaa U ypOBHS OMOMapKepoB

Bemonnenune KITOC pekoMeHayeTcst BO BCEX CIydasX MOJ03PECHUS I-C
JIAT', accouunposannoii ¢ C3CT

Tepanus nepopalbHBIMH aHTUKOATYJISHTAMU MOXET 00CYXAaThCs I1b-C
Ha WHIUBUIYaJbHONW OCHOBE MPH HAIWYHH MPEIPACIOI0KEHHOCTH
K TpoMOomImu
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Coxpawenus: APD — aummaeonucmoel peyenmopos snoomenuna, BKK — onoxamoper kanvyuegvix kauwanos, BO3 —
Bcemupnass  opeanusayusi  30pasooxpanenus, HIAI — uduonamuuecxkas JIAI, H®DP/D-5 — uneubumopul
gocoouscmepazvr noomuna 5, JIA — necounas apmepus, @K — ¢ynkyuonanvnulii knacc

JIAT', acconmupoBaHHas ¢ NOPTAIbHOIN runeprensueii [30-33]:

JIAT, accouuupoBaHHas ¢ MOPTAJIBHOM THIEPTEH3UEH, OOBIYHO OTHOCAT K IOPTO-
nyneMoHansHOM JII' (TIITIJIT). DTy HO3070THMI0O HE CcleAyeT IyTaTh C Tenaro-
yJbMOHAJIBHBIM  CHUHAPOMOM,  KOTOPBIA  XapakTEpPU3yeTCs  IMaTOJOrMYECKOU
auiatanueil cocynoB serkux U runokcemueil [30]. OgHako 3Tu ABa COCTOSHUS MOTYT
nepecekarbes [31]. TITIJIT acconmupoBana ¢ HAIWMYMEM MOPTAIbHOW THIEPTEH3UU, HO
He 00s3aTeNbHO C MPUCYTCTBUEM 3a00seBanus nedeHu. OHAKO IUPPO3 MEYEHH 0 CUX
nop sIBJsIeTcs HauboJsiee 4acToi MPUUMHON MOPTaNbHOM runepreH3ud, mostromy [ITJIT
OOBIYHO BCTpEYaeTCsd y NAalMEHTOB ¢ HUppo3oM nedeHu. [Tpumepno 1-5% nanueHToB ¢
nopTanbHOM runepTen3ueii passuBaercs JIAI [32] u puck ee pa3BUTHsI COBEPIICHHO HE
3aBHUCHUT OT STUOJIOTHH 3a00JICBaHUS U HApYIIeHUs QyHKIMK niedeHu [ 33].

Taoauna 29. Pekomenaanuu mo BegeHui0 nanueHToB ¢ JIAI, accouMmupoBaHHOM ¢
NOPTAJIbHOM runeprensuen [3]:

Pexomenoauuu Knacc pexomenoayuu
— ypoGeHb
ooKkazameyibHoCcmu
OxoKI' nmns nowcka mnpusHakoB JII' pekoMeHayeTcs BBINOJHATH Yy I-B

CUMIITOMHBIX ITAalIIUCHTOB C 3a00JICBaHUSIMH ITICUYCHU WJIH HOpTaHBHOﬁ
FHHepTeHSHCﬁ Ny BCEX KaHANAATOB Ha TPAHCIUIAHTALUIO IICUYCHU

[TamentoB ¢ JIAI, acconuMuMpoBaHHOM € MOPTaJbHOM THUIIEPTEH3UEH, I-C
PEKOMEHIYeTCsl OTIPABIATh B IEHTPbI, UMEIOIINE ONBIT paboThl C 000MMU
3200JIeBaHUAMHU

Tepanuss mnepopaJbHBIMM AHTHKOAryJSIHTAMH HE PEKOMEHIYEeTCsS Y -C

nanueHToB ¢ JIAT, acconmmpoBaHHON ¢ IOPTAJIbHON TUIIEPTEH3UEN

TpancnnanTanus ne4yeHn MoXeT 00CYXIaThCsl Y OTAEIbHBIX MAllMEHTOB C Ib-C
xopouuM otBeToM Ha JIAT -Tepanuto

TpaHcIulaHTanMs MEYEHH NPOTUBOIIOKA3aHA Yy IMALHUEHTOB C TKEIOU H -C
HEKOHTposmpyemon JIAT'

Coxpawgenusn: JIAI' — necounas apmepuanvrasn cunepmensus, JII' — necounasn eunepmensus, IxoKI - sxokapouoepaghus

JIAT, accouuupoBannasi ¢ BUU-undexumeii [34]:

B nonynasuMoOHHOM UCCIENOBaHUM MHUHHUMAaJbHas pacrpocTpaHeHHOCTh JIATL,
accoruupoBanHor ¢ BUU-undexmueit, cocrapmsina 0.46% u Obuta cX0XKe ¢ ypoBHEM
710 BHEIPCHHSI BEICOKOAKTHBHON aHTUPETPOBUPYCHOM Tepanuu [34].

Tadauna 30. Pekomenaanuu no BegeHuio nanueHToB ¢ JIAT, acconuunpoBaHHOM ¢
BUY-undexumeii [3]:
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Pexomenoayuu Knacc
PpeKomenoayuu —
yposeHbs
00Ka3ameabHoCm
Ox0KI" ckpununr JII' y 6eccumnToMubiX nanueHToB ¢ BUU-undexnueii ve I -C
PEKOMEHYETCsI
Tepanus mepopaaTbHBIMH AaHTUKOATYJISTHTAMU HE PEKOMEHTYETCS U3-3a Il -C
OTCYTCTBHUS JJAHHBIX O COOTHOIIECHUH 3 ()EKTHBHOCTH/PUCK
Cokpawgenusn: BUY — eupyc ummynooepuyuma uenosexa, JII' — necounas eunepmensus, OxoKI-
3x01<ap()u02pa<j)uﬂ

BO BOBJI un JIKI' (BeHOOK/JII03HMOHHAsI 00JI€3Hb JIETKHUX W JIETOYHBIH
KaNWLISIPHBIA remanraomaro3) [35-37]:

Hons wuamonatnueckux ciydaeB JIAI, A€MCTBUTENBHOCTH  YAOBIIETBOPSIOLIUX
kputepusim  BOBJI/JIKI, BepositHo cocrtaBisier okoimo  10%  (MUHUManbHas
3aboneBaeMocTh u pacupoctpaneHHocTh BOBJI/JIKTT <1 caywaii/mma) [35,36]. B
otiimuue ot WJIAT cpeaun nanuentoB ¢ BOBJI npeobnanatoT nanueHThl My>KCKOTO MoJia
U IPOTHO3 OoJiee HebmaronpusTHoIH [37].

Taoauna 31. Pekomenganuu no BeaeHuo nauueaToB ¢ BOBJI/JIKT [3]:

Pexomenoayuu Knacc pexomenoayuu
— ypoeens
00KazamenbHoCmu
Jns mocranoBku nuarHo3a BOBJI/JIKIT pekoMeHIyeTcsi y4UTHIBATH I -C
COBOKYITHOCTh KJIMHUYECKOTO o0crneoBaHus, (U3UKaNBHOTO
WCCIICIOBAHMUS, OPOHXOCKOIHHU M PE3YIIHTATOB JIYUE€BOW JHATHOCTHKH
Wnentudukanus ou-amiensHoi myraimu EIF2AK4 pexomenayercs ais I-B

MOATBEepXKAeHUsT  nuarHo3a  HacuenactBeHHot  BOBJI/JJIKTT  6e3
THUCTOJIOTHUYECKOTO TTOATBEPIKICHHUS

[Ipu ycranosiaenun nuarHo3a BOBJI/JIKIT HeoOxomumo Kak MOKHO| I-C
CKOpee HaIlpaBHUTh MAIMEHTAa B IIEHTP TPaHCIUIAHTAINH
[Tarmentsr ¢ BOBJI/JIKIT momkHbl HaOmroAaThes TOMBKO B IIEHTpAX, l1a-C

AMEIOIIUX OOJIBIION ONBIT BeAcHUS 00IbHEBIX C JII', B CBSI3M ¢ BEICOKHM|
PUCKOM pa3BUTUS OTEKa JIETKMX Tocjie Hauvana tepanuu JIAI'S
Cokpawenua:  BOBJI/JIKIT 6enooK1103UOHHASL O0NIE3Hb JIe2KUX U Ne20UHbLU KanuiisipHoll
eemaneuomamos , JIAI' — necounas apmepuanvnas cunepmensus, JII'— necounas eunepmensus

JIT" BeJieacTBHE NATOJIONMH JIEBBIX OTAEI0B cepaua [8, 38-41]:

JII' aBisieTcsi 4acThIM OCJIOXKHEHHWEM 3a00JIeBaHUs JIEBBIX OTJIEJIOB CEp/Ia, 4acTo
BCTpEYAeTCs KaK CHUMIITOM JIeKalero B ocHoBe coctosHus [8, 38] m cBsizaHa ¢
TspKecThio 3a0oneBanust. [lo cpaBuenuto ¢ JIAIT mammentsl ¢ JII', acconmupoBaHHBIX C
3a00€BaHUSIMUA JIEBBIX OTACNIOB cepAna (0cOOGHHO B ciaydae C CepAeYHOMN
HEJIOCTATOYHOCTBhIO C COXPaHEHHOW ¢pakuueld BbIOpoca JIEBOr0O MKelyJouKa) 4acTo
cTaplie, >KeHCKOro Moja, ¢ 0ojee 4acToil pacmpoCTPaHEHHOCTHIO COIMYTCTBYIOIINX
CEepACYHO-COCYAUCTHIX 3abosieBaHuid [39] W OONBIIMHCTBO, €CIUM HE BCE, HUMEIOT
npu3HaKu MeTadommueckoro cunapoma [40].
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JII' pa3zBuBaercsa npu 3a00JIEBAaHUSAX JIEBBIX OTAEJIOB CEpJLa B OTBET HA MACCUBHYIO
oOpaTHyIO0 TiepeAady /aBJICHWs HAMOJHEHHA, TJaBHBIM O00pa3oM 3a  CyeT
auacronnueckoil  aucdynkumn JDK, ycuieHHOW MUTpanbHOM — perypruraiuei,
BBI3BaHHOM (hu3MUeCcKOil Harpy3koil u norepeit kommiaeHTHOCTH JIIT [8]. ¥V HEexoTOphIX
OOJBHBIX ATH YHCTO MEXaHHMYECKHE KOMIIOHEHTHI BEHO3HOTO 3aCTOsl MOTYT BBI3BATh
3h(deKT HaJoXKEHUs, C MPUCOCIUHECHUEM BA3OKOHCTPUKIIMU JIETOYHBIX COCY/IOB,
CHIDKEHHEM OHOJOCTYIHOCTH OKCHJa a30Ta, MOBBIIMICHUS JKCIPECCUU SHIOTEINHA,
JE€CEHCUTU3ALIUY B Ba3oAMJIaTalluM, OOYCIOBIEHHOW AEMCTBHEM HATpUHYpETUUECKOTO
HNEenTHJIa, U peMojeIupoBaHueM cocyqoB [8,38,41]. OTo mpuBOAMT K HajbHEHIIEMY
yBennueHuto [[3JIA u MoxeT npuBecTH K 3a00JI€BAaHUIO COCYIOB JIETKUX, YBEIMUEHUIO
noctHarpy3ku [DK u IDK- HenoctaTounoctu [8].

Ta6auna 32. [Ipumepsl 0CHOBHBIX (GaKTOPOB, MO3BOJSIIOMUX npeanojarats JII' 2

rpynusi [3]:

Knunuueckasn
npe3eHmauus

Ixoxapouocpagusn

/Jlpyzue npuznaxu

Bo3spacr >65 ner

CTpyKTYpHBIC U3MCHECHUS
J€BBIX OT/AEIIOB CepAla:

- 3a00JIeBaHUs KJIAIIAaHOB
JIEBBIX OTJIEJIOB cepIa

- yBenmuenue JIIT (>4.2 cm)

- bmorarust MITII Bpaso

- mucynkrms JDK

- KOHIIEHTpUYeCKas
runeptpodus JOK n/vmm
YBEIIMICHUE MACChl MUOKapJIa

OKIT:

- 'K w/mmm T'JITT
- OII/TII

- BJIHIIT

- Han4aue 3y01oB Q

Cumnromsl JDK

Ilokazarenu

Jlpyrue naHHble BU3YaIU3UPYIOLINX

HEIOCTaTOYHOCTH JONTUIEPOrpahuIecKoro METOAMK HMCCIICIOBAHMS:
UCCIIE/IOBaHMUS TIOBBILLICHBI: - nuauu Kepnu B
- yBenmu4eHue cooTHomeHus E/e’ | - BBINOT B IUIEBPAITbHOM TOJIOCTH
- >2-3 TuN HapylIeHue - OTEK JIETKUX
TPaAaHCMUTPAJILHOTO KPOBOTOKA - yBenuueHue JIA
[Tpusnaxu OrcyrcTBHE:
METa0OJIUIECKOTO - nucynkmmu TDK
CHHJIpOMa - CPEHECUCTOINYECKOTO
MIPUKPBITHSL KPOBOTOKA B JIA
- BBINOTA B MOJIOCTh NEpUKap/a
AHaMmHe3

3a00yIeBaHMs CepIIia
(B IPOILIIOM WJIN

[Tepcuctupyromas
bubpmIAIHs

Coxpawenusn: BIIHIII' — oOnoxada nesou noocku nyuxa luca, I'JDK — eunepmpogus neeozo owcenyoouxa, 11T —
eunepmpoghus 1e6020 npedcepous, JIA — necounasn apmepus, JII' — necounas eunepmensus, JIK- negvlii dcenyoouex,
JIIT — nesoe npedcepoue, MIIII — mescnpedceponas nepecopooxa, ITDK — npaeviii orcenydouex, TII — mpenemanue
npedcepouti, DI — Quopunisyua npedcepouii, IKI - snekmpoxapouoepamma

36



Tadauna 33. Pexkomenaanuu no BeaeHuo nanueHToB ¢ JII' mpu 3adoseBaHusIX
JIEBBIX 0T/1eJI0B cepauna [3]:

Pexomenoayuu Knacc pexomenoayuu —
Yypogenp
O0oKazamenvHocmu
OnTumu3anus Je4YeHUsT OCHOBHOI'O 3a00JI€BaHMsI PEKOMEHYETCs 1-B

nepen npuHATHEM  pemieHus o6  obcnemoBanmu  JIT,
aCCOIIMMPOBAHHON C 3a00JIeBaHUSIMH JIEBBIX OTHEIOB cepiua (T.e.
JICYCHUE CTPYKTYPHOM NATOJIOTUU CepIia)

Pexomennyercst BoIaBiATh npyrue mnpuuuHbl JIIT (T.e. XOBJI, I-C
CHHIpPOM CcoHHoro amuod, TOJIA, XTJII') u neuutrp wux
COOTBETCTBYIOLIUM  00pa3oM 10  MPUHATUS  peueHus o0
obocnemoBarnmu  JII', 0OyCIOBIEHHOW 3a00JCBAaHUSIMHU  JICBBIX
OTJIEJIOB CepAla

WNuBasuBHOE uccienoBanue npu JII' pekoMeHayercs NpoBOAUTh HA I-C
(oHE KOpPPEeTHMPOBAHHOI'O BOJIIOMHUYECKOI'O cTaTyca

[TaiuentoB ¢ JII', accommupoBaHHON ¢ 3a00JIEBAaHUSIMHU JIEBBIX Ila-C
OTJICJIOB CEp/Iia, U BHIPAKECHHBIM MPEKAMIUIIPHBIM KOMIIOHEHTOM,
Ha 4To yKkaszbiBaeT BwIcokmil JII'J] w/mmm Beicokoe JICC, crmemyer
HAMpaBJIATh B dKCHepTHhIA 1eHTp JII' [uIsi BBITIOJHEHHSI MOJIHOTO
JTUArHOCTUYECKOr0 OOCIICIOBaHUS W TIPUHSATHS WHIUBUIYATBHON
Je4eOHOM CcTpaTeruu

BaxxHocTe U ponib Ba3opeakTUBHOro Tecta y mnamueHtoB c JIT, I-C
ACCOIIMMPOBAHHON ¢ 3a00JIEBaHMSIMU JIEBBIX OTAEIOB CepAla, HE
orpeJieicHa, 32 HCKJIIOYEHHEM  OOJIbHBIX,  SIBJISIOIIUXCS

KaHJIU/JaTaMi Ha TPaAHCIUIAHTALMIO Cceplla W/WIK HMIUIAHTAUIO)
MEXaHNYECKOTO ycTporcTBa A noanepxkku JOK

Hcnons3oBanue JIAT-cneruduueckoit Tepanuu y narnuentos ¢ JII) 1-C
aCCOLIMMPOBAHHOW C 3a00JIEBAaHUSIMM JIEBBIX OTAEIOB CEpAla, He
PEKOMEHAYETCsI

Cokpawgenusn: /[I]] — ouacmonuueckuil epaduenm oaenenus, JIAI — neeounas apmepuanvras eunepmensus, JII'
— nezounasn eunepmenzusi, TOJIA — mpombosmbonus necounou apmepuu, XOBJI — xpoHuueckas oOCmMpYyKmueHas
oonesnv nezkux, XIJII' — xponuueckas mpomb60IMO0IUYECKAs Ne20UHAs 2UNePmeH3Usl

JIT" BesieacTBHE MATOJIONMH JIETKUX H/WIH runokcuu [42,43]:

Tsoxects JIT', kak mpaBmito, ¢1abo0 CBsA3aHa ¢ TSHKECTHIO OCHOBHOM IMATOJIOTHUU JIETKHUX.
HaubGonee pacnpocrpanéuubsie mapkepsl JII' SBISIOTCS HEMPOMOPIIMOHATEHOE HU3Kas
muddy3roHHas crmoCOOHOCTh Jierkux U Huskoe nasiaeaue CO2 [42,43]. V HEKOTOPBIX
MalueHToB ¢ mnarojoruei jgerkux u JII', oCOOGHHO y MalMEHTOB ¢ JIETKoM (popmoi
3a0oneBaHui Jierkux, HO Tspkenod JII', TpymHo onpenenuts, sBiusercs nu JII
pe3yJabTaTOM TATOJOTUM JIETKUX WJIM TAlMEHT CTpajaeT OT JABYX 3a00JIeBaHUM, T.€.
JIAT" u XxpoHuueckoro 3a00JieBaHus JIETKUX. DTH MalMEHTHI T0HKHBI OBbITh HAIPABJICHBI
B MEAMUIIMHCKYI0 OpraHM3aliio, TJ€ €CTh TakKe OIbIT paboThl B 00JIaCTH
MyJIbMOHOJIOTHH.

Tadamnua 34. 'emoagnnamunueckas kiaaccupuxanus JII' BeaencrBue 3a6oJieBaHuii
Jerkux [3]:
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Tepmunonozusn I'emoounamuxa (KIIOC)
XOBJI/NJID/KIIDS 6e3 MPAP. <25 MM pT.CT.
XOBJ/UJID/KIIDS ¢ JIT MPAP p. JIUTAcp. >25 mm pr.CT.
XOBJI/NJI®/KIIDPI ¢ MPAP >35 mwM pr.ct. umn JJJI mPAP Acp. >25 mm
Tsoxenon JII' pT.CT. ipu Hanmunu HU3Koro JIJIAcp cepaednoro
BbIOpOca (CU
<2.5 1I/MHH, HE OOBSICHUMOTO APYTUMHU IPUINHAMU )

Coxkpawgenun: MPAP — cpednee oasnenue 6 necounoii apmepuu, UJI® — uouonamuyeckuii necounsiti pudpos, KJIIDD
— KOMOUHUpOBaHHblL Ne2ounblll Guopos u smepuzema, KIIOC —kamemepuszayus npagvix omoenos cepoya, JIIT
necounas eunepmensus, Cl — cepoeunsiii unoexc, XOBJI — xponuueckas obcmpykxmugnas 001e3Hb 1e2KUX

Taoauua 35. PekoMeHIaMyM M0  BEIEHHUI0 MALMEHTOB C JIr BCJIE/ICTBHE
3a00J1eBaHuM Jerkux [3]:

Pexomenoayuu Knacc pexomenoayuu —
yposeHb
OoKazamenbHoCmu
OxoKI' pekomenayercs i HEUMHBAa3UBHOIO CKPUHUHIA IIPH 1-C

rmoo3peHny Ha Hanuuue JII' y manueHToB ¢ MaToiaoruen Jerkux

[TarmenToB ¢ OxoKI-npusnakamu Tspkenoit JII' w/umm BbIpakeHHOH I-C
uchynkimu [DK ® pekomenayeTcs HanpapasTh SKCOEPTHbIN LIEHTP
OntumalibHOE JICUEHHE OCHOBHOTO 3a00JIEBaHMsI JIETKUX, BKIIOYas] I-C

UTUTETIPHYIO TEPAINUI0 KHUCIOPOJAOM Yy MAIMEHTOB C XPOHHYECKOH|
rurnokceMueil pekomenayercs y nauueHToB ¢ JII' Bciencraue
3a00J1€BaHUIl JIETKUX

[lauentoB ¢ mpusHakamu — Tspkenmot  JII/msokenmont  TDK- lla-C
HE/0CTaTOYHOCTH CJEQyeT HaMpaBiATh B HKCHEPTHBIM LEHTp s
Mo100pa WHANBUAYAILHON Teparnuu
KIIOC He pekoMenayercss mpu nono3peHun JII' y manueHToB © -C
3a0oJieBaHUSIM ~ JIETKMX, 32  HCKJIIOYEHHUEM  CIyyaeB, KOTJa|
onpenensercs CTparerus JedeHus (Hampumep, TpaHCIUIAaHTAIus|
NIErKuX, albTEPHATUBHBIA 1uarHo3, Ttakux kak JIATT wmm XTJIT)
MOTEHIMalNbHAs  BO3MOXKHOCTb  BKJIIOUYEHMS B KJIMHHYECKOE

MICCTIE/IOBAHUE)
HUcnons3oBanue JIAT -cneruduueckoii Teparmu y namuentos ¢ JIL | 111-C
BCJICACTBUC 3a00JIeBaHUI JICTKHUX, HC pCKOMCHIAYCTCs
Ilpumeuanue: 4~ oma pexomeHoayus. He OMHOCUMCS K NAYUEHMAM C MEePMUHATbHOU cmaouell 3a0601e6anutl

JIe2KUX, KOMOopble He pacCMAmpueaomcsi 6 Kkavecmee KaHouoamos Ha MpaHCHIaHMAYUio J1ecKuXx.
Coxpawenusn: JIAI' — necounas apmepuanvuas eunepmensus, JII" — necounas eunepmensus, IDK — npasuiii - dicenyoouex,
IxoKT —sxokapouoepaghus, XT/II — xponuueckas mpomboImMooaudeckas necounas cunepmensus

XTJII' (xpoHnuyeckasi TpPoMO0IMOOIMUYECKAs] JIerOYHasi TUIepTeH3us): (cMm.
KJIIMHAUYECKUH  TMPOTOKOJA MO  JMAarHOCTHUKE M JICYCHHIO  «XPpOHHMUYECKas
nocTpoM0O03IMO0INIecKast THIIEPTEeH3UsD» ) [44].

3.6 Xupypruveckoe BMeIIATeIbCTBO: HET.
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3.6. UnaukaTopsnl 3pPeKTUBHOCTH JICYEHHS:

e  VYBenMueHHUE MPOUIEHHOTO paccTosAHus, B TOMX.

e  Vayumenue K (BO3).

e  Cuwxenue koHneHTparuu NT-proBNP.

e  VYMCHBIICHUE KIMHHUKHU MPABOXKETYJOUYKOBOM HEAOCTATOYHOCTH (OTEKOB, acIUTa,
renaToMerajany, 1abopaTOpHBIX MOoKa3aTeae AUCHYHKIIUNA TICYCHHA U TTOYEK, CHUKEHUE
MAacChI Teja).

e  CHWXEHHUE YaCTOThl BOSHUKHOBEHHMSI HJIM MCYE3HOBEHHE CUHKOIIE/TIPECUHKOTIE.

4. IOKA3AHUA Ui TOCIHUTAIMBALIIAUA C YKA3AHUEM THIIA
TI'OCIIMTAJIM3AIINMNA:

4.1 Iloxka3aHusi AJI51 IKCTPEHHOI rOCIUTATU3ANNH:

e KiMHHMKA JE€rOYHOTO THUIEPTEH3UBHOTO KpH3a: YIAYIIbE, BBIPAKCHHBIM IHMAHO3,
MOXO0JIOAaHUE KOHEYHOCTEH, CUCTeMHAasi TUTIOTEH3USI, CUHKOIIE, 00JIb B TPYAHOU KJIETKE,
TaxXUapuTMHUU, TOJIOBOKPY>KECHHUE.

4.2 IMoka3aHus 1JI9 IJIAHOBON IOCIUTAJIH3AINH:

e IIpoenenne KIIOC i mNEepBUYHOrO TOATBEPXKACHUS JAMArHo3a, CTEICHU
TSOKECTH M T10100pa MEIMKaMEHTO3HOM TepaITH.

° [Tposenenne KITOC st oneHku 3 PEeKTUBHOCTH MeaMKaMeHTO3HOU Tepanuu JII,
1 pa3 B 8-12 mec.

° NurtepBentinonnsie Metoauku seuenus JII', accouunposannoit ¢ BIIC (JAMIIII,
JIMOKII, OAII).

e  UurepBeHuuoHHbie  MeToauku  JedeHuss JIAIT  —  arpumocenTocToMus,
CTEHTUPOBAHUE MEKIPEACEPAHOMN MEPETOPOIKH.

e Tocnuranuzamusa s CKpUHUHra 1o mporpamme «TpaHCIUTaHTalMsl JIETKHUX,
CEepAEUYHO-JIErOYHOIr0 KoMIUIEKca», 1 pa3 B 8-12 mec.

e JlexoMreHcalus MpaBoXKeIyJ0UYKOBON HEJOCTATOUHOCTH, TAXUAPUTMHUH.

5. TAKTUKA JIEYEHUSI HA CTAIIUOHAPHOM YPOBHE [45, 46]:
5.1 HemenukaMeHTO3HOe Je4eHHe: CM. TOAMYHKT 3.1
5.2 MeankaMeHTO3HOE JieYeHHe:
IIpaBoxkeny104K0OBasi HEIOCTATOYHOCTD.
[IpaBoxkenynoukoBas (I1DK) Hemocrarounocts xapakrepusyercs HuzkuM CO u/unum
MOBBIIIEHHBIM JABJICHUE HAMOJIHEHUS! MPaBbIX OTIEIOB CEpAlla U3-32 CHUCTOJIUYECKOU
win nuacronnueckoi muchynkmuu [DK, mpuBoauT Kk HapymeHU0 (GYHKIUHA TEYCHH,
MOYEK Y KHIlIeYHHKA. OTEK CTEHKHU KUIIEYHUKA MPUBOJIUT K TPAHCIOKAIMKU KUIIEYHBIX
MaTOr€HOB U SHJIOTOKCMHOB B KPOBb M BBICOKOMY PHUCKY pa3BUTHUSI CEIcHca Y
naruenToB ¢ I DK HeqocTaTouHOCTEIO.
Monutopunr mamuenta ¢ IDK nHepocratounocteio Ha (one JII' B OAPUT Britouaer
00s13aTeNIbHYI0 UMIUTAHTAIMIO LeHTpalibHOro BeHo3Horo karetrepa (LIBK), mpu stom
LHeHTpasibHOe BeHOo3Hoe aaBieHue (LIB/[) y Takux mNauMeHTOB HMEET IUJIOXYIO
KOPPEJSIMI0O C BOJIOMHUYECKUM CTaTycOM B CBsi3U ¢ coOctBeHHO camout [DK
HEJIOCTaTOYHOCTH. B ToXe BpeMs, ieHTpalibHasi BeHO3Has catypauus (ScvO2) umeer
koppessaiuio ¢ BeaununHoi CO (Tab. 36).

39



Ta6auna 36. MOHMTOPMHI NAIMEHTOB C TSXKEJOH NPaBOXKeEJIYI0YKOBOI
HexocTaTouHocThio B OAPUT.

Hlokazamenu.
MOHUTOPUHT OCHOBHBIX .
MoKazaTeeu CC u putm.
°
J1 (MHBa3MBHO WJIM HE MHBA3UBHO).
°
emIepaTypa Tefa.
[[BK .
B/l
JlaGopatopHbie .
[MOKa3aTeIIun. T-proBNP
L]
JICKTPOJIUTHI.
. [Tokazarenu ¢pynkimu noyek (CKO,
KpEaTUHUH, MOUYEBHHA, MOUEBAs KUCJIOTA).
. [lokazarenu GyHKIMA  T[E€YEHU
(OnnupyOuH, TpaHCAaMHUHA3bI).
. [Toka3arenu BocnasieHUs/ MHPEKINUN
L]
OXOKT .
yakiua [DK u JDK, cocrosHue knamaHHOro ammapara,
BBITIOT B MOJIOCTH TIEpUKap/Ia.
. Uckmrouenue ApYyIrux
TIN\IC
KITOC (n36upaTenbHO) [TosHast olleHKa reMOIMHAMUKHU
Crnemyer pacCMOTPETh B CIIOJKHBIX MITH TSDKEITBIX

[IpenukTOpOoM HEM30EKHOTO JICTATLHOTO HCXOJa SBISICTCS CHIDKeHHE SCvO2,
MOUYEBBIICJIICHUS U HAPACTAHUE JIAKTATA.

Jleuenue manmeHToB ¢ TspKenoi I1DK HemocTaToyHOCTBIO, BKIIIOYAET OOHApYKEHUE U
yCTpaHEHUE OOpaTUMBIX MPUYWH, TaKUX Kak: uHbekus, anemus, auchynkmus DK,
TOJIA, apuT™Mus U TI0Xas PUBEP)KEHHOCTD K TEPAITHH.

BoccTanoBieHne CMHYCOBOTO pUTMa B CIIy4a€ ApUTMUU, SBISETCS MEPBOOYEPETHOU
3a7a4ei, Kak U1 KOHTPOJIb CHHYCOBOW TaXUKAPJIUH.

B cnydae oTCyTCTBHSI SIBHOTO HCTOYHMKA WH(EKIIMH, PEKOMEHAYETCS MPUMEHEHUE
AHTUOWMOTUKOB IIMPOKOIO CIEKTpa ACHCTBUS, T.K. TpaHCIOKauus OakTepuil uepes
KUIIEYHYIO CTEHKY, 4acTasi IPUYMHA CETICUCA Y TAKUX MAI[MEHTOB.

OxcureHorepanusi, MPUMEHSETCS C LETbI0 JTOCTIXKCHHS IIeJIeBON TepuepuIecKoi
catypaiiun 6onee 90%. VY manweHTOB ¢ TUMEpPKAmHUEH, BO3MOXKHO NPUMEHEHHE
HenHBa3uBHOM BeHTWwsiuu (HUBJI), ognako yuutkiBasg, uro HUBJI nmpuBogut k
noBbiieHnto noctHarpy3ku Ha DK u ycunenuto nuchynknuu IDK. Crenyer uzberatsb
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MHTYOAllMM Tpaxeu Yy TaKWUX IMAIMEHTOB M HCIOJIb30BaHUS WHBA3UBHOW BEHTHWIIALIMU
JIETKHUX, 10 TeM ke mpuunHaMm. Eciam mHTyOarus Hen3OexHa, BaXHEHIIUM (aKkToOpoM
OyneT SABIAThCA cTabmiu3anuu cucteMaoro AJl.

Cnenyetr uzberaTh meperpy3koi >KUAKOCThIO manueHToB ¢ [IDK HemocTraToyHOCTHIO,
Ja’ke B COCTOSIHUY IIOKA U TUIIOTEH3UH, T.K. B YCIOBUSAX TUCHYHKIIMU TPABBIX OTAEIOB,
M30BITOK >KUJIKOCTH B MEPBYI OYEPEAb IPUBOAUT K IIOBBIILICHUIO AABICHUI0 U
nanpHenmen qunatannu DK mapagokcansnoMy aerxenuto MIKII, u Bcnencteue 31oro
cHkenns CO. YMmepeHHas Jeruaparaius BCeria npearnoYTUTENbHEN.

VYMmenbiienne noctHarpy3ku Ha IDK BO3MOXXKHO TpuUMEHEHMEM KOMOWHHPOBAHHOMN
tepanuu JII', BKItOYass BHyTPUBEHHBIE, TOAKOXKHBIE WU MHTAJISLIUOHHBIEC IPOCTAHOU b
WA UHTaasIuoHHBIA NO.

Aneopumm nevenus npuseden Ha pucyHke 6.

Tabimna 37. MWHoTponmbl M Ba3ompeccopbl B JIEYEHHHM  TSKeJOW
MPaBOKEJTYA0YKOBOH HEJOCTATOYHOCTH.

Ilpenapam CO | PVR | SVR | Taxukapous, | /loknunuueckue Knunuueckue
apummus uccieooeanus OanHble
HNHoTponsl
JlomaMuu
2,5-5 1 ? ™" +++ -/+ [ToBbrieHNE
MKI/KI/MUH KPOBOTOKA B ITOYKaX
>5 MKI/KI/MHUH ) 1 +++
Basonpeccopbl
Bazonpeccun | — ! ™ +++ ++ OrpaHr4eHHBIN OTIBIT
(HM3KHE J03B1) | MU npu JIAT
BbiABAEHME NPaBOKENYA04KOBO HEL0 CTATOUHOCTH, 84EKBATHDIN MOHUTOPUHT, OTKa3 OT MHTYBaLWK, KOHTaKT C 3KCNepTHbIM LeHTpom no JIT
/ [ \ \
Jleyeti e OCHOBHbIX N PHYHH. :
SoE ‘ONTHMM33LYA BOZHOMO YIMeH bleHH e NOCTHarpy 3kA YBenn4en ue cepaesHoro OnTHIA3aLHA CHCTEMH 00 AR
Mm’:m :?IA’ bananca, npmeseiﬁé +a M (8\e npocTanon b, Bbibpoca’ (uaarpcnbi s';amp::om:
a};ruaae'me HHRY AP BMYPETHKOB WM O, WHraAALYORKbI NO ¥ np.) MHAPHH OH HAK £ODYTMHH) s::peccup:;"
TEpanui.

f

MepcnekTvesl A  BbI3JOPOBNEHUA W " o " Her 2aNUCTUYHBIX nepcnekTus A
P M Ao HeagexBaT bilt KAHHUYECKAH 3OEKT WU ZaNbHEN Wee YXYALEH HE COCTORHNS P P an

TpaHcnAaHTaUum NerKux BbI3A0P0BAEHNA UAN TDAHCNNGHT aLUM NETKUX
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PucyHok 6. AJIrOpuUTM JiedyeHHsl TAKEJI0i NMPaB0KeJTyT10YKOBOIi HET0CTATOYHOCTH.
5.3 Xupypruveckoe BMelIaTeJIbCTBO:

e  DKcTpakopmopaiabHas TMOMJICPKKAa KpoBooOpamieHus: mpu pedpakTepHOr K
MeaukameHTo3Hou tepanuu [DK HemoctaTouHOCTH.

Iloka3zanua:

VY peanpHbIX KaHauAaTtoB, Ha LTX wiaM BBI3NOpOBIEHHE, B cilydae pedpakTepHON K
MeaukameHTo3Hod Tepanuu [DK, HeoOxommma »sKcTpakopropajibHas TMOJIEpKKa
KpOBOOOpAILICHHUS.

«OnTUMaNbHBI» KaHAUAAT Ha SKCTPAKOPHOPAIbHYIO MOJACPKKY KPOBOOOpAIlleHUs B
KauecTBE «MOCTa K TpAaHCIUIAHTAUUW» JOJDKEH YIOBJIETBOPATH  CIHEAYIOIIUM
KPUTEPUSM:

— TpeABapUTENIbHO YK€ OBITh PACCMOTPEHHBIM Kak  penunueHt Ha  LTX,
MPOUTH MpoLeaypy oT0opa U ObITh 0OCIIEI0BaHHBIM.

— yuuThIBas AeUIUT JOHOPCKUX opraHoB B PK, rpymnmy kpoBu u pesyc-dakrop,
pa3mepsl Telna KaHIuJaTa, UMETh PealbHbIE IIAHCHI MOJYYUTh JTOHOPCKHE JIETKHE B
orpanndeHHoe BpeMs (10 14 queit Hra OKMO).

—  YYUTBIBasi KOMOPOUJAHYIO MaTOJIOTHIO, BO3pacT U Ap. GakTtopsl (B T.4.
COLIMAIIBHO - OBITOBBIE) MMETh XOPOIIME MPOrHOCTUYECKHE IOKa3aTelld S-JIeTHeH
BBDKUBAEMOCTH.

Hanbonee yacTto HCHOJIB3yeMbIMU METOJUMKAMU SBIISIIOTCS: Tepudepuyueckas BEHO-
apTepuaibHas dKCTpakopropaibHas MemOpaHHas okcureHamus (VA OKMO).
Haubosee onTuManbHON TOYKOW WUMILIAHTALMU ABIsAeTca uMiuiadtamst VA DKMO B
BEPXHIOIO YacCTh Te€Ja, UTO SIBJISIETCSl 00Jie (PU3UOJIOTUYHBIM, B TUIaHE KPOBOCHAOKEHUS
Cep/illa ¥ TOJIOBHOTO MO3Tra, U MO3BOJISIET MOOUIIN30BATh IMAIIUEHTOB.
Ilpomueonokazanus:

- Bospact >= 65 net

- Uunexc maccel Tena >= 40 kr/m2

- UckyccTBeHHast BEHTUIISIIIUSA JIETKUX 00Jiee 5 CyTOK

- [Tonmoprannas HegocTaTo4HOCTH (o11eHKa 1o mkane SOFA > 12 6amoB)

- 'eMopparndeckuii HHCYJIbT

- AKTUBHOE KPOBOTEUYEHHUE, HEBO3MOKHOCTh ITPOBEICHUS AaHTUKOATYJITHTHON Tepanuu

- HeBO3MOKHOCTh OCYIIECTBUTH COCYIUCTHIN JOCTYII

- Tspxenoe noBpexaeHre UEHTPAIbHONW HEPBHOM cHCTeMbI (OLieHKa Mo mikane ['masro <
5 GamnyoB).

e  banonnas atpuocentocromus (BAC) ¢/6e3 crentuposanust MIIII (I-C).
Ilokazanua:

—  3-4 ©K (BO3) npu HeaPpheKTUBHOCTH KOMOMHUPOBAHHON MEIUKaAMEHTO3HOM
Tepanuu;

— SpO2 npu npixanuu atMochepHbIM BO3AyX0M B miokoe 0osiee 90%;

— TexHuveckas BO3MOKHOCTb IPOBEJIEHUS TPOLIETYPBI.
Ilpomueonoxazanus:

— cpennee nasienue B [1I1 6onee 20 Mm.pT.CT.;

— SpO2 npu npixanuu atMoc(hepHbIM BO3AYXOM B OKoe MeHee 85%.
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— bunarepanbHas TpaHCIUTAHTAUUSA JIETKUX.

— Kpurepun HebOmaronpusaTHoro mnporHo3a 3a0ojeBaHUs W HEOOXOJIUMOCTH
00CYX/IeHHsI C MAIIMEHTOM BOIIPOCA TPAHCIUIAHTAIINH JIETKUX:

— TloTeHnuanbHBIN ¥ YAOBICTBOPSIOMINMA KpUuTepusiM oToopa Ha LTX, kaHnuaar,
B CJIy4ae BO3MOXHOTO pa3BUTHUsS pedpakTepHOCTH K MEAMKAMEHTO3HON TEparuH.

— Cpennnii u Beicokuit puck mo kputepusm ESC/ERS, nnu xonudectBo 0amioB
o mkane REVEAL > 7 Ha anekBaTHONM MenuKaMeHTO3HOM Tepanuun JIAT'.

— IlIporpeccupoBanue 3a0oyieBaHUS WM HEAABHSAS TOCHUTAIMA3AIMUS H3-32
oboctpenus JIAT.

— Heo6xoauMocTh BO BHYTPUBEHHON MJIM MOJKOXHOM Tepanuu MpOCTaHOUIaMHU.

— MU3BecTHble WM TOAO3pEBaeMble BapUaHThl HEOJArONPUATHOTO TEUYEHUS
3aboneBanus (BOBJI/JIKT, cknepoaepmusi, 60mbIIas U MpOTPECCUPYIONIasi aHEeBpU3Ma
JIETOYHOU apTepHH).

— Bropuunas nuchyHKIuUS NMEYEHW U MOYEK, APYTHe MOTEHIUAIbHO OIAcCHBIE
OCJIOKHEHMS, K IPUMEPY PELMINBUPYIOIIEE KPOBOXAPKAHBE.
Ioka3aHus 1l MOCTAHOBKHU B «JIMCT 0:KHIAHUS JOHOPCKHUX JETKHX»:
—  Kanaunat noiaHocTeio 00cienoBaH v noaArotosieH k LTx
—  Beicokuii puck mno kpurepusm ESC/ERS, unm xonudectBo OayuioB MO IIKaje
REVEAL > 10 Ha Tepanuu BKIIOYAIOLIEH BHYTPUBEHHBIE WM TOJKOKHBIE
IIPOCTAaHOUBI.
—  IIporpeccupyromas runokceMus, ocooenHo y nauuentoB ¢ BOBJI/JIKT .
—  Ilporpeccupyromasi, HO HE€ BbIpaXK€HHas MAUCQYHKLIHS TI€YEHU U IMOYEK,
AKU3HEOIACHOE KPOBOXAPKAHbE.

5.4 HNuaukatopsl 3P(PeKTUBHOCTH JIeHEHHUsI: CM. MOJAMYHKT 3.6

5.5 JlanbHeililmee aMHAMHMYECKOe BejlleHHMe KaK Ha aMOyJaTOPHOM, TaK M Ha
CTAIlMOHAPHOM YPOBHE:

Taoauna 12. JIunamudeckoe Hadaoaenue 3a nanuenramu ¢ JIAI' (aganTupoBaHo
coraacHo pexkomenganmusaM ESC / ERS nmo nmarHoctuke m Jie4eHUIO JIeTOYHOI
runeprensum, 2015 r. [3]).

Hcexoono | Kaoweo | Kaoxwowie | Kadxcowvie Yepes 3-6 B cayuae
vle 3 6 12 Mmecaues KAUHUY eCKO20
Mecaua | mecaues | mecaues nocne yxXyouie Hus

U3MeHeHUA
mepanuua

Knuandeckas

OIICHKA U

ormpeseNeHue + + + + + +

®K (BO3)

OKT + + + + +
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Pecniuparopusiii + + + +
OxoKT" + + + +
JlaboparopHble

uccienoBaHus: * + + + + +
NT-proBNP + + + +
KIIOC** + + + +

Ilpumeuanusn: * — nabopamopnuie ucciedosanus exnovaiom: [-oumep, AYTB, TB, I1B, MHO (y nayuenmos,
noayyarowux aumazorucmel sumamuna K), kpeamunun, mouesuna, namputi, kanui, ACT/AJIT (y nayuenmos,
NPUHUMAOWUX 603eHMar), OUTUPYOUH, MOYeBAs KUCIOMA, CbIB. HCeae30.

** - KIIOC nposodumcs ecem epynnam nayuernmos, KIIOC c sazopeaxmugnvim mecmam, UCXOOHO (2pynnvl NAyueHmos
cM. 8blute) u Kaswcovie 12 mec. nayueHmam ¢ NOJOHCUMETbHBIM Pe3yIbmamom mecma

Jlunamuyeckoe — HaOmiogenue manuenToB ¢ JIAT  criegyer  OpOBOAWTH B
CTCHIUATM3UPOBAHHBIX MEHTPaX (IKCIEPTHBIX IICHTPAx) Ui MOJTHOIICHHOTO KOHTPOJIS
OLICHKH (DYHKI[MOHAJILHOTO KJIacca, OINMpPEICNICHUS MAJbHEHINCH TAKTUKH BEICHUS U
nporxHo3a 3abosieBanus [48].

6. OPTAHU3AILIMOHHBIE ACIIEKTBI ITIPOTOKOJIA:

6.1 Cnucok pa3paboTYUKOB:

1) bexboceiHOBa Maxa066ar CaHcbi30aeBHA — JOKTOpP MEIUIMHCKUX HAYK,
KapauoJsior, mnepBblid 3amectutens lIpencenmarens npasnenus AO «HaunonanbHbIN
Hay4YHBIN KapAUOXUPYPTUUECKAN LIEHTPY.

2)  MykapoB Mypar AMaHXOJIOBUY — KaHIUIAT MEIUIUHCKUX HAYK, 3aBEIYIOIINN
otaenenreM kapauonorun Nel AO «HarnmoHanbHBIN HAyYHBIM KapAUOXUPYPTHUECKUN
LEHTPY.

3) MyxkartoBa Wpuna IOpseBHa — 1IOKTOp MEIUIIMHCKUX Hayk, mpodeccop,
3aBeayromas kadeapsl myasMoHonoru HAO «MenuiuHckuil yHUBEpCUTET ACTaHBI,
npeacenaTensb «AcCouraly CeNUaIuCTOB PECIIUPATOPHON MEIULIUHBDY.

4) Maxkankuna Jlapuca ['eHHaqbeBHA — KAaHAUJAT MEIUIIUHCKUX HAYK, KIIMHAYECKUI
dapmakosor, aoueHT kadeapbl kiuHudeckod (apmakomoruu HAO «MenunuHckuit
YHUBEPCUTET ACTaHBI».

5)  JlxynycOekoBa ['ynpHapa AnjemioBHa — TOKTOP MEIUIIMHCKUX HayK, [Ipe3umeHT
OO «O06uiecTBO CHENUAIMCTOB MO apTepUaIbHON TMIEPTOHUU M KapAUOBACKYISIPHON
npobunaktuke», mnpodeccop  kadeapsl  kapauwosoruu  HAO  «Kazaxckuii
Haummonansaeii Meaununckuit Yuausepcutet umenn C.J[.AchenausipoBay.

6) Tynasi0aeBa Meiipamryns KancumeroBHa - JOKTOp MEIUIIMHCKMX Hayk, Bure-
npesugeHT OO «OOmecTBo CHEeMUaIuCTOB IO apTePUATbHOM THUNEPTOHUU U
KapJIUOBaCKyJIsIpHOW mpoduiakTuke», mpodeccop Kadeapsl kapauonorun HAO
«Kazaxckui HarmonansHbIH MeaunuHCKumn YHuBepcuTer UMEHU
C. 4. AchenmusapoBay.

6.2 Yka3aHue Ha OTCYTCTBHE KOH()JINKTA MHTEPECOB: HET.

6.3 PenieH3enr:
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1) AGceutoBa Cayne PanMOexkoBHa — JOKTOpP MEIMLMHCKUX HAyK, aCCOLIMUPOBAHHBIN
npodeccop, uneH Ilpesummyma Accommanuum kapauosnoroB PK, mpencemarens
npasieHus POO «KazaxcTaHckoe KapAHOJOTMYECKOE OOIECTBO» CHEUUATMCTOB I10
HEOTJIOKHOU KapAUOJIOTUH.

2) Cupenko Opuii HukomaeBud — TOKTOp MEAMIMHCKUX HayK, mpodeccop,
3aBEAYIOIMMA  OTACJIOM CHMIOTOMAaTUYECKUX aprepuanpHblx runeprensud HHIL
«MuctutyT Kapauonorun uMm. H.J[. Ctpaxkecko», rimaBHbIN Kapauosior MuHHCTEpCTBA
3[paBOOXpPAHEHUs]  YKpauHbl, TNpPe3UIeHT  BceykpamHCKOro  OOILECTBEHHOTO
oObenuHenus «IIpoTuB runepTeH3um».

6.4.Yka3zaHue ycJOBHUI nmepecMOTpPa NMPOTOKOJIA: IIEPECMOTP MPOTOKOJIAa Yepe3 5 JieT
MOCJIe €ro OMyOJIMKOBaHUSI M C JAaThl €r0 BCTYIUICHUS B JACHCTBUE WM MPHU HATUYHUU
HOBBIX METOJOB C BBICOKAM YPOBHEM JI0KA3aTEIbHOCTH.
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IMTPUJIOKEHHUE Nel K KII «JIET'OYHASA I'MITIEPTEH3 US>

COVID-19 U JIET'OYHAS THIIEPTEH3USI [47]

[MTammentst ¢ JII' B OCHOBHOM TMOJBEpP>KEHbI 00Jie€ BBICOKOMY PHUCKY
HEOJIaronpusiTHBIX HUCXOJOB H3-3a KocBeHHbIX mnocneactsuit COVID-19. Hanuuwne
Tspkeson  JIIT CBA3aHO € XyAIIMMM MCXOJAaMH CpPEAu MAlMEeHTOB C  OCTPBIM
pecniupatopHbIM guctpecc-cuaapomom (OPIC).

Cpenu rocnuTanu3upoBaHHbiXx mnanueHtoB ¢ COVID-19, Haxonsmuxcs B
OTJICJICHUW UHTEHCUBHOW Tepanuu, JII' Obla cBsizaHa ¢ MpU3HAKaMu 0o0Jiee TSHKEIIOTro
COVID-19 u ¢ xyamum KIMHUYECKUM UCXOJ0M B CTallMOHApe.

COVID-19 oka3an 3Ha4uTENbHOE BIMSHUE Ha Bee acneKThl JII', OT IMarHOCTUKH U
JICYCHUS 10 HAOJIIOICHHS 32 TIOBBIIIEHHBIM PUCKOM CMEpPTH y narueHToB ¢ JIATL.

B kadecTBE OCHOBHBIX ME€p, HANPABJICHHBIX HAa IMOBBIIICHUE KAYECTBA OKa3aHUs
MenunuHckor nomotu npu JIAT u XTOJII mpu COVID-19 pexoMennyercs (pUCyHOK
5):

1. IIpenocraButs manuenTaMm ¢ JII', BKIIFOYUEHHBIM B PETUCTP, DJIEKTPOHHYIO MOYTY WJIU
Tene(OH N7 CBSI3U CO CIEIUATMCTOM B PETHOHE.

2. 3abnaroBpeMeHHO OO€CHEYUTh MAIMEHTOB JIEKAPCTBEHHBIMU IMperapaTaMu BO
n30eKaHue TMPEKpalleHUs] Tepanud ¢ TOCHCAYIOMIETO  YXYIIICHUS TEYEHUS
3a00J1€BaHU.

3. IIupoko wuCHONB30BaTh BO3MOKHOCTU TEJIEMEIUIMHCKUX KOHCYJIbTAlUd CO
CHEIUATNCTaMH SKCIIEPTHBIX IIEHTPOB ISl BBIOOpa ONTUMATBHOM TAKTUKU BEICHHUS.
HaunGosee clOXHBIM acreKTOM MOCTOSIHHOTO yXoja 3a manuentamu ¢ JIAD sBisercs
PAaCCMOTPEHUE «PUCKA BO3ACUCTBUS» JIJISl MAIIMEHTOB, OOPAIIAIONIUXCS B KIMHUKY WA
OONBHUILY JUTSI TIOCJIETYIONIEro HAOMI0IEHNS U HOBBIX TIOCEIICHUMN, BKITIOUasi pyTUHHBIC
1abopaTOpHbIE UCCIICIOBAHUSL. .

4. Tlaument ¢ kiauHUKOM yxyameHuss teueHus JIAT/XTOJII, Ho 0e3 mnpu3HAKOB
MH(EKIIMOHHOTO 3a00JeBaHUsl MPU HEOOXOAUMOCTH TOCIHUTAIM3ALUKM B CTaIlMOHAP
JIOJDKEH OBITh OMOBEIIEH 3a0JIarOBpeMEHHO C MOJNUCAaHUEM HUHGOPMUPOBAHHOTO
coryiacusi 0 BbICOKOM pucke uHuimupoanus SARS-CoV-2 B ycnoBusix jiedeOHOTro
YUPEIKICHUS.

5. MMamuentsl ¢ JIAT/XTOJIT, umeromue cumntombl COVID-19-undexuun, m0mKHBI
OBITh TOCITUTAIM3UPOBAHBI BHE 3aBUCUMOCTH OT MCXOJIHOM TSXKECTH CUMITOMATHUKHU B
CBSI3U C BRICOKMM PHUCKOM MPOTPECCUPOBAHMS OCHOBHOTO 3a00JI€BaHUS.

6. [Ipumenenue 6azoBoii Tepanuu s jgedenuss COVID-19-undexnun He 10KHO OBITh
OCHOBAaHHWEM JJii OTMEHBI Wiu He HaszHaueHus JIAT-cmenmduyeckux mpemapaTtoB B
o0BeMe, PeKOMEHTYEMOM IIKaJI0N CTpaTU(UKAIIHH.
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l’ OARUKA, (SPEA)CHNXOBANBHBIE COCTORMIE, CHILERNNE CATY DAL NEPHPEPIIECKON KPOBH, OTERM, ]
YIQUARQUOCTY.
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Hpuyenanne: AN — aprepiatssoe Japresne; LU — vacrora asxarensunx assekesuni; YCC — wacrora cepaesmsx coxpa-
werandi: JII — aeronnas runeprensng: Y31 — yastpassyrosoe iccrezosanite: MCKT OIK — MyTa1¢mipaissas ROMOBIOTCPHAS TO-
MorpadHR opraxos rpyaHoil xrerskn: JIAN — nerownas aprepnatsnas mmeprenzus: XTI — xpornveckan rpoMGoanbommecsan
JIETOYHAR THIIEPTEHINA.

Pucynok 5. /luarHocTuyeckuii aJropurMm oodcaenoBanus nauuenra ¢ JII' B
yceaoBusix COVID-19



