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KJIUHUYECKHUHA NPOTOKO.J JMATHOCTUKHA U JTEUEHUA

JIETTOYHASA TMIIEPTEH3UA

1. BBOJAHAS YACTb:

1.1.Koa(s1) MKB-10:

MKB-10

Kon Ha3Banmue

127.0 | IlepBuyHas nerovHasi TMIEPTEH3US

127.2 | dpyras Bropu4Has JeroyHas TMIepTEeH3Us

128.1 | AHeBpu3Ma JEroYHON apTEPUN

128.8 | Ipyrue yrouHeHHbIe 00JI€3HU JETOYHBIX COCYIOB

128.9 | Bose3Hb NErOYHBIX COCY/IOB HEYTOUHEHHAS

I77.6 | Aprepunut HEyTOYHEHHBIN

[78.0 | HacnencTtBeHnHas reMopparudeckasi TeJI€aHTMAKTa3US

178.9 | Bone3Hnb KanuJUISIPOB HEYTOUHEHHAS

1792 [lepudepuueckass anruomatusi Npu OOJE3HAX, KIACCUPUIIMPOBAHHBIX B
IpYyrux pyopukax

179 8 Hpyrue mopaxeHus apTepuid, apTepuosl U KamWUIIPOB MpU OOJIC3HSX,
KJ1acCU(UIIMPOBAHHBIX B IPYTUX pyOprKax

1.2 Jlara pa3padorku/nepecmoTpa nporokoiaa: 2018 r. (mepecmotp 2022 r).

1.3. Coxkpanienus, HCNoJib3yeMble B IPOTOKOJIE:

BMPR2 | Bone morphogenetic protein receptor 2, peuentop 2 THUma KOCTHOTO
MOP(OreHHOT0 MPOTENHA

BNP brain natriuretic peptide, MO3roBO¥ HATPUHYPETUUECKHM TTETITH]T

CHEST | American College of Chest Physicians, amepukaHckas KOJUIETHS
Bpadeil o 3a00JIeBaHUSM TPYIHON KIETKH

CI Cardiac Index, cepaeunslii uHACKC, 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, sykapuotuueckuit
WHUIIAAPYIOMIHNHN TpaHCAnio GakTop 2 anbda KnuHA3hI 4

LTx TPaHCIUIAHTALUS JIETKUX

mPAP Mean pulmonary artery pressure, cpennee JJJIA

NT- N-terminal pro brain natriuretic peptide, N-TepMuHanbHbIN (parMeHT

proBNP | M0o3roBoro Harpuitypetudueckoro mnpomneruaa B-tumna

SV Stroke volume, yaapHbIit 00beM, MII.

NYHA New York Heart Association, Hbm—ﬁopKCKaﬂ Acconuanus cepana

Pa0O2 MapUUaIbHOE JABJICHUE KHUCIOPOa B ApTEPUAIbHON KPOBH

PAWP JIaBJICHHE 3aKJIMHUBAHMS B JIETOYHOM apTEPUHU

PaCO2 IapUyajIbHOE JABJICHUE THOKCUA YIIIEPOIa B ApTEPUATIBHON KPOBU

ppm parts per million, yacTuir okcua a30Ta Ha MIJIJTMOH B Ta30BOM CMecH

PVR Pulmonary Vascular Resistant, JierouHoe coCyIucTO€ COPOTUBIICHUE

PVRi index Pulmonary Vascular Resistant, WHAEKCHUpOBAaHHOE JIErOYHOE
cocyaucroe conpotusienue, WU*m?2

SPAP Systolic pulmonary pressure, cHCTOJIMYECKOE [aBJICHUE B JIETOYHOU
apTepuu

SVR Systemic Vascular Resistant, cucteMHOe COCyAHCTOE COMPOTUBIICHUE

Sa02 caTypauus KUCIOPOJIOM apTepUATbHOM KPOBU

ScvO2 caTypaiusi IEHTPaJbHOM BEHO3HOM KpOBH (KPOBU TIOJTYYEHHOU U3
LIBK)

t1/2 BpEMs I1OJIyBBIBEICHUS

VA Beno-apTepuanbHas sKkcTpakopropaibHas MeMOpaHHasi OKCUTCHAITUS

OKMO

VE/VCO2 | BeHTHUISITOPHBIN SKBUBAJICHT 00pa30BaHUs TUOKCUA yTepoa

vVO2 noTpebIeHHEe KUCI0poia

WU Wood Units, equnuiisl Byaa

APD AHTArOHKUCTHI PELENTOPOB SHAOTEINHA

BAC OaJIJIOHHAST AaTPUOCENTOCTOMUS

BbKK 0JIOKaTOPbI KAJIbLIUEBBIX KAHAJIOB

BJIHIIT 0Ji0Kaza JIeBoM HOXKKH Tydka ['uca

BHNY BUPYC UMMYHOJe(ULINTA YETOBEKA




BOBJI BEHOOKJTIO3MOHHAS 00JI€3Hb JIETKUX

BO3 BcemupHas opranusanus 31paBoOOXpaHeHUS
BIIC BPOKJICHHBIN MTOPOK CEp/ILa

BPT Ba30PCAKTUBHBIN TECT

'K runepTpodus JeBOro Kemyaouka

['JIIT runepTpodus JeBOro Mpeacepaus

JU T JTAACTOJIMYECKUIN TPAJUECHT JIaBICHUS

JAIMOKII neeKT MEeXOKeITyJ0UKOBOM TIEPEropoOaKU
JAMIIIIT nedeKT MeXIpeIcepIHON ePEropoaKU

JAIIT JIUACTOJIMYECKUN MTYJIbMOHAJIbHBIN TPAUCHT
JIIII JIABJICHUE B IIPABOM IIPEACEPAUN

JCJI nuddy3Has cnocoOHOCTh B OTHOIIEHUH MOHOOKCHJA yTiiepojaa
NBC uieMu4ecKkas 00Jie3Hb JIETKUX

NJIAT nanonarudeckast JIAI merkux

NJId HUIMONATHYECKUH JIeTouHbIi (hudpo3

NO/D-5 | uaruburtopsl pocdoaudcrepasbl NOATUIIA S
KJIDS KOMOMHUPOBaHHBIN JIErouHbId (prdpo3 u sMmdpuzema
KITIOC KaTeTepU3alus IPaBbIX OTIEIOB cepaLa

KT KOMITbIOTEpHAsI TOMOTpadust

JIA JIETOYHAsI apTepHUs

JIAT JIETOYHAs apTepHUAJIbHAS TUNIEPTEH3US

JIT JIErOYHAs TUIIEPTEH3US

JDK JIEBBIN KEITYI0UEK

JIKT JIETOYHBIN KaWJUISIPHBIA T€MaHTMOMAaTO3
JUIAT JIEKApCTBEHHO-MHAyMpoBaHHas JIAT

JIIT JIEBOE MpeAcCEepane

JICC JIETOYHOE COCYAMCTOE CONPOTUBIICHHE

MKb MeXIyHapoIHasl Kiaccudukaius 00e3Hein
MHO MEXIYHAPOIHOE HOPMAIU30BAHHOE OTHOLIICHUE
MIIIT MEXIpeacepaHas eperopoaKa

MPT MarHUTHO-PE30HaHCHask ToMorpadus

MCKT MynbTUcninpanbHas KT

HIIAT HacienacTtseHHas JIAT

HIIB HUKHSIA T10J1as1 BEHA

OAII OTKPBITBIN apTEPUATIBHBIN IPOTOK

OPUT OTZCJICHUE peaHUMAalMi U UHTEHCUBHOW Tepanuu
IDK ITPaBBIN XKETYT0UEK




11 IpaBoe NMpeacepane

MHIUIr OpTO-ITyibMOHanbHas JII'

CAl CHUCTOJINYECKOE apTEPUAIBHOE JABIICHUE

C3CT CUCTEMHBIE 3a00JI€BaHUSI COSAMHUTEIBHON TKAHU

COAC CUHAPOM OOCTPYKTHUBHOI'O allHO? CHA

CPI'l0 CTUMYJISITOPBI PACTBOPUMOM I'yaHWIIATIIUKIIA3BI

ToMX TECT MECTUMUHYTHON XOIbOBI

TII TpEeNETaHue MpeaCcEep A

TOJIA TpoMOOAIMOOIHUS JTETOYHOU apTEpPUH

Y31 YJIBTPa3BYKOBOE UCCIEAOBAHUE

OK (yHKIHMOHATBHBINA KJ1acc

OII GubpwLIAIMs Ipeacepauit

O] dakTop pucka

XOBbJI XpOoHUYeCcKass 00CTpyKTUBHAs 00JE€3Hb JIETKUX

XTJII XpoHudeckas Tpombosamoonuyeckas JII

B/ LHEHTPAJIBHOE BEHO3HOE [aBJIEHWE, pPaBHOUEHHO JaBieHuto B I,
MM.PT.CT.

IBK LIEHTPAJIbHBIA BEHO3HBIN KaTeTep

qCcC 4acTOTa CEPACUHBIX COKpALICHUI

OKT ANIEKTpOKapuorpamma/rpadus

OxoKTI axoKapauorpadpus

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

HFrEF Heart Failure with reduced ejection fraction of left ventricle, XCH co
CHW)KEHHOM (ppakiueit BrIOpoca JIEBOTO KeTyJ0uKa

SV VY napHslit 00beM, MII.

KJII" KoMOuHupoBaHHas (ipe- M MOCTKANUJUISIPHAS ) JIETOYHAs! THIIEPTEH3US

1.4 TIloab30BaTesim MPOTOKOJA: KapAUOJIOTH (B TOM YHUCJIE WHTEPBEHIIMOHHBIE),
KapJIMOXUPYPTH, Bpauu 001Iel MPaKTUKH, TEPANIEBTHI, PEBMATOJIOTH, ITyJIbMOHOJIOTH.

1.5 Kareropusi naumeHTOB: B3pOCIIbIE.

1.6. lllkaJyia ypoBHS 10KA3aTE€JIbHOCTH:

A BricokokauecTBeHHBIN MeTa-aHanu3, cuctemMatuueckuii o63op PKU wmm
kpynHoe PKU ¢ oueHb HU3KON BEpOSATHOCTHIO (++) CUCTEMAaTHYECKON OMIMOKH
pe3ynbTaThl KOTOPBIX MOTYT OBITH PacHpOCTpPaHEHbl Ha COOTBETCTBYIOLIYIO
HOMYJISILHUIO.




BricokokauecTBeHHbIM (++) cHUCTeMaTHYeCKUid 0030p KOTOPTHBIX WM
HCCIIEIOBAHUM CITy4ali-KOHTPOJIb WiIu BricokokauecTBeHHOE (++) KOTOpPTHOE
WIW  WUCCJIEAOBAaHUW  CIy4al-KOHTPOJIb C  OYEHb HUBKHUM  PHUCKOM
cuctematudeckorn ommbku waum  PKW ¢ HeBbicokuM (+) pHCKOM
CUCTEMATHYECKONM  OMMOKH,  PE3yJbTaTbl  KOTOPBHIX  MOTYT  OBIThH
pacupocTpaHEHbl HA COOTBETCTBYIOUYIO HOMYJISLHUIO.

KoroptHoe wim wuccnenoBaHue CIy4al-KOHTPOJIb WA  KOHTPOJIHPYEMOE
uccienoBanre 0e3 paHAOMHU3AIMU C HEBBICOKMM PHUCKOM CHCTEMATUYECKOM
OLIMOKH (+).
Pe3ynbTaThl KOTOPHIX MOTYT OBITH PacHpOCTPAHEHBI Ha COOTBETCTBYIOIIYIO
nonymsinuo  wii PKM ¢ o4eHp HM3KMM WM HEBBICOKMM PHUCKOM
CHUCTEMAaTUYCCKON OIMMOKH (++ WM +), pe3yJbTaThl KOTOPHIX HE MOTYT OBITh
HETIOCPEICTBEHHO PACIIPOCTPAHEHBI HA COOTBETCTBYIOIIYIO TTOIYJISIIIHATO.

Onucanue cepuM Ccly4aeB WM HEKOHTPOJIMPYEMOE HCCIEI0BAaHUE, WIH
MHEHHE SKCIIEPTOB.

Taoauna 2. Kitaccbl peKoMeHaanmi

Knacc Onpeoenenue Dopmyauposka 6 mekcme

Kmacc I |Ilo JAHHBIM kimHuyeckux | ITokazano/pekoMeHtyeTcs

UCCIEIOBAHUM W/WiIM 10  oluemy
MHEHUIO JaHHBIA METOJ| JICUCHHs WU
BMEIIATEeIHCTBO TMIOJIC3HBI U
3¢ PEeKTUBHBI

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

pacxoXKJeHUE MHEHUH 10 TOBOAY | MOJAKIacca a uim b
N0JIb3b/ 2P PEKTUBHOCTH
npeajaraeMoro MeToJa JICUCHUS WM

BMEILIATEIbCTBA

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

[Tonb3a/ahdexTuBHOCTD Metona | MoxeT paccMaTpuBaThCs
JICYCHUS W BMeEIIIATEIHLCTBA

YCTAaHOBJICHBI MCHCC Y66I[I/ITGJIBHO

Kiace I | ITo JAHHBIM KinHuyeckux | He pexomenayercs

UCCIIEIOBAHUM WU OO0IIEMYy MHEHUIO
METOJI JICYCHHUS WIM BMEIIATEIIHLCTBO
oecrnionie3ubl / He 3(DPEKTUBHBI U B
HEKOTOPBIX  CIlydasX MOTYT OBITh
BPEIHBI




1.7 Onpenenenue [1-5]: JlerouHass runepTreH3usi — 13TO Tpymnmna 3a00JIeBaHUU,
XapaKTepU3YyIOUIUXCA IPOTrPECCUPYIOIIUM IIOBBIIIEHUEM JIETOYHOTO COCYJIHUCTOIO
CONpPOTUBIEHUS W JaBieHuss B JerouyHoil aprepun (AJIA) ¢ paszBuTHem
MIPaBOXKEITyTOYKOBOM CEpPACYHONM HEJOCTATOYHOCTH M MPEKIECBPEMEHHON THOenu
NauuMeHToB. JluarHoctnyeckum Kputepuem JseroyHoi runeprensun (JII') sBusercs
MOBBIIICHUE CPEIHEro NaBlieHus B JeroyHou aprepuu (mPAP) >20 MMpT.CT. B 1oKoe
[0 JTaHHBIM MaHOMETPHUM, IPOBEACHHOM BO BpEMS KATETEPHU3ALMM IPABBIX OTHEIIOB
cepaua (KIIOC) [1-5].

Jlerounass aprepuajibHasi (CHH. NpeKANWLISIPHASI) THIEPTEH3H —KINHUYECKOE
COCTOSIHME, XapaKTepu3yrouleecs HaJIndheM npexkanwuiipHod JII' mpu oTcyTcTBUH
Ipyrux OpuuuH ToBbimieHUS MPAP, Takux kak 3a0oyieBaHUS JIETKUX, XPOHUYECKOUN
TpoMOosMOosuK nerounoit aprepun (TIJIA, XTJI[') u T.A., B TOM 4YHCIE PEIKHX
Oouesnei [1].

Jlerounass BeHO3Hast (CHH. M30JMPOBAHHAS MOCTKANM/LISAAPHAS, IACCHBHAA)
THIIEPTeH3Us1 — TUIEPTEH3Us, Pa3BHUBAIOIIASCS BCIECICTBUE ITOBBILICHUS IABICHUS
HAaIlOJJHEHUsI JIEBBIX OTHEJIOB CEPALIA, PETPOTrPagHOTO TOBBIIMICHUS JABJICHUS B
KaWJUBIPHOM U apTEPUAIIBHOM PYCIIE.

KomOuHupoBanHasi (mpe- M NOCTKANWLISAPHASA) JeroyHas runeprensus (KJII),
pa3BuBaeTcs Ha (H)OHE MACCUBHOM, NOCTKANWUISAPHOW JIETOYHOM TUIEPTEH3UU C
MOCEAYIOIIUM ITPUCOEAUHEHNEM AKTUBHOM BA30KOHCTPUKILWU apTEPUATBHOTO PYCIa;
Bcaenacteue 3toro, KJIIN - koMOuHaAMM reMoJuHaMHUUECKUX KPUTEPUEB OOOMX THUIIOB
JIETOYHOM TUTIepTeH3HH. (Tab.2)

1.8 Kaaccunduxkanus [1-3]:
Taoauna 3. Knuanueckas kaaccuuxanus JIT [1]

1. I'pynna 1 — Jlerounasi aprepuajbHasi THIIEPTEH3USA

1.1  HWnouonatuueckas (UJIAT)

1.2 Hacnencrsennas

1.3 HMunyuupoBaHHAsI IPUEMOM JIEKAPCTB U TOKCUHOB

1.4 JIAI accouumnpoBaHHas C:

1.4.1 CucreMHbIMH 3a00JIEBAHUSIMA COEINHUTEIHLHON TKAaHU

1.4.2 BUY-undexuueit

1.4.3 IlopTanbHOIl rUNEpTEH3UEH

1.4.4 BpoxaeHHBIMU MTOpOKaMHu cep/na (cM.1a01.26)

1.4.5 Iuctocomo3s

1.5 JIAT pecnoHnepoB Ha JJIUTEIBbHYIO TEpaNuio OJIOKAaTOpaMH KaJbIIMEBBIX KAHAJIOB
(BKK)

1.6  JIAT c ssBHBIM BOBiIeUeHHEM JierouHbIX BeH/KanuuispoB (BOBJI/JIKT)

1.7  Croiikas (nepcuctupyromasi) JII' HOBOpOKIEHHBIX

2. I'pynna 2 — JIT" BeJieicTBHE NATOJIOTHH JIEBBIX OT/I€JI0B CepALa

2.1  XCH c coxpannoit ®B JIXX (HFpEF)

2.2 XCH co camxennoit @B JIXK (HFrEF)




2.3  KianmanHble NOPOKH cep/lia

2.4  BpoxaeHHBIE/MPUOOPETEHHBIE KAPAMOBACKYJISIPHBIE COCTOSIHHE IMPUBOJSIINE K
Pa3BUTHIO NOCTKANMUIUISpHOU JIT'

3. I'pynna 3 — JII" BeJieacTBue NATOJIOTHM JIETKUX W/WJIM THIIOKCUM

3.1 Xponuueckas 00OCTpyKTUBHAs O0JE3Hb JETKUX

3.2  HuTtepcrunnaiibHas 00JIe3Hb JIETKUX

3.3 pyrue 3a00yieBaHUs JETKUX CO CMEUIAHHBIM PECTPUKTUBHBIM U OOCTPYKTUBHBIM
KOMITOHEHTaMU

3.4 T'unokcusa 0e3 3a00JI€BaHU JIETKUX

3.5 Ilopoku pa3BUTHUS JETKUX

4. I'pynna 4 — XpoHudeckasi TpoMOOIMOOIMYeCKasi JeroYHasi THNepPTeH3usl M
Apyrue BUAbI 00CTPYKIHH JIETOYHON apTepun

4.1 Xpounuueckas nmoctpombosmMOoaudeckas 6one3np gerkux (XTJI)

4.2 Jlpyrue BUIIbI OOCTPYKIIMH JIETOUHOMN apTepuu

5. I'pynna 5 — JII' ¢ HesICHBIM M/MJIM MHOK€CTBEHHBIMH MeXaHU3MaMM

5.1 3abosneBaHusi KPOBU

5.2 CucrteMHble 3a007€BaHUs U METa0OIMYECKUE PAcCTPOMCTRA.

5.3  Jpyrue cocTtosiHuA

5.4 KoMIUIEKCHBIE TOPOKHU Pa3BUTHUSA CepALa

COKpaIHGHHHI XCH- XPOHHUYCCKaA CCpACUHAsA HCAOCTATOYHOCTD

Taomuna 4. I'emomuHamMuyeckasi kjiaaccupukanus JeroyHoil 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 prcer. | 3.JII' BciaeacTBue MaToJIOTHU
neroyHas runeprensusa | PVR >3 en. WU JICTKUX
4. XTI
5.JI'' ¢ HeICHBIMH  W/WIU
MHOKECTBEHHBIMU
MEXaHU3MaMH1
BeHno3snas DPG < 7 mm pt.ct. w/unu | 2. JII' BcienacTBue MaTONIOTHU
(n3oMpoBaHHAs PVR <3 WU w/nnu PAc | 1eBbIX OTIEJIOB cepana
MOCTKAMWILISIPHAS ) <2.3MJI/MM.pT.CT. 5. JI' ¢ HeACHBIMH W/WIHU
JIETOYHAs TUTIEPTEH3US MHOKE€CTBEHHBIMU
MEXaHU3MaMH1




Kom6unupoBanuas DPG > 7 mm pt.cT. w/unu | 2. JII' BchnencTBue maTtoiaoruu

(mocTkanuiuIApHas u JIEBBIX OTJZEJIOB CEpALA

MpeKanuuIsipHas) PVR > 3 en. WU PAc > |5. JII' ¢ HesacHBIMH W/WIH

JIerO4Has TUIepTeH3us | 2.3MIJI/MM.pT.CT. MHO>KECTBEHHBIMHU
MEXaHU3MaMHU

Coxpawenusn: DPG— ouacmonuueckuii nyrvmonanvuviil epaouenm (DPAP — PAWP), mm.pm.cm. mPAP. — cpeouee
daesnenue 8 1e204HOU apmepu,

PAWP — Oasnenue 3axnuHuanus 6 1e2o4nol apmepuu, mm.pm.cm, JIAI — necounas apmepuanoHas cunepmensus,

JII" — necounas cunepmensus,

PVR — necounoe cocyoucmoe conpomuenernue, (nPAP-PAWP)N\CO, WU WU — edunuywt Byoa.

PAc — komnaaiienc necounou apmepuu (SV/ (SPAP - DPAP)), ma/mm.pm.cm.

Tadanna 5. PyHKIMOHAJIbHAS KJIACCH(UKAIUA JEerOYHOM runepren3nu [3]

Knacc 1

- nmaruenThl ¢ JII' 06e3 orpannuenust puzndecko akTUBHOCTH. OObIUHAS
¢u3nyeckas aKTUBHOCTh HE BBI3bIBACT MOSIBIICHUE OJIBIIIKH, CIa0OCTH,
00JI B TPYTHOU KJIETKE, TOJIOBOKPYKEHHUS.

Knacc I1

- marenTsl ¢ JII', npuBodAIEel K HEKOTOPOMY CHIKEHHUIO (PU3NYECKON
aKTUBHOCTU. B mokoe oHM ourymarT cedst KoM(pOpPTHO, OAHAKO OObIYHAS
(¢u3nueckass aKTUBHOCTb CONPOBOXKIAETCS TOSIBICHHUEM  OJIBIIIKH,
c1a00CTH, O0JIM B TPYJIHOM KJIETKE, TOJTOBOKPYKEHHUSI.

Knacc 111

- manuentel ¢ JII, mpuBoxsiield K BBIPAXXEHHOMY OTPaHUYCHHIO
¢busnueckoit  aktuBHOocTU. HeOonbiias  ¢usnyeckas aKTUBHOCTh
BBI3BIBACT TMOSIBJICHUE OJIBIIIKU, CIa00CTH, OOMU B TPYIHOM KIETKE,
T'OJIOBOKPYKEHHS.

Knacc IV

- mnamueHtel ¢ JII' HecrmocoOHBI BBIMOJHATE JHOOYHO (PU3MUECKYIO
Harpy3Kky 0e3 BBINMICTICPEYHCIICHHBIX KIIMHUYECKUX CUMITOMOB. OJIBITIIKa
WM cIaboCTh MOTYT TPHUCYTCTBOBAaTh Jake B IIOKOE, JUCKOMQOpPT
BO3pacTaeT MpPH MHHUMAJIBbHON Harpy3Ke.

Tabumua 6. Puck-crparndukanus NalMEeHTOB € JIETOYHOM runeprensuei [3]:

Daxmopu, Huskuii puck <5% | Cpeonuii puck | Bovicokuii puck
onpeoensauiue nPpozHo3 5-10% 10%

(nemanvHocmo 6

Kimanueckne mnpusHaku | OTCyTCTBYIOT OTCcyTCTBYIOT IIpucyrcrtByror

IDK BenocTtaTouHOCTH

[IporpeccupoBanue Her Mennennoe bricTpoe

CUMIITOMOB

Cunkone Her Penxue IToBTOpHBIE
CUHKOIIE® CUHKOIIE*

®K (BO3)

LI III v




ToMX >440 m 165-440 m <165 M
KapauonynsmonaneHeiii | [TukoBoe VO:2 | ITukoBoe = VO2 | [luxkooe  VO2
TecT ¢ ¢uzndeckou | >15mi1/MuH/KT 11-15 ma/mun/xr | <1 1mi/Mus/KT
Harpy3Kou (>65% ot | (35-65% ot | (<35% oT
MPOTHO3UPYEMOTO) | IPOTHO3UPYEMO | TIPOTHOZHPYEMO
VE/VCO2 ro) VE/VCO2|ro) VE/VCO2
SKBUBAJICHT 36 SKBUBAJIEHT 36- | 9KBUBAJICHT >45
44.9
Konnentpanuss BNP NT- | BNP <50  ur/n | BNP 50-300 | >300 HI/JI
proBNP B mutazme kpoBu | <300 Hr/n HI/ >1400 Hr/n
Busyanusupytomue [momane [T <18 | IInomane I | [momane  IIII
Metonbl  (OxoKI', MPT | cm2 18-26 cM2 | >26 CcM2
cepua) [lepukapananensiii | Ilepukapauanen | [lepukapamanex
BBIIIOT OTCYTCTBYCT Oro BEIIOTA HET | BIA BEIIOT
nim
MUHUMAIEHBINA
I'emonuHamuka OBA <8 mm pr.cer. | IBJ 8-14 mm | OB >14 wmm
Cl >2.5 n/mMub/m2 | pT.CT. PT.CT.
SvO2 >65% CI 2.0-24 | CI <2.0
a/mun/mM2  SvO2 | n/mun/m2  SvO2
60-65% <60%
Ilpumeuanus: o - 6OILUWUHCMEO NPEONOICEHHBIX NOKA3AMENEU U 3HAYEeHUTI OCHOBAHbL Ha MHeHuu scnepmos. OHu mo2ym
Cokpawenun: BO3 — Bcemupnas oepanusayus 30paeooxpanenus, I — oasnenue 6 npasom npeocepouu, MPT —
Ma2HUmMHO- pe3oHancHas momoepagus, I — npasoe npedcepoue, CH — cepdeunwiii unoexc, TO6MX — mecm
wecmumunymuou xo0voot, ®K — gynuxyuonanvusiii mecm, BNP — mo32060t nampuilypemuueckuu nenmud, NT-proBNP
— N-mepmunanvuvlii hpazmenm mMo3208020 Hampuilypemuieckoeo nponemuda B-muna, SvO2 — camypayust KUciopooom
cmewanHoll 6eHosHol Kposu, VO2 — nompebnenue xkuciopooa, VE/VCO2 —eenmuasimopuwitl IK8UBALEHM 00PA308aHUs
ouoxcuoa yenepooa

2. METO/bI, ITIOJAXO/JAbI U ITPOUEAYPBI IMATHOCTHUKMU [1-10]:
2.1 /luarHocTuyecKkue KpuTepum:

/Kano0b1 1 aHAMHe3:

Heobxoanmo cobuparh anamMHe3 OOJE3HU U KU3HU Yy BCEX MAIMEHTOB C MOJI03PEHUEM
Ha Hanmaue JII' (I-C) [1-3].

@akTopbl pHUCKAa PA3BUTUSA  JIEKAPCTBEHHOI/TOKCUH-UHIYLIMPOBAHHON  JIETOYHOMN
runeprensuun  (JIT-JIAI') moryr ObITh KiIacCU(DUIIMPOBAHBI Ha ONpEACIEHHbIE U
BO3MOKHBIE [1].

BeposiTHyt0 CBSI3b MNPU3HAIOT, €CJIM CYLIECTBYET MHOXECTBO CIIy4aeB C JTUM
MpenapaToM WM MpernapaToM co CXOKUM MEXaHU3MOM AeicTBus (Tad. 7).

Tadaumma 7. PakTopsl PpHUCKA NPH NPUMEHEHUH JIEKAPCTB/TOKCHHOB, POJb
KOTOPBIX N3BECTHA B PA3BUTHH JIETOYHOI runeprer3um [1].

Onpedenennvie Bepoammnvie

* AMHUHOpEKC * Kokaun




* ®endaopaMuH * OeHWINponaHoJaMuH

* Jlexchendropamun * L-tpunrodan

* bendmoopekc * AmdeTamMHHbBI

» Tokcuyeckoe pancoBoe Macio | * 3Bepo0oii

* MeramderaMuHbI * Unarepdepon a u

» Jazatunu0® * AJKUIUPYIOLIUE areHThI
* bo3yTuHuo

* IIpoTuBOBHpYCHBIE MpenapaTsbl OPSIMOro
JIEWCTBUS MTPOTUB BHpyca renatura C

 JledbmyHomua

« UnnupyOun ( TpaBa u3 Kurtas Qing-Dai)

B cemeiiHoM anaMHe3e, ¢ y4eTOM pucka Hanuuusi HacienctBeHHon JIAL, HeoOxoammo
UCKJIIOYUTh HAIW4KMe KIMHUYEeCKOM cumnTomMaTuku JIAI' y poICTBEHHHKOB MallUEHTA,
YA-1- O) [3].

Baxen cnenuduueckuii cOop aHaMHe3a B cilydae MOJO3PEHUsS] HA TPOMOO3 TITyOOKUX
BeH, TOJIA, Kak TpUYMHBI PA3BUTHSI XPOHHUUECKOU MOCTPOMOOIMOOTUIYECKOM JIETOUHOMN
runieptensuu (XTJID).

3agepxkka (PU3NUECKOTO PA3BUTHS, CHUKEHUS TOJEPAHTHOCTU K (PU3MUECKON HArpy3Ke
C JeTcTBa M B MOJIOJOCTH, YacThle pECHHUpPATOPHbIE 3a00JEBAHUS BbI3BIBAIOT
nogo3penue Ha JII' acCOLMMPOBAHHYIO C BPOXXKJAEHHBIMH MOPOKaMH Pa3BUTHS CEpALA
WM OPOHXO0JIETOYHOUN CUCTEMBI.

[IpodeccoHaIbHBIM  KOHTAKT C TOKCHYECKHMM  BEIIECTBAMHU, 3JIOYINOTpEOJICHHE
aJIKOTOJIeM, XPOHUYECKHE BUPYCHBIE Te€NaTUThl, HauOojee BepoOsSTHAs MPUYHHA
pPa3BUTHS  TOPTO-NYJIbMOHAJIBHOW  THMEPTCH3UH WM  TPUOOPETEHHOM  BEHO-
OKKJIFO3MOHHOM 00JIE3HU JIETKHX.

Je6rot JIT' y *KeHIMH B MOJIOJIOM Bo3pacTe, Hanbosee tunudeH st JIAI, B yacTHOCTH
IUT UAMONIATUYECKOM JIETOYHOW THIIEPTEH3UU:

He6rot JII' B 3penioMm, MOKUIOM U CTaPUYECKOM BO3pacTe, y MYKUMH U KSHIIHUH, OoJiee
xapaktepen st apyrux ¢opm JII' (3aboneBanue neBbix oTAenoB cepama, XTJIT,
3a00JIeBaHUsI COEUHUTENLHON TKaHM), HeXxenu uanonatudeckon JII'.

Coueranns JII' ¢ aprepuanbHON runepren3uen, coxpanHon @B JDK, BeipaxeHHOU
runeprpopueit  muokapna JIK, neOombmoi mnonocteio JDK, aumactonumueckoi
muchynkuuent JOK 3-4 tuna, nanbonee Bepositao ansa JII' va pone HFpEF.

Bce knmuanueckne cumnTomsl JII', BBISBIISIEMBIE IPU PACCIIPOCE U OCMOTPE TALMEHTOB,
HE SIBJIAIOTCS TATOTHOMOHUYHBIMH, YTO YaCTO 3aTPYIHSIET PAHHIOIO JUArHOCTUKY [1-3].
Knunnueckas kapTuHa onpeaenseTcs CleayonuM CUHIPOMaMU;

* Huszkoro cepaednoro BrIOpoca W IMPKYJISIPHOM THUIIOKCEMHH: OJIBIIIKA, CJIa0OCTh,
MOBBINICHHAS] YTOMJIIEMOCTh, ©OONMM B OOJACTH Cepjlla, TOJOBOKPYXKEHUS U
CUHKOTAaJIbHBIE cocTosiHUA. Ha HauansHOM 3Tane JII' MoxkeT mpoTekarh 6€CCUMITOMHO.
Oppimka pu GU3MYECKUX HArpy3Kax SBISETCA HanOOJee YaCThIM CUMITOMOM JIe0r0Ta
3aboneBanus [6,7].

10



* [Ipu3Haku NPaBOKETYTOUKOBOM CEpPACUHON HEIOCTATOYHOCTH: TMepudepuyeckue
OTEKHU, FeraToMeraus, aclimT.

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

- OCHILIOCTb r0JIOCa, BCIEICTBUE CAABIECHUS BO3BPATHOIO TOPTAHHOTO HEPBA:

- OOCTPpYKTHMBHOMY CHHIIPOMY BCJICJICTBHE€ KOMIIPECCHH OpPOHXOB (MOXET OBIThH
OJTHOCTOPOHHUM):

- CTEHOKapJuel HamnpssKeHUs W MOKOosl (BO3MOXKHA aTUIWYHAs KapTUHA), BCICACTBUE
CHABJICHUS CTBOJIA JIEBOM KOPOHAPHOW apTEpUU MEXIY YCThSIMHU AOPThl U JIETOYHBIM
CTBOJIOM:

- KpoBoxapkaHue y nanueHtoB JII' MoxeT ObITh CBSI3aHO C Pa3pbIBOM OPOHXHAIBHBIX
apTepuil CIM3UCTON OPOHXOB.

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

- OpPTOMHO?, OTEKHM M CepJIeUYHas acTMa YyKa3blBa€T Ha TOBBIIICHWE BEHO3HOIO
JABJICHUSI W 3aCTOMHBIC SIBJICHUS B MaJloOM Kpyre KpOBOOOpalleHUs BCIECACTBUE
MOPaKeHUs JIEBBIX OTAEIOB cepana [2,3].

- aptpanruu, c-M PeiiHo, KOXKHbIE MPOSIBIICHUS, TUXOpaJKa, HePpUT, U T.A. YKa3bIBAIOT
Ha CBS3b OJIBIIIKUA C CUCTEMHBIMU 3a00JI€BAHUSIMU COSTUHUTEIILHON TKAHHU.

- Xpall, HOYHOE aIllHO3, JTHEBHAs! COHJIMBOCTb, O)KUPEHUE, TUIIOKCEMUS (TIEpHOIUUECKas
WIM TIOCTOSIHHAs), MOTYT OBITb CBSI3aHBI C MPOSIBJICHUSMHU  aJbBEOJISIPHON
TUMOBEHTWISIIIUKM  (C-M  OXKUPEHUS-TUIMIOBEHTWIAUU (ycTapeBiuee: c-M [IukBuKka),

COACQ).

Pu3uKagabHOe 00C/IeJ0BaHNe:

* Huzkas macca tena, unnekc maccol Tena (MMT), nundantuimsm, 0onbllie XapakTepeH
st BIIC u BpoxaenHoi natosoruu Oponxosnerounoit cuctemsl (BITIBJIC).

*IIpu pusnkanbHOM OCMOTpe Yy Takux nanueHToB ¢ JII' Haubonee yacTto BBIABISIETCS
aKpOIMaHO3, PH JJIUTEITLHOM T€UEHUU 00JIE3HU- U3MEHEHHUE (DaJIaHT MaJIbUEB MO TUITY
«OapabaHHBIX MaJOYEK» M HOITEW B BHUJE «YACOBBIX CTEKOJ», M3MEHEHUE (POPMBI
rpyaHoi kineTku («OoukooOpasHas» TpyAHas KIETKA) WM HEAOPa3BUTHH YacTU
IpyAHOU KJETKU (IpocTas WM KUCTO3HAs TMMOIUIA3Hs JIETKUX, OPOHXO03KTa3us U 1p.)
IIpn pa3BuTMHM NPABOKETYNOYKOBOM  CEpACYHOM HEJOCTATOYHOCTH Y

OOJILHBIX OTMEUAlOTCs HAOyXIMEe MIeHHBIE BEHBI, TeraToMeraius, nepudepudeckue
OTEKH, ACILIUT.

s [lepudepuueckass pecarypamust (Sp0O2<93%) xapaktepua nns BIIC (serouno-
cucteMHblii unu aByHanpaieHHbld 1yHT) W BIIBJIC (pecnupaTopHasi rumokcusi),
onHakKo Bo3MokHa W mpu JIAI' npu (QyHKIMOHHMPYIOIIEM OTKPBHITOM OBAJLHOM OKHE
(O00O). ChopoBouupoBaTh CHUCTEMHYIO JecaTypaldid y TakuX MalMeHTOB,
KOMIIEHCHPOBAaHHBIX B IIOKOE, BO3MOXHO Mpu npoBeaeHun TO6MX B couderaHuu c
MyJIbCOKCUMETpUEH (PeCTUpaTOPHBINA TECT).

*Ilpu JII' accomuupoBaHHOW ¢ Haluuue (QYHKIUOHUPYIOMIETO (OTKPBITOIO)
aprepuanbHoro mnpotoka (OAII), BO3MOXHO pa3BUTHE «CHUHIpOMa ApPJIEKUHO»:
HOpMaJlbHasl caTypaluss Ha BEPXHUX KOHEUHOCTSX U Jecarypaluss B HUKHUX
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KOHEYHOCTSIX, YTO OOYCJIOBJIIEHO JIETOYHO-CUCTEMHBIM IIYHTOM B HUCXOJSIIYIO aOpTy,
npu nepdy3uu XOpoIIo OKCUTEHUPOBAHHONW KPOBBIO BEPXHEW YacCTH Tejla WM MPaBOu
PYKHU.

* Teneanrnskrasuu, CUHAPOM PEeHHO M OTEK nanplUEB KHCTEM XapaKTEpPHBbI IS
CUCTEMHOM ckjepoaepmud [3].

* CoCyIuCThIE 3BE3/I0YKH [0 TUINY «IAayTUHKW», MEYEHOYHBIM 3amax M MajJbMapHas
spUTEMa IPEANOoIaraoT 3a00IeBaHNe TICYCHH.

* Ayckyabstannio cepana (I-C) [3]. Akuent Il ToHa Haj JeroyHo# apTepueit u/mim ero
pa3ABOCHUE,  MAHCUCTOJIMYECKHM  CHCTOJMYECKMH  IIYM  TPUKYCIHAAIBHOU
HegocTaTouHOCTH, yM ['paxema Crumna [1,2,7]. Ipu JII' accouupoBannou ¢ BIIC,
ayCKyJIbTaTHBHAs KapTUHA O0YCIIOBIMBAETCS OCHOBHBIM 3a00JIEBAHUEM.

* Ayckyabtamus Jerkux (I-C) [3-4]. AyckyinbTaTWBHAas KapTUHA B JIETKUX IIpHU
Hanmuuuu JII' accouuupoBaHHOM ¢ 3a00JieBaHUAMU JIETKUX OyneT o0yciaBIMBATHCA
OCHOBHBIM 3a00JIEBaHUEM: «IIIYM Tpecka UeuiopaHa» MNpU HHTEPCTUIHATBHBIX
3a00€eBaHus JETKUX, JOKAIbHAS KpENUTAUs IpH OPOHXO3IKTa3aAX.

JlaGopaTopHble ncciie10BaHusA (BCceM KAaTeropusiM nauuenTon) [3]:
Taomuna 8. JlaboparopHast auMar€HocTMka 1P JIETOYHOW TrHUIEepTeH3uH (¢
u3MeHenusimu [3]).

Ilokazamenws Hnmepnpemauusn Ypoesens
ookazamenvbHoCmu

OOt aHau3 KpoBU Jns ncknrouenus BTopuuHsix JII' I-C

OOmwmii aHaM3 MOYH Jns nckmouenus JIAI' nmpu C3CT (nedpur,
MPOTEUHYPHS).

TTT, T3, T4 Jns nexmouenns BTopuuHsix JII' I-C

Koarynorpamma (I1B, Jnst nckmtouennss BropuuHbix JII' I-C

TB, AYTB,

¢ubpunoren). MHO Jns nanmenTos nonyyaromux ABK.

buoxumunueckuit ananus | Becem nepBUYHBIM OOJIBHBIM, OLIEHKA I-C

KpOBHU (KpeaTUHHH, | HyTPUTUBHOTO CTaTyca, JUarHOCTUKA U

MOYEBHHA, HATpUH, | ATMHAMHUKA MPABOXKEITYJOUYKOBOMN

KaJMi, MOuYeBasi KUCIIOTa, | HEJOCTATOUHOCTH.
C-peakTuBHBI  OEIOK,
o0muit XOJIECTEPHH,
oO1muit 6emoK, abOyMUH,
CBIBOPOTOYHOE JKEJIE30

ACT, AJIT, obumit u | Bcem mnepBUYHBIM OONBHBIM, E€XKEMECSUYHO I-C
pSIMOH OMILTUPYOUH BCEM TTOTYYarOIITUM AQHTarOHUCTHI

penenTopoB 3HAo0TenuHa (APD)
Turp anTuHyKIeapHbIX | Becem nepBuunbM OonbHBIM ¢ JIAL, mis I-C
antuten, ANA, ENA, | uckmouenus JIAI" acconumpoBanHol ¢
ANCA, PO C3CT.
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N-TepMUHAIBHBII IIporaocTuueckuii Mapkep I-C
(hparMeHT MO3rOBOTO

HaTPUNYPETUYECKUOTO
nentuaa (NT-proBNP)

BUY-undexmams Hns uckmouenus: Bropuynont JII' I-C

NHcTpyMeHTalIbHBIEC HCCIIEIOBAHUS (ITPOBOIUTCS BCEM MAI[UEHTAM ):

* [ly1bcokcuMeTpus B TOKOE, HA BEPXHUX U HHX)KHUX KOHEUHOCTSX, I JUATHOCTUKH
BIIC, B wactHocTn OAIL

[Ipy Hammuum cusHgpoMa PeiiHO, BO3MOXKHA JHUCCOIMALMS MEXIY KIMHUYECKUM
JAHHBIMUA (OTCYTCTBHUE BUJIUMOW OJIBIIIKM W CUCTEMHOW TUIOKCEMHHU) U JaHHBIMU
nepudeprdeckoil cartypanuu (pe3Ko CHUXKEHA) H3-3a BBIPAKEHHOW apTepUaibHON
BAa30KOHCTPUKIIMU B NaibIaX; B 3TOM CIy4ae HEOOXOJIMM aHaju3 ra30B apTepHaIbHON
KpOBH, B KOTOPOM MapIHabHOE JaBJICHUE KUCI0pOoaa OyIeT COOTBETCTBOBATH HOPME.

* PecnupatopHubliii  TecT (IMyJIbCOKCUMETPHUS, B COYETAHHH C TECTOM O-MHHYTHOMN
X0J1bOBI U CYOBEKTUBHOM OIICHKOM OABIIIKH 110 bopry).

[Tpu BIIC c JII" ¥ npenuMyIiecCTBEHHO CUCTEMHO-JIETOYHBIM COpOCOM, MPU (PU3NYECKON
Harpy3ke BO3MOXXHO TIOSIBJIEHHME JIBYHAIllpaBJIEHHOTO cOpoca, KOTOpPBIA JIETKO
pPETUCTPUPYETCS MO TOKA3aTeNsIM CHCTEMHOM JlecaTypallid W CBUIETEIBCTBYET O
(bopMHpPOBaHUU CUHIPOMA Dil3eMeHrepa.

B Toxe Bpems, NpuM HAMOMATHYECKOM JIETOYHOW THUIEPTEH3HUH, Aecarypanus NpH
(dusnyeckoil Harpyske, CBHAETENbCTBYET O Hamuuuu OOO, npu 3HAYUTEITHHOM
MOBBIIIIEHUU ABJICHUS B JISTOYHOW apTepuu Mpu (PU3NUECKON HArpy3Ke U MOSIBJICHUU
CITACHUTEJIBHOTO JIETOYHO-CUCTEMHOTO IIIYHTA.

Pexomennyercst orienuBath @K B cooTBeTCTBHM ¢ (DYHKITMOHAIBHON Kilaccudukanuen
BO3 y Bcex 6onbubix JII'(I-B) [1,2,3], uTo siBnsieTcs MOAUGPUIIMPOBAHHBIM BapUAHTOM
KJIaCCU()UKAITUH HLIO-ﬁOpKCKOﬁ Accommanuu Cepana (NYHA),

* Jnexkrpokapauorpagus (IKI') y Bcex Oombupix JII'(I-C) [1,3]. OKI' BeisBIseT
npusHaku rurneptpodhun u mneperpysku IDK, nunatamuum u runeptpodun mpaBoro
npeacepausi (I1I1) (p-pulmonale), oTkIOHEHHE SJIEKTPUYECKON OCH CepjIia BIPaBo.
['uneprpodus [1K BeisiBnisiercs y 87%, OTKIOHEHHE IEKTPUIECKOM OCH cep/ilia BIPaBo
-y 79% 6onpubix ¢ UJII'. YuuteiBas, yto uyBcTBUTENBbHOCTH DKI' cocTaBiser nuuib
55%, a cneuuduunocte — 70%, DKI' He Bcernma siBiseTcsl METOAOM CKpUHUHTAa B
muarHoctuke JIAI. YV OombHbix ¢ Tsxkenon JIAIT MoxkeT oOHapy>KuUBaThCs
HeusMeHenHas JKI' [1-3].

* Pentrenorpagus opranos rpyaHoii kiaerku (I-C) [1-3,5]. Pentrenorpadus opraHos
TPYIHON KJIETKM MO3BOJISIET YTOYHHUTH 3THOJIOTHIO JII': BBIABUTH MHTEPCTULIHAILHBIC
3a0oneBanusi Jerkux, mnpuoOpereHHsie mopoku u BIIC, cyauts o Tsokectu JIT.
OCHOBHBIMH PEHTIC€HOJOTUYECKUMH Tpu3Hakamu JII' sBisitoTCs BBHIOYyXaHUE CTBOJIA H
JIEBOUM BETBU JIETOYHOU apTepuu, KOTOpbie (popMuUpyroT B npsmoii mpoekruu I xyry mo
JIEBOMY KOHTYPY CE€p/illa, PaCIIMPEHUE KOPHEU JIETKUX, YBEJIMYEHUE IMPABBIX OTIACIOB
cepana. Y OospmuHcTBa manueHToB WJIIT oTMedaeTcsl MOBBINICHHE MPO3PAYHOCTH
JIETOYHBIX TIOJIeH Ha Tiepudepru 3a CYeT 00CTHEHHSI JIESTOYHOTO PUCYHKA.
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* TpancropakanbHas IxoKI' mokost - MeToJ HEMHBAa3UBHOI'O JAHUArHOCTHYECKOIO
MCCJIEI0BAHMS TIEPBOM JIMHUH, Y BCEX MALMEHTOB ¢ noao3penueM Ha Hamuuue JII (I-C)
[1-5].

OrneHuBaroTcsl creayioue Mokaszarenn gaBineHus B JIA u aucdyHkumu mpaBbix
OTJIEJIOB:

* PSPAP >25 MMm.pr.cT.

e Jlunaranus JeroO4YHOro CTBOJA > 25 MM.

* [lepukapauaibHbINA BBITIOT

* {unstanus npasoro xenynouka (I10K) o cneayromum KpUuTepusm:

- JIuneiHpie pa3mepsl BbIBOJHOTO Tpakta IDK > 3 cM, B mapacTepHaIbHON MO3UILINU T10
JUTMHHOM OCH, B KOHLIE TUACTOJIBI.

- JIuneitnpie pasmepsl DK B anukanbHONH YETHIPEXKAMEPHOW TO3MIMH, B KOHIIE
cuctoiibl (0a3anpHBIM nuamerp >2,8 cM, cpeaHuil auamerp >3,3¢M, IPOJOJIbHBIE
pa3Mephl BEpXyIIKa-oCHOBaHUE >7,9 cm)

- IImomane 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 TBYXMEPHOU
OXOKT', B cyOKOCTaNnbHOM WU ApACTEPHAIBLHOM IMO3HIINH)

* [IpaBoe npencepaue:

- JIunelinbie pa3mepsl >3,8 cM (quacTojia MpeAcepanid, mapacTepHaibHas MO3ULHS 1O
JUTUHHOM OCH)

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

- ITnomane npaBoro npeacepaus > 20 cm2,

* CHmxenue cokpatumoctu [DK

- Cokpamenue momanau DK (Fractional Area Contraction, FAC RV) <32%

- JIBI>KeHHEe IUIOCKOCTH TpUKycnuaanbHoro kianaHa B cucrony (Tricuspid Annulus
Plane Excursion, TAPSE) < 16 mm.

e [TapanokcansHoe amxenne MOKII xapakTepHoe sl Meperpy3kd AaBICHUEM WIH
00bEMOM.

* JlononHuTEnbHBIE 00pa30BaHUS B IIPABbIX OTAEIAX.

Pexomenayercs oneHUBaTh BEPOSATHOCTh HAMUMs JII' O TaHHBIM TpaHCTOpaKaabHOU
Ox0KI' y Bcex mannenToB JII' Ha OCHOBaHUYM ONPEAEIEHUS CKOPOCTH TPUKYCIIUAATBHON
PETYPTUTALIMK U HATUYHS JTOMOJHUTENbHBIX (pakTopoB pucka (I-C) [3].

Jliist onipenenenust BepoaTHOCTH JII' y manueHToB ¢ cCMMIITOMaMu 3a00J1€BaHuUs Ha dTare
CKpUHMHIA TMPEMJIOKEHO  MCIOJIb30BaTh  IOKa3aTelb CKOPOCTH IOTOKAa  Ha
TPUKYCITUJATBHOM KJarane (Tadmmia 9).

Tabonuua 9. BepositHocts JII' Ha ocHoBanMu aaHHbIX JXOKI' y cMMITOMHBIX
nanueHToB ¢ nopo3penuem ua JII" [3]:

IHuxkoean ckopocmb Hanuuue Bepoamnocmo JII' no
MPUKYCRUOAIbHOUL O0ONOTHUMENIbHBIX oannvim IxoKI'
pezypaumayuu (m/cex) IxoKT*- npuznaxoe JII'
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<2.8 Uy He oNpeaesIeTCs HET Huzkas
<2.8 wIn He ONpenensaeTcs €CTh
2.9-34 HET Cpenusis
2.9-34 eCTb
>34 He TpeOyeTcs Beicokas

bonee I[MpaBUJIbHAA OICHKA

BeposiTHocTu JII' Oyner ycTaHOBJIEHa IMpU aHAIM3e

JIOTIOJTHUTENIBHBIX TpU3HAKOB moBbIieHus JJIA mpu wmccrnenoBaHWy MpaBBIX OTIIEIOB
cepra, JIeToYHoU apTepun U HkHe# nosioit BeHsl (HIIB) (Tabmuipr 9, 10),

Tadmmuma 10. IxoKT'-mpusnaku JII' B HonoJiHeHHe K H3MEPEHHUI0 CKOPOCTH
TPUKYCIUAAIBHON peryprurauus [3]:

A: Kenyoouku

B: Jlecounan apmepus

C: Huoicnan nonas éena u npagoe
npeocepoue

ITDK/JK GasanbHbIin
nuameTp >1.0

Bpewmst yckopeHust KpOBOTOKA B
BbIHOCAIIEM TpakTe DK <105

M/CeK W/ v
CPEAHECUCTOIUYECKOE
IIPUKPBITHE

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

Vunomenne
MEXOKETyT0YKOBOM
MIEPETOPOJIKI
(mHACKC
AKCIICHTPUYHOCTH
JDK >1.1 B cucrony
W/WI UACTOITY)

CkopocTb paHHel
JIMACTOJINYECKOM

IIyJIbMOHAJIbHOW peryprutanuu

>2.2 M/cek

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

Huamerp JIA >25 mm

Ilpumeuanue: neobxooumo nanuyue 3x0KI -npusnaxos kax Munumym uz 08yx pasuvix kamezoputi (A/B/C) ons
usmeneHus yposus eeposmuocmu JII' no oannvim 9x0KIT.
Cokpawenus: JIA — necounas apmepus, JIK — neswiii scenyoouex, HIIB — nuscnss nonas eena, IIDK — npaswiii
aicenyoouex, 1111 — npagoe npedcepoue

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

XTJIT [3]:
Bepoamnocm be3 @P unu Knacc C ®P unu Knacc
b JII no COCMOAHUIL, PpeKomenoayuil cocCmoanuAMU, Ppexomenoayuil
OaHHBIM accoyuupoBanHvlxX yi accoyuupoBaHHbvIMu i
IxoKT’ c JIAI/XTIIT c JIAI/XTIIT
Huskasn Crnenyer ITa-C Cnenyer ITa-C
paccMoTpeThb paccmotpeTs Ox0KI -
albTepHATUBHBIN KOHTPOJIb B
JTMarHo3 JIMHAMUKE.
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Cnenyer Ta-C ITa-B
paccMoTpeTh
aJIbTEPHATUBHBIN
nuartnos, OxoKI - PexomMertyeTcst
C KOHTPOJIb B nanpHenIas
PeaHiA AMHAMBIKC. muarHoctuka JIT,
Mosxno 1Ib-C Brirouas KITOC»
paccMaTpuBaTh
JAJIbHEUIITYIO
nuarHoctuky JII™
Bricokas Pexomennyercs I-C Pexomennyercs I-C
JaTbHEHIIIast JanbHeHIas
quargoctuka JII, muaraocTtuka JII',
pkirouas KIIOCe Biirouas KITOCe
Ilpumeuanue: «— [Jannvie pekomeHOAyUU He KACAIOMCA NAYUEHMO8 C OUPY3HbIMU NAPEHXUMAMOZHBIMU
3a601e8aHUAMU Te2KUX UL 300071e8AHUAMU Ie8bIX Kamep cepoya, b— 3asucum om naruuus ¢pakxmopos pucka o JII 2,
3 unu 5 epynnol.
HOCﬂ@ayIOWCZ}Z cmpamecusi OUACHOCMUKU MOJICEM pasiudamsCs 6 3a6UCUMocmu om moceo, Kakue ¢aKm0pbl
PUCKA/ACCOYUUPOBAHHBIX COCMOAHUL c8udemenbemayiom o bonvuteli geposimuocmu JIAI unu XTIIT

Jlomnmieporpadusi mMo3BOJSIET U3MEPUTh CKOPOCTh KPOBOTOKA B CEpIIE, YTO B CBOIO
odepeab JaeT BO3MOXHOCTh HeMHBa3uBHO onpeaenuts JJJIA [5,9]. Ilo crenenn
TPUKYCIUJANBHOW  PETypruTallii, TMPH HMITYJIbCHO-BOJHOBOM  JONILUIEPOBCKOM
WCCJIETOBAaHUH MOXHO PAacCueTHBIM ITyTEM OIPENEIUTh BEMUINHY cuctoiaudeckoro /JJTA
(SPAP) ¢ nomompto MoauduumpoBaHHoro ypasuenus: bepuymmm. [{ns mogcuera SPAP
METOJIOM OMNpEeICHUS TpagueHTa NaBJICHHUS 4Yepe3 TPUKYCHUAATbHBIA KIamaH K
IPaJIMeHTy JIOJKHO OBITH J0OABIIEHO JaBlieHHuE B paBoM mpeacepauu (mRA, 1IB/I).

* Komnbrwrepnas tomorpagusi. PexoMeHayeTcs  NpOBEACHHE  KOMIBHTEPHOM
Tomorpaduu (KT) Beicokoro paspemenus y Bcex 6onbubix JII'(Ila-C) [3,5,9-10].
MynbTucnuipanbHas — KOMIBIOTEpHO-TOMOTpaduueckas  aHTHOIYJIbMOHOTpagus ¢
KOHTPAaCTHBIM YCUJICHUEM, METOJT BbIOOpa B auddepenimanbHoi nuarnoctuke JII.

—  Ilokazatenu JeroyHoM TUMNEPTEH3UU (HE3ABUCUMO OT DTHOJIOTMM): AWjaTaius
JIErOYHOT'O CTBOJA (> 29 MM), OTHOILIEHHUA JIETOYHOW CTBOJI/HUCXOoAsAMIas aopta (> 1,0),
cerMeHTapHbie apTepuu/oponxu (>1) B 3 u 6osiee 10sX.

—  Junaranus [DK u II1, BHyTpHrcepaeunsie 00pa3oBaHus (TpoMO, MHKCOMA)

—  Okxro3Wsi MpoCBETa JIETOYHOTO CTBOJIA M €ro  BeTBed osmOoioMm, 06e3
HEIMOCPEICTBEHHON BU3yalTU3aIlli TPOMOa, «CUMIITOM OOPBIBaY.

— IIpucreHounple TpPOMOBI, BHYTPHCOCYANCTHIC TIEPEMBIYKHA, HEPOBHOCTH KOHTYPOB U
nepeTsokku  aprepuid (mpusHak XTJII'), compoBokiaromuecss auisTaiied BETBEH
JIETOYHON apTepuud C  pacmpoCTpaHEHHEM Ha  JIOJIEBBIE, CErMEHTAapHBIE W
cyOcerMeHTapHble BETBH.

— IlpusHaku nHGAPKT-MHEBMOHUH: KPYTJIbIE WM OBAJbHBIC YIUIOTHCHUS MapEHXUMBI
MpUISKAIIUE K TIIIEBPE.

— CuMnToM «MaTroBOro CTekiaa» (MO3aWYHOCTh, COYETaHHWE 30H THUIO W
runeprepdy3un, oTeka U BOCIIAICHH).
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—  JuddepennmanbHpiii [UardHo3 ¢ HHTEPCTUNHUAIBLHBIMU 3a00J€BAHUSIMH JIETKHUX,
OpTraHOB CPEIOCTEHHUS, SM(PU3EMOIl, apTepUO-BEHO3HBIMU MaJIb(POpMAIUIMU JIETKUX,
BPOKJICHHBIMHU ¥ TIPUOOPETCHHBIMU TTOPOKAMH PA3BUTHSI OPOHXO-JIETOYHON CHCTEMBI.

— BIIC: OTKpBITBII a0pTAJIbHBIN MPOTOK, YACTUYHBIN AaHOMAJIbHBIM JPEHAXK JIETOUYHBIX
BEH, CeNTalbHbIC Ne(EKThl, JIETOUHAS] BEHO-OKKIIO3MOHHAs 00JI€3Hb.

* Katerepuszauus npasbix otaesoB cepana (KITOC (I-C)) [1-5]:

emu npoBenenus KITOC:

° 1St otieHkH 3 dexTuBHOCTH MenukamenTo3Hou Tepanuu (I1a-C) [3].

e s pemieHus Borpoca 06 onepadenbHoctu BIIC (I-C) [3].

e s noareepxkaeHust Auarnoza XTJII' u pemenus Bonpoca o0 onepadeabHOCTH U
taktuku jeuenus (1-C) [3].

e y nanueHToB c JII' BcieacTBHE MATOJIOIMM JIEBBIX OTAEJIOB CEPJILIa WM JIETKHUX,
eciu pemraetcst Boripoc o Tpancmiantamuu (I-C) [3].

Bo Bpems KITOC oneHMBarOTCSA CAEAYIONIUE TapaMeTPBI:

ManoMmeTpus: cpenHee JaBl€HHWE B IpaBoM npencepauu, naasineHue B IDK
(cucronuyeckoe, TUACTOIMYECKOE, CpeHee), JaBJICHHE B JIETOYHOU (CHCTOJMYECKOE,
nuacronudeckoe, cpennee), J3JIA, naBieHue B JIEBOM JKEIyJ0o4Ke (eciu Oblia
MPOBE/ICHA OJHOBPEMEHHAsi MAaHOMETpPHs JIEBBIX OTHENOB), JIaBIICHHE B aopTe
(cucronuueckoe, TMaCTOIMUYECKOE, CPEIHEE),

Hacermenne kucnoponom aprepuaibioit (Sa02) u BeHo3HOM kpoBU (SvO2) B BepxHel
u HwkHed mnomoit Benax, I[III, ITDK, mnerounoii aprepuu, aopte (BO3MOKHBI
HEWHBA3WBHBIE TIOKA3aTEIH JJI a0PThl)

PacueTrHble nmokasarenu:

—  cepaeunsblit BeIOpoc (CO), cepaeuHblii HHIEKC (CI, MeTtomoM TEpPMOIWIIONUN
i MetooM duka Npu HAUTMYUKA CUCTEMHO-JIETOYHBIX IIIYHTOB)

—  Jero4Hoe u cucteMHoe cocyauctoe conporuienne (PVR u SVR) B WU, oOiee u
unaexkcupoBanHoe (PVRI — aisa nered u B3pOCHIbIX ¢ HU3KOM Maccoil Tena), OTHOIIEHUE
PVR/SVR

—  pEKOMEHAYeTCs OLEHUBATh KOHEYHO-Iuactonuueckoe nasineHue B JDK mnpu
HEBO3MOXHOCTH HajexHoro ndmepenus [[3JIA (I1a-C) [2].

OpnoBpemenHo ¢ KIIOC BO3MOXXHO NPOBENCHHE AUTUTAIBHOM CYOTpaKkUMOHHOM
anrunyiasMoHorpadpuu (AIIl), y mammenTtoB ¢ XTJII' u TOJIA no ganasim KT (Ila-C)
[3,5-6]. AIIl" npoBOAUTCS B AUTUTAIBLHOM CYOTPAKIIMOHHOM PEKUME B 2-X MPOEKIUSX,
nnu poratmoHHou AllIl'; ¢ cenekTUBHOM KaTeTepru3alen rIaBHbIX JETOYHBIX apTEPU.
* ccnenoBanve (pyHKIMM BHENIHEro AbIXaHUsA (cnMporpadus) NpoBOIUTCS y BCEX
6osbHBIX JII' 111 BBISBIICHUS! OOCTPYKTHBHBIX WJIM PECTPUKTUBHBIX H3MEHEHUU U
yTOuHEeHUs TskecTH nopaxkenus nerkux (I-C) [1,2,3,6].

Jns mammentoB ¢ JIIT xapaktepHo yMmeHbleHue AuG@y3MOHHON CIIOCOOHOCTH
MoHokcuaa yriaepoaa (40-80% oT HOpMBI), HEOONBIIOE WM YMEPEHHOE CHUKCHUE
JIETOYHBIX O00BEMOB, HOPMAJbHOE WJIM HE3HAYUTENhbHO CHMkeHHOe Pa02 m oObr4HO
CHIKEHHOE U3- 3a anbBeossipHol runepBeHtwianuu PaCO2. Ilpu Hamuuuum
HeoOpaTUMOM OOCTPYKIIMH JIbIXaTeIbHBIX MyTeH cBUIETENbCTBYET B Mmosib3y XOBJI kak
IIPUYHHBI TUIIOKCHYecKou JII.
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CHmwxeHHbIe Jierounblie 00beMbl U U dy3uonHon cnocooHocTu jerkux (JACJI) moryr
YKa3bIBaTh HA HATMYNE WHTEPCTUIIMAIBHOTO 3a00I€BaHNUS JICTKUX.

*Y3U opranoB OpromHoil mosiocT y Bcex mamueHTtoB ¢ JII' s uckirodyeHus
uppo3a neueHu u/unu nopransHoi runepreHsuu (1-C) [3]. Mcnonp3oBanne 1BETOBOM
gomnmeporpaduun  mo3BosisieT  AU(EpeHIUpoBaTh  MACCUBHYIO  MOPTaJIbHYIO
TUINIEPTEH3UIO BCJICACTBUE IMPABOXKETYJAOYKOBOM CEpJIEUHOM HEIOCTATOYHOCTH WIIH
BCJIC/ICTBUE BO3HUKHOBEHHUSI TPAHCIIEUEHOYHOTO BEHO3HOTO TPAJUEHTA MPU LIUPPO3E
NIEYCHH.

*'eHeTUYecKOe KOHCYJbLTHPOBaHMEe peKoMeHayeTcss BceM manueHtam ¢ UJIAT (Ila-
C) [3]. 16,9% mnanuentoB ¢ ucxoaHo uauonatuueckort JIAL, m 89% mnanueHTOB C
HaciencTBeHHo JIAI' M ux GeCCMMITOMHBIX POJCTBEHHUKOB MEPBOW JIMHUU POJICTBA
UMEIOT MyTalliu OTBETCTBEHHBIX 3a pa3Butue JIAIL. TloXKU3HEHHBIM PUCK pa3BUTHS
JIAT" cocraBnsier 14% y myxuuH u 42% xeHmMH-HOcUuTenei [4]. I[TarueHTsl U 4IeHbI
WX CEMEH, OTHOCSIIMECS K TPyNIe pHucka, JOIKHBI ObITh MPOUH(POPMHUPOBAHBI O
BO3MO’KHOCTH BBISBJICHHS TEHETUUECKUX MyTanuii [3].

Ioka3zaHus il KOHCYJIbTALMHU CHENUAINCTOB:
* KOHCybmayua peemamonoza — manveHToB ¢ JII' mpu BBIABICHHH 3HAYUTEIBHO
MOBBIIIIEHHOTO TUTpa anTuteln (6osee 1:80) unu nogo3penun Ha Hamuuue C3CT (1-C),

remMaToJIora Mpu reMaroreHHsIx TpoMoopmmusax u XTI [1-3].

2.2 IuarHoCTHYECKUI aJIrOpUTM:
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OueHKa BepoOATHOCTU
HaNUUMA NerouHo
runepTeHsun

Wpentudurayms
NaumMeHTOs BbiCOKOTO
pUCKa passuTua
NEerouyHol rMMNepTeHzumu

Boiasnenue Haubonee

YacTblX A pUuYMH neroyHom

rmnepTeHzun

OuarHocTuka pegkux dopm
NerouHow rMMnNepTeHsIvn.
KMOC u sazopeakTusHbIN TECT
Boibop mMeguKkameHTo 3HoM

Tepanuu.
TpaHcnaadTauma nerku
Xupypruueckoe u

Hanobbi, aHamHes, cumnTomel, nabopaTopHbie U
uHcTpynmeHTanbHble (3KM, pentredorpadua OTK) aaqHsie,

Ao Hivie Mo 403p

b /Il

naueHTos

AnA oTaeMbHEX KITEropuit

KT-asmtnynomonorpadus ann
nckode A XT/r

3aboneearuA Terkux?

NEeetiX OTA
cepaus, BNC?

NoniosnTs apyrie NpusnHE:,
Ausamimeckoe vabmogesne

x, BAC

uHTEepBeHUMoHHOe AeueHue XTSI

1 UEHTD NO NErc4HON MNPeTeHsnn

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

2.3 NuddepeHunaIbHbIA TUATHO3 U

HCCJICIOBAHMMA:

000CHOBaHME

JOITIOJIHUTEJIbHBIX

Tadoauna 13. /InddepeHnmaibHbIi 1MATHO3 JIETOYHOH r'HIIEPTEH3MH.

V3I': OKKIFO3UBHBIA WU
peKaHaIM30BaHHBIE
TpoMOO3bI BEH
H\KOHEYHOCTEH.
KITOC+AIIT": TpoM60361
BETBEH JIESTOYHOU apTEPUH,
JIerOYHas TUNIEPTEH3MA,

Juaznos Oobocnosanue Oobcneoosanusn Kpumepuu uckniouenusn
onsa ouaznosa
oughghepenyua
XTJr Jlerounas KT: TpoM65I B cTBONIe it B | OTCyTCTBHE
TUTIEPTEH3US BeTBsx JIA. WHCTPYMEHTAIBHBIX JaHHBIX

32 OOCTPYKIIHIO COCYTUCTOTO
pycia Jerkux

19



Nnuonarnuecka | Jlerounas 3aboiieBaHne BLICTABIISIETCS
a JIT TUIIEPTEH3US METOJI0M HCKIIFOYEHUS, BCEX
3a001eBaHU
CONPOBOXKAAKOLIUXCS
JIErOYHOU apTepUaIbHOU
TUTIEPTEH3UEH.
BIIC Jlerouynas OXOKTI': kaptuna BIIC. Uckmouenune BIIC
TUIEPTEH3US KT AIIT": mrynTer, YAJI/IB,
OAIL
3aboneBanue Jlerounas ['unokcemus. Ucknrouenne 3a001eBaHmM
JIETKUX TUTIEPTEH3US Hapymenne GyHkunm MapEHXUMBI JIETKUX
BHEILIHETO JIbIXaHUSI.
KT: unrepcrunmansaoe
3a00JieBaHUE JIETKUX,
sMpu3eMa, TOPOKH Pa3BUTHS
JIETKUX
JIT Jlerounas Aytoantutena (ANA, ENA, | Knuauka cucTteMHBIX
aCCOUMMPOBAHHA | TUIIEPTEH3UA ANCA), P® | 3aboneBanuii cCoeMHUTETHHOM
1 c buoncus KOXHO- | TKaHU
3a00JI€eBaHUAMU MbIIlIeYHOro  JlockyTa (mo | KnnHuka BacKynuToB JIpyroi
COEIMHUTEIIBHO MOKa3aHus). noxanuzamuu (LIHC, cepae,
1 TKaHU [TopaxeHne KOxKH, IMOYEK. MOYKH, KOXKa. U JIp.)
I'emornoOunona | Jlerounas CB. reMOIJI00MH IJ1a3MBl. Anemus. CepnioBuiHas
TUU: TUIIEPTEH3US Mukpockomnust Ma3ka KpoBH ¢dbopMa SpUTPOLIUTOB.
Tanaccemus Onexrpodopes remornoduHa. | «MHUIICHEBHTHBIC)
CeprioBuiHO- SPUTPOLUTHI.
KJIETOYHAs MyrtanTHbIH remornooud HbF
aHeMus
3aboneBanue Jlerounas OXOKT: mpuznaku XCH co | Uckimrouenue 3a0oeBaHmit
JIEBBIX OTAEJIOB | TUIEPTEH3US CHUKEHHOM WJIM COXPAaHHOM | JIEBBIX OT/EJIOB CEP/LIA.
cepaua O®B JIK. KnananHsie HOpoKu
cepaua.
Jlerounas BeHo- | Jlerounas KT AIIIl': creno3sl nerounsix | McknroyeHue cTeHo3a BEH
OKKJIFO3UOHHAsI | TUTIEPTEH3US BEH JIETKHUX.

HecMoTpsi, Ha yeTkue rpaHulbl Mexay otaenabHbiMu (opmamu JII' (1-3 rpynmsr),
CYILLIECTBYIOT «cCe€pasi 30Ha», MAlMEHThl CTApPUIEro BO3pAcTa, MMEIOIINE KIMHUYECKU
IIPU3HAKK JIETOYHOM apTEepUaJIbHOM TUIEPTEH3UH, HO B COUYETAHUU C COMYTCTBYIOLEH
KapIMOPECIIUPATOPHOM TATOJIOTHEH, KOTOphle TaKuM, 00pa3oM HE MOTYT OBbITh
OTIPEICNICHBI KaK «KJIacCUUecKuey» nanueHTsl ¢ JIAD (Tabnuia 8).
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Knaccuyeckas «ATunm-Han»

Her /ir

NAT NAr CTeneHb NEro4HON rMNepTeH3um HopmansHan
(npekanuanapHOTO KOMNOHEHTa) byHrUnA [T
PVR, PAc
KombBuHuposaHHas WsonuposarHas
(npe u nocTkanuanapHas) /M nocTkanunanapHan il
(BoipametHas /T, (YmeperHan NI
AUCcOYHKUMA MK) HopmanbHaa dyHkua M)
NAT KnnHuyeckune Het /1Al HeT JIAT
Tepanua ncenenoBaHua Tepanuun Tepanuu

Pucynok 2. ®eHOTHUNBI JIErOYHOH apPTEPHAJIBHOM THMIIEPTEH3UH U JICrOYHOMU
THIEPTEH3UH ACCOLUUPOBAHHOI ¢ 3200/1eBaHUSIMH JIEBBIX OT/I€JIOB cepauna [2].

Tadauna 14 KiauHuyeckue NPU3HAKH «KJIACCHUYECKOW» M «artunuuHoin» JIAT

(JIAI' ¢ Kapauomy/JbMOHAJbHBIMH
U3MeHeHusIMH [2]).

KOMOPOUIHBIMHA

cocrossausamu). (C

Hokazamenw «Tunuunasn) «Amunuunasny JIAI (JIAI ¢
(knaccuueckasn) JIAI' KapouonyibMoHAIbHbIMU
KOMOPOUOHBIMU COCMOAHUAMU).
I'emognHaMu [IpekanunnspHas [Ipexanusipaast (apTepuanbHasi)
YecKuii mpogmiib | (apTepualibHasi) JeroyHasi | JISToYHas TUIEPTEH3US
TUIIEPTEH3US
OO6mmas Monoapie nanueHTsl, 6e3 | YacTo auia moxKuioro u CTapueckoro
XapaKTepUCTUKA | COMYTCTBYIOIIEH BO3pacTa, UMEIOIINE 3a00JICBaHUS
KapIUOPECTTUPATOPHOU CXOHE CO 2-1 ¥ 3-U rpynnou
MaTOJIOTUH. JICTOYHOM TUTIEPTEH3UH (3a00JIeBaHMS

JIEBBIX OT/AEJIOB CEP/ALIA U JIETKUX ), HO
HE JIOCTUTAOIIUX UX CTEIIEHU
BBIPAKEHHOCTH.
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denotun
cxoxkui ¢ JII' Ha
dbone
3a00J1€BaHU I
JIEBBIX OTACIIOB

cepaua.

HopmanbHas nim

CHMKCHHAasA Macca Teia.

1)> 6onee 3-x (hakTOpOB:

2) AT

3)UBC

4) CaxapHblii 11abeT.

5)UMT > 30 xr/m2

6) pyrue npusHaku (Iuiatamus
JIIT, ®IT)

®denortun ¢ JII'
BCJICJICTBUE
3a00JIeBaHHI
JIETKUX/THUIIOKCUHU

['mmoxcemus
HEXapaKTepHA.

1) HopMmanbHass UM TNPaKTUYECKU
HOpMaJbHas OoauIIeTU3MOTrpadus.

2) KT OI'K  0e3 PU3HAKOB
KIIMHUYECKN 3HAYMMBIX 3a00JIeBaHUI

JETKUX
3) DLCO<45% oT no/nKHOTO
4) I'myOokas TUIIOKCEMMUSL.

JlomosiHUTEILHBbIE MeTOAbI 00caeaoBanus [1-3,7,8]:

* BazopeaktuBnbiii Tect (BPT) Bo Bpemsi KIIOC pexomenayercss mpoBeACHHE IS
olpeseNieHus] MOTEHIUAIbHON 3(PeKkTUBHOCTH JeueHus: OJoKaTopamMH KaJlbLIUEBbIX
ka"aioB (bKK) (I-C) [1,3].

['pynmibl manmenToB Juis npoBeacHust BPT:

— uAMoNaTU4ecKas JieroyHas aprepuanbHas runeprensus (UJIAT)

— Haclle[CTBEHHAas JEroyHas aprepuaibHas runeprensus (HIJIAT)

— JIETOYHAs apTepUANIbHAs TUNEPTEH3WUs HHAYLHUPOBAHHAS NPHUEMOM JIEKAPCTB WU
tokcuHoB (JIT-JIAT)

st npyrux ¢popm nerouynoit runeprensun BPT ne nposoaurcs (I11-C) [3].

Jnsa nposenennss BPT  pekomeHayeTrcss HCHONB30BaTh  KOPOTKOAECHCTBYIOIIHE
Ba30/IMJIATATOPbI, BO3JECHCTBYIOIIME HA Majblid Kpyr KpoBooOpamieHus (tadmuma 13)
[1,2,3,7-8].

Taoauua 15 Ilpenaparel, npumensiembie npu BPT npu KITIOC y nanuenTtosn ¢ JIT'
[c m3menennsimm [1,2,3]

IIpenapar | Ilyrs BBeneHus t1/2 CraproBas | MakcumajbHas | JIMTEJbHOCTH
A032 a03a
Oxkcun UHTansAuuoHHbIi | 15-30 cek 10 ppm 20-40 ppm 5 MuH
azoTa
WionipocT | MHTAISIIUOHHBIN 20-25 20 Mxr - 5-10 mun
MUH
Ipumeyanue: ppm — vacmuy Ha MULTUOH 8 243080l CMeCU

Tadauma 16. OnpenejieHue rpynnbl NALIMEHTOB € OCTPbIM H AJIUTEIbHBIM
NMOJIOKUTEJIbHBIM OTBETOM HA Tepanui O0J0KATOpPaAaMH KAJbIUEBBbIX KAaHAJIOB
(rpynma 1.5 JIAT) [1]:
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[10J105KUTENBHBII OCTPBIT e cHmwkennn mPAP. Oonee yem Ha 10 MM pT.CT.,
BPT y manmentoB ¢ WJIAI, | e nocrmkennu aGcomorHo# BenmnunHbl mPAP meHee

HITAT n JIT-JIAT 40 MM pr.CT.
® 1IpH YBEIMYECHUU UM OTCYTCTBUU JUHAMHUKU
CO

[TonoxurenbHbid qutenabHbid | o I-11 ®K (NYHA)

oTBET Ha Tepanuio bKK e JIIUTENBHBIA M YCTOWYMBBIN MOJOKUTEILHBINI
s dext Ha Tepanuto BKK, B Teuenuu 1 roga, B
CpPaBHEHHH C MOKa3aTeJIIMU JI0 Hayaia Tepanuu

He Gonee 10-25% mnamuentoB ¢ WMJIAT, nacnenyemoit JIAT, JIAD, uHAyHMpOBaHHOM
MIPUEMOM JIEKapCTB/TOKCMHOB UMEIOT ToJioxkuTenbHbI BPT [2,3].

N3-3a BO3MOKHBIX CEPbE3HBIX OCI0KHEHUN He cieayeT HazHadyarh bKK sMmnupuyecku
6e3 nposenenust BPT.

* AHAJIN3 Ta30BOr0 COCTABA apPTePHAJIbHON KPOBH, Y NMALMEHTOB C MOJ03PEHUEM Ha
Hanuuue runokcudeckor JII' (I-C) [2,3]. He pekomeHayeTcsi MPOBEICHUE OTKPBHITOM
wim  Topakockornuueckor Owoncum nerkux (II1-C) [2,3]. IIpoBenenue Ouorncuu
CONPSKEHO C CYIIECTBEHHO IOBBIIICHHBIM PHUCKOM OCJIOXKHEHUH, B TOM 4YHUCIE U
(daranbubIx [2,3].

* MarHuTHO-pe30HAHCHON TOMOrpaguu ¢ mo3AHUM KOHTpactupoBanuem (MPT)
(IIb-C) [11]. MPT wucnons3yetrcss y nanuerTtoB ¢ JII' qis ounenku cocrosaus 1K,
olleHka creneHn ero ¢uodbpoza [1-3]. Yame Bcero MPT wucnons3yercs mpu
oocaenoBannu manuentos ¢ UJII', BIIC, XTJIT.

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

BoisiBnenne BIIC  sBmsercs omHoW W3 BaXHBIX 3amad B auddepeHInalIbHO
JTUArHOCTUYECKOM anroput™e nipu nipoeneHnn DXxoKI. Haubonee wacToii mpuunHon
npekanuusipuont JII sBnsitoTcest centanbhbie aedekts, OAIl, aHOManbHBIN ApeHax
JIETOYHBIX BEH U IPyTHE, B TOM 4Hncie, cinoxusie BIIC.

* YpecnumeBoanoin IxoKI' (UIIIXOKI') y nanueHToB ¢ MOJO3PEHUEM HA HAIUYUE
OOO wu JIMIIIT o Tuny sinus venosus (I-C) [1,2,3].

* IMoamcomuorpadgus uiu amMO0yJIaTOPHbIH KAPAHOPECHIUPATOPHBIA MOHHUTOPHUHT
CHa JUIA HWCKIIOYEeHHs] cuHapoma oOcTpyktuBHoro amHod cHa (COAC), cunapoma
oxkupenus-runosenTsiiyu (I1-C) [2,3].

3. TAKTUKA JIEYEHUS HA AMBYJIATOPHOM YPOBHE [3, 14-21,23-44]:

3.1 HemeaukamMeHTO3HOe JieyeHue [3, 14-21]:

e Jlmera Ne 10-10a npu HaiIM4YMKM TPABOKEIYAOYKOBOM HEAOCTATOYHOCTU U

OTEYHOT'0 CUHAPOMA.

e  OkcureHorepamus: rokaszaHa BceM nanueHtam ¢ pO2 aprepuaibHON KpoBU < 8§

klla (60 mm.pt.cT., wm SpO2 <91%) mokazaHa OKCUT€HOTEpamnusi ¢ JAOCTH)KECHUEM
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neneBoro ypoBHsi ¢ pO2 aprepuanbHoil kpoBu > 8 kPa. B aMOynaTopHbIX yCIOBHSX
ONTHMAJIBHO MCHOJb30BAHUE KHCIOPOJHOIO KOHILIEHTPATOpa € MPOU3BOAUTEIBHOCTHIO
70 5 1/MuH.

o @du3nYeCcKass AKTUBHOCTD:

[Iporpammel (U3HYECKOW peaOUIUTAIINH, JOIMYCTUMBI TOJBKO MPHU caTyparuu Oojee
90%, BO3MOKHAa OKCUT€HOTEPANUS BO BPEMSI HATPY3KHU.

—1-2 ®K (BO3) ¢usnuueckue Harpy3ku peKOMEHIYIOTCSl B Mpeesiax HE BbI3bIBAIOIIMX
CUMIITOMOB WJIM HENPUSITHBIX OUIYIIEHUN (OJBIIIKA, TOJIOBOKPY>KEHUE, MPUCTYIIBI
c1aboCTH, YCTaJIOCTH CepaueOueHus1) y HETPEHUPOBAHHBIX MAIlMEHTOB Ha (oOHE
MenukamenTo3Ho Tepanuu (Ila-B). [losBieHue cuMONTOMOB IpecHHKONE (IMIPUCTYIIBI
pe3koil c1abocTH, «IYypHOTBD», «IOTEMHEHUS» B IJ1a3aX) W CHHKONE SIBJISIOTCSA
MOKa3aHUEM [UIsi HEMEJJIEHHOIO NpPEKpalleHWs Harpy30K M IepecMoTpa o0bEma
¢dbusznueckoit aktuBHocTH naruenta (I11-C).

— 3-4 ®K (BO3) TonepaHTHOCTh K (PU3MYECKHM HArpy3kam pe3KO OrpaHWYeHa, Kak
MPaBUJIO, TMAIIUEHTHI JE€CaTypUPOBaHbI B IOKOE HWJM MPOUCXOIUT €€ 3HAYUTEIBHOE
CHIDKEHHE MPU MUHUMAJIbHBIX (DU3UYECKUX HArpy3Kax.

PexxyM  mOCTENBHBIM WM MOJYNOCTENbHBIM MpU  OOOCTpEHHUU  3a00JICBAHUS.
Heobxoauma mnpodunaktuka TpoMOO30B BEH HIDKHMX KOHEYHOCTEH B TEPHO/T
OorpaHuYeHus  (PU3MYECKUX  HArpy30K (dJIacTHUECKOW  OWHTOBAaHHUE  HIDKHUX
KOHEYHOCTEH, UyJIKH, YCUICHUE aHTUKOATYJISTHTHOM Teparun).

e bepemMeHHOCTD, poabl, 3aMecTHTeJIbHAast rOPpMOHOTEpPaNus B
NMOCTMEHONAY3aJIbHOM Nepuoae. bepeMeHHOCTh poTHBOINOKa3aHa nanueHtam c JIIK
(I- C), Tak kak MaTepuHCKass CMEPTHOCTh cocTaBisieT 10 50%.

BapbepHbie METOABI KOHTpALEHIIMK OS30MaCHBI JJI MAllMeHTOB, HO HE MPE/ICKa3yeMbl
110 3QPEKTUBHOCTH.

[Ipenaparsl  mporecTepoHa  (MEIPOKCHUIIPOTECTEPOHA  alleTaT,  ATOHOTECTPEl)
3¢ PeKTUBHBI U 0€30MaCHBI B CBSI3U C OTCYTCTBUEM MOTEHIIMAIBLHOTO PUCKA, CBA3aHHOTO
C MIPUMEHEHHUEM ACTPOTEHOB, KOTOPHIE TPUMEHSUIUCH PaHEE.
JleBoHOprecTpen-coiepKaHIue BHYTPUMATOYHbIe criupaid 3QGEeKTUBHBI, HO U3pEaKa
MOTYT MPUBOJUTH K Ba30BarajbHON peakuu MpPH HMMIUIAHTAlMA, OCOOCHHO TIpH
Tskenoit JIAT'. Bo3aMoKHO coueTaHue JBYX METOJIOB.

bozenTan moxeTr cHUKaTh 2PHEKTUBHOCTH OPATBHBIX KOHTPAIICTITHBOB.

B ciyyae 6epemeHHOCTH OOJIbHAS JOMKHA OBITH MPETYNPEkKICHA O BHICOKOM PUCKE
(daTaapbHOTO UCX0a U HEOOXOUMOCTH MpephIBaHUS OEPEMEHHOCTH.

e IlyremecrBusi. ['unokcusi ycyryOJseT Ba30KOHCTPHUKIIUIO, MOITOMY BO BpeMs
nmoieToB Ha asuarpaHcrnopre nauueHtam ¢ JII' ¢ ®K II-IV npu napunansHOM
nasynennn O2 B aprepuaibHoit KpoBu < 8 klla (60 MM pT.CT.) HEOOXOAMMO MPOBOIUTH
nonosHuTeNbHYIO Kuciopoaorepanuto (Ila-C). Ckopocth 2 j/MHUH. TOCTaTO4YHA MJIs
MOBBIIIEHHUS JIaBJICHUSI KUCIOPOa 10 YPOBHSI COOTBETCTBYIOIIETO YPOBHIO MOPSI.

° Baxununanusa. [lammentam ¢ JIIT HeoOxoamMa mjtaBHAsT BaKIMHAIMSA BaKIIMHOW
TPUIIIO3HOW CYOBEKTUBHONW WHAKTUBUPOBAHHOW M ITHEBMOKOKKOBBIM OYHIIICHHBIM
MOJMCaXxapuIHbIM AHTUTE€HOM KOHBIOTUPOBAHHBIM. [laninenTs! ¢ JIAI" 4yBCTBUTENBHBI K
BO3HUKHOBEHUIO THEBMOHMH, KOTOpast B 7% CiydaeB SIBISIETCS MPUUMHOM cMepTH [16].
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e IlnaHoBble onmepaTuBHbIEe BMemaTeabcTBa. ClienyeT OT/aBaTh MPEINOYTEHUE
pPErHOHApHOW aHeCcTe3nHu Hexenn obmemy Hapko3y (Ila-C).

e [lcuxosornueckasi mojjaep:kka W momomb. JII' oka3piBaeT CyIIeCTBEHHOE
BJIMSHHUE Ha MCUXOJOTHYECKOEe, COlMaIbHOE (BKIIIOYask (UHAHCOBOE), SMOIIMOHATILHOE U
IYIIEBHOE COCTOSHUE MAlMEHTOB ¢ WU ux cemed [22]. ChnenuanucTsl, BeaylIue
nanueHToB ¢ JII', JOKHBI UIMETh HAaBBIKU M 3HAHUS JJIS OLICHKU U PEIICHHS BCEX 3THUX
3a/1a4 COBMECTHO C KOJIIETaMH B COOTBETCTBYIOIIMX OOJIACTAX C MPHUBJICYCHUEM KOJUIET
IICUXUATPOB, KIMHUYECKUX TICUXOJIOTOB, PAOOTHUKOB COIMAJILHOTO OOECIeueHUs U
noaaepxkku (I-C).

[TanimenTCcKME oOpraHv3alid MOTYT WrpaTh BaXHYI pOJb, IO3TOMY CIEAYET
OpraHU30BbIBATh TAaKWE OpPraHU3allMd W PEKOMEHJIOBAaTh MaIllMEHTaM BCTyNaTh B
MoJ00HBIE OOBEAUHEHHUS, YTO OJIATOTBOPHO BIMSIET HAa WX CIIOCOOHOCTh K
KOMMYHUKAIIMM ¥ TIOBBIIIAET NPUBEPKEHHOCTh K Tepanuu. B 1omoiHeHue K
MICUXOJIOTUYECKOM M COIMAIbHON MOJJEpPKKE HEO0OXOIUMO 3apaHee IJIaHUPOBATh
opraHuzanuio yxonaa 3a mnamueHtamu ¢ JII' m npu HEOOXOOUMOCTH, HAaINpaBlIECHUE
MAIMEHTOB K CIICIUAINCTAM IMAJUTMATUBHON MEIUIIHUHEI.

3.2 MeaukameHTO3HAasi Tepanus [3]:

Puck-crparupurkanus nanuenros ¢ JI'.

Pekomenpayercss perynspHoe obOcnenoBanue mnauueHToB ¢ JIAT.  HeoOxomuma
BCECTOPOHHSIS OIIEHKA, MMOCKOJIbKY HET OJHOTO MOKa3aTelis, KOTOPhIA Obl MPEA0CTaBIISIT
JOCTAaTOYHYIO JHArHOCTHYECKYI0 M MPOrHOCTHUYECKYr0 wuHpopmanuio. Haubomnee
Ba)KHBIE BOIIPOCHI, KOTOPBIE CIEAYET 3aJaBaTh BO BpEeMs Ka)KIOrO BHU3UTAa MallMEHTa
BKJIFOYAIOT:

o [lpu3Haku KIMHUYECKOTO YXYIIICHUS C MOMEHTA MOCJIEIHETO BU3UTA;

e  BeposTHas mpuUYMHA KIMHUYECKOTO YXYIIeHUs: HEI(PPEKTUBHOCTh Tepamnuu, U
MHTEPKyppeHTHAas MHDEKITHS.

e CocrosgHue mpaBblXx oOTaenoB cepaua 1o  gaHHeIM - OXOKI, mnpusHakm
MIPaBOXKEyT0YKOBOM HEAOCTATOYHOCTH.

e Hacrosiiee cocTOsSSHME MAlMEHTa COOTBETCTBYET XOPOILIEMY JOJITOCPOYHOMY
MPOTHO3Y, T.€. UCIIOJIb30BaTh COOTBETCTBYET KPUTEPHUSIM HU3KOTO pucka (Tal. 6) [3].

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

Pexkomenoayuu Knacc pexomenoayuu
— yPOGeHb
ookazamenvHOCMU
Pexomennyercs onenmBaTh TskecTh JIAILT, MCONB3ys CHEKTP JAHHBIX, I-C

MOJTyYEHHBIX MpPU KIMHUYECKOM OOCJIEIOBAHWHU, HATPY30YHBIX TECTOB,
OMOXMMHUYECKUX MapkepoB, pe3ynbratoB OxoKI[' u wuccrenoBanuit
remMouHaMuKH (Tabymmbl 11 u 15)

VY cTaOUIBHBIX NAllMEHTOB PEKOMEHIYETCsl MPOBOJIUTH OLIEHKY I-C
COCTOSIHUS Kax/ple 3-6 MecsieB Bo BpeMs HaOmoneHus (Tadauma 13)
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Pexomenayercs  MOCTHOKEHHS/TIOAEpPKAHUE  COCTOSHUS — TAIMEHTA, I-C
COOTBETCTBYIOLIIETO HU3KOMY PHCKY JIeTAIIbHOCTH (Tabmuma 6), 4ro
SIBJISICTCS. JICKBAaTHBIM KIIMHMYECKHMM OTBETOM Ha TEPAaIvIO y MallMeHTOB
c JIAT

JlocTiwxkeHne/moaiep>kaHue COCTOSIHME TIAIMEHTa, COOTBETCTBYIOIIETO Ta-C
YMEPEHHOMY PHUCKY JIeTaJlbHOCTH (Tabiuma 6) chueayer CcuyuTaTh
HeaJIeKBaTHBIM KIWHUYECKHMM OTBETOM Ha TEepamnuio y OOJBIIMHCTBA
nanueHToB ¢ JIAT

enp neyenusa mamueHtoB ¢ JIADT sBiseTcss NOCTHIKEHME CTaTyca HHU3KOTO pHCKa
(Tabnmma 6).

Hecnenuduyeckasi, moaaepkuBaouiasi Tepanus JeroyHoi rumecresuu. Tadauna
18. PexoMenanuu no noaaepkuBamouiei repanuu [3].

Pexomenoauuu Knacc pexomenoayuu —
YpoéeHbs
O0oKazamenbHoCIMU
Tepanus auypetukamu mnokaszaHa y nauuveHtoB ¢ JIAIT npu nanuuuun I-C
npusHakoB [ DK HEZOCTaTOYHOCTH U 3aAEPKKH KUIKOCTH
Tepanuss  mepopalibHBIMH ~ QHTHKOAryJlssHTAaMH ~ MOXET  OBITh IIb-C
paccmoTtpena y nanuentoB ¢ MJIAT, HJIAT u JIAT BcieactBue npuema
AHOPEKCUTECHOB
VY mnamuentoB ¢ JIAI' MoxeT ObITh paccMOTpeHa KOPPEKIHs aHEeMHH IIb-C

W/WIN KENe301e(PUITUTHOTO COCTOSHUS

[IpuMeHeHre MHTUOWTOPOB aHTMOTEH3WHIpPEBpalIaroIero (GpepmeHra, 1I-C
AQHTAarOHHWCTOB pEIENTOpa AaHTHOTEeH3WHA-2, 0eTa-O0JI0KaToOpoB U
uBabpajnHa He pekoMeHayercs y mnamueHtoB c JIAL, eciau 3tH
npenapaTbl He MOKa3aHbl JIEYEHUsI COYTCTBYIOUINX 3a00seBaHui (T.e.
BBICOKOT0 apTepuaibHoro nasienus, MbC un JODK nenocrarounoctn)

Coxpawgenun: UbC — uwemuueckasn 6onesnsv cepoya, UJIAI" — uouonamuyeckasn JIAL, JIAI" — necounas apmepuanvHas
eunepmensus, JIDK — neswiti srcenyoouex, H/IIAI' — nacneocmeennasn JIAT, IDK — npaswiii sicenydoyex

Taprernasi MelMKaMeHTO3HASI TEPANUSA JIETOYHOM IMIIEPTEH3HH.

IanueHTHI € MOJIOKUTEIbHBIM Ba30PeaKTHBHBIM TECTOM.

Haunnate Tepamnio peKoMeEHAYeTCs € HHU3KOM J03bl, T.6. 30 Mr MEMJIEHHO
BBICBOOOKIato1Ierocs HUGEIuIMHa 1Ba pa3a B JeHb uiu 60 Mr nunTuazema Tpu pasa B
J€Hb WM 2,5 MI amJIOJuNuHA OJAWH pa3 B J€Hb, U B JaJbHEHIIEM OCTOPOXKHO M
MOCTENEHHO YBEIUYUBATh JO3UPOBKY 10 MAKCUMAIIbHO MEPEHOCUMOIA.

CyrouHast no3a mnpenapatoB, 3@dexkruBHocTh Npu MJIADT koTOphIX OblIa MOKa3aHa,
JIOCTATOYHO BBICOKA M cocrtaBisieT: 120-240 mr mns Hudegununa, 240-720 mr s
nunTuazema u o 20 mMr s aMJIOAUIIHA.

B mekoTtophix ciaywasx Tpebyercs komOunaums BKK u  omoOpennbix JIATL-
cnenuUUecKnxX MNpernaparoB, MOToMy Kak mpu momnbiTke oTMeHbl BKK mpoucxomut
JaNbHENIIee KIMHUYECKOE YXYAILIEHHE COCTOSTHUSI.
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[Tanpenram, kotopsiM BPT He BBINOMHANIOCH, WIM IAUMEHTaM C OTPHULATEIIBHBIM
oTBeTOM He cienyeT HazHauaTh BKK n3-3a BO3MOXKHBIX TsKEIBIX TOOOUHBIX 3(h(PEeKTOB

(manpumep, runotonus, cuakone u IDK Henocratounocts) [3].

Tadoumua 19. Pekomenaanuu no repanuu bKK y nanueHToB ¢ m0J10KMTENbHBIM

orserom npu BPT [3]:

Pexomenoauuu

Knacc pexomenoayuu—
YPOGeHb 00KaA3AmMeNbHOCHU

Pexomennyercst npumenenne Bbicokux 103 BKK y manuentos ¢ NJIAT,
HJIAT u JUIAT, uMeronux noJjioxurenbHbiid oTBeT pu OBPT

I-C

TmarenpHOe HAOIIOAEHUE C ITOJHBIM MOBTOPHBIM 00CIIEIOBaHUEM Yepe3
3-4 mecsua ot Havana Tepanuu (Bkmouas KIIOC) pekomenayercs y
nauuentoB ¢ WJIATL, HIIAT u JUIAI, nonydamommx Tepamnuio

I-C

[Iponomkenue tepanum BbicOKMMHU no3amu BKK pekomenayercs y
nanuenTos ¢ WIAL, HIIAT, JIJIAT, cocTosiHME KOTOPBIX COOTBETCTBYET
[ umu II ®K BO3 co 3HAaYUTENbHBIM YIIYYIIEHUEM TIE€MOJWHAMUKH

I-C

Y nmauueHTtoB, cocTosiHue KOTopbix cooTBercTBYET Il mmm IV ©K BO3
WIM eclid Yy TalueHTa He Ha0IIoJaeTcss 3HAuYMMOro YIydlleHHe
FEMOJMHAMHUKH (MPAKTHYECKH HOpPMalIM3alii) Ha (QOHE Teparmuu
BoicOkuMU  no3amu  BKK,  pekomenayercs  HaumHate  JIAT-

I-C

Bricokue no3pi BKK He mokazansl manueHtram, y Kotopeix BPT He
[IPOBOAMJICS WM C OTpULaTeNbHBIM pe3yabTaToM OBPT.

Xots crangapTHblie 10361 BKK HazHauaroTcs mo IpyruM IMokKazaHUsIM
(nammpumep, peHomeH Peiino).

II-C

Coxpawenun: BKK — 6noxkamopul kanvyuesvix kauwanos, BO3 — Bcemupnas opeanuzayus 30pasooxpauenus, UJIAL —|
uouonamuyvecxkasn JIAI, KIIOC — xamemepuzayus npaguvlx omoenos cepoya, JIAIT — necounas apmepuanvhas
eunepmenszus, JIIAI — nexapcmeenno-unoyyuposannas JIAI, HJIAI' — nacneocmeennasn JIAI, BPT- ocmpuii mecm

sazopeaxmusnocmu, IIDK— npaevtii sicenyoouek, QK — pynxyuonanvuvill kiacce

«Kmaccnueckas» JIAI' y nmaniueHToOB, paHee He MOJYYABIIUX TAPreTHYI TePANMIO.

v MManuCHTOB C HHU3KUM HWJIH CPCAHHM PHCKOM, CICAYCT

MIPUMEHATH CTapPTOBYIO

NepopaIbHyI0 JTBOMHYI0 KOMOMHUPOBaHHYIO Tepanuio ¢ APD + UDJID-5 (mmm CPI'LI),

COOTBCTCTBCHHO.

VY manueHToB ¢ BHICOKUM PHCKOM CJIEIYET PacCMOTPETh TPOMHYI0 KOMOMHUPOBAHHYIO
tepanuto, APO+UD/I-5+ noakoxHbie WIIKM BHYTPUBEHHBIE TPOCTAHOUABI (PUCYHOK 3).
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Bnepeoe
BbLIAB/IEHHbIS
nauuentbl ¢ JIAP

«Knaccuueckaa» JIAI

Auardos JIAlI nogTBep KAeHHbIN B SKCNEPTHOM UeHTpe

OTpUUaTE/IbHbIM Ba30OpeaKTUBHDIN TecT

Hauansian nepopanvHan
ABOWHAR TEREN VA

Hauanoian TpoHaR TEpanus,
BRMONAR B/8 mam n /n
NPOCTSHO WAL

«AtunnyHas» JIAI' y nanueHToB, paHee He MOJYYaBIIUX TAPreTHYI0 TEPAINHIO.

«ATnunuHasa» J1AI

HauanbHan NepopanbHan MoHOTE panun

e

HeanekBaTHbIA KAMHUYECKUI OTBeT

ScKanauua M oNTUMM3IALUUS TEpanuu ag Yepes 3-6 mecsAues Tepanumn

‘ HeapeksaTHbIN KAMHUYECKWIA OTBET

Xupyprudyeckoe neyeHue J1AI

Pucynok 3. Cxema neuenus JIAT.

‘ ag Yepes 3-6 mecaues Tepanuum

VY nanueHToB, ¢ «atunuuHon» JIAIL', pekoMeHayeTcs W3HadajabHas MOHOTEpaIvs, a

MPUMEHEHUE KOMOMHUPOBAaHHOW Tepamuu CJEeAyeT paccMaTpuBaTh B cllydae

Hed(d(HEeKTUBHOCTH TEpaNuu «IepBoi tuHUMY. [IpemapaTom BeiOopa sBisroTcss UD[D-

5.

Tadanua 20. Pekomenganuu no 3p(PpeKTUBHOCTH CTapTOBOIl MOHOTepanuu JIAT

[3]:

I'pynna npenapamos / Knacc pekomenoayuu — yposenv dokazamenbhocmu

npenapam @K BO3 11 @K BO3 111 @K BO3 1V

BKK I-Ca I-Ca -

APD AMOpu3eHTaH I-A I-A IIb-C
bozenTan I-A I-A IIb-C
MarnurenTan 1I-B I-B IIb-C

NOJ3-5 Cunnenadun I-A I-A [Ib-C
Tamanadun I-B I-B IIb-C

CPT'L1 Puonuryar I-B I-B IIb-C

Amnarnoru Wnomnpocr, - I-B IIb-C

NPOCTAIMKIIMHA | MHT.

(mpocTaHouABI)

ATOHHCTBI

peLenTopoB Cenexkcunar I-B I-B

MPOCTAINKIIHA
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Ilpumeuanue: «— moibKko y nayuenmos ¢ nojoxcumenvuoim omeemom Ha BPT= xknacc I, ons UJIAL, HJIAT, JIJIAT;
knacc Ila, ona cocmosanuti accoyuuposanuvix ¢ JIAT,

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

Crparerusi JiedeHUusl y NAIHEHTOB, KOTOPbI¢ HCXOAHO IOJYYAKT TAaPreTHYIO
Tepanuio [S]:

e [lanMeHTBl C HM3KMM pPHUCKOM M CPEIHMM pPHUCKOM. PexomeHayercs nBouHas
Tepanusl C nocieayomend sckamanued. [Ipu 1BOHHON KOMOMHMpPOBAHHOM Teparuu
MIPEANOYTEHUE M3HA4YaJbHO OTHAeTCs IepopanbHOM Tepamuu. [lpm  TpoliHOU
KOMOMHUPOBAaHHOM  TepanmMu  MOTYyT  OBITb ~ PAacCMOTPEHbl  IEpPOpalbHbIE,
VMHTAJSIHAOHHBIE, TTOJAKOKHBIE WJIM BHYTPUBEHHBIEC aHAJIOTY MPOCTALMKIINHA.

e [lanueHThl C BBICOKUM pHUCKOM. TakuM marnueHTaM HeoOXOoAuma ONTHUMH3ALUs
JICYEHUs, JOJDKHBI OBITh BKJIIOYEHBl IOJKOXKHBIE WM BHYTPUBEHHbIE AaHAJIOTU
MPOCTALMKIIMHA, €CITU 3TO He 010 yxke HavaTo. [lepexon or UDJID-5 na CPI'L] moxer
OBITh pPAacCMOTPEHO, C OrOBOPKOW, 4YTO 3TO HCIOJIB3YETCS KakK BCIIOMOraTesbHas
Teparys HEXENU KaK albTEPHATUBA TEPAIIUU IIPOCTAHOUIAMH.

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

Tepanus Knacc pekomenoayuu — ypoeenn
0oKazamenvHocmu

OK BO3 11 DK BO3 111 @K BO3 IV

AMOpu3eHTaH + Taganaduin I-B I-B IIb-C
Hpyroii APO (kpome ITa-C ITa-C Ib-C
amMOpu3eHTaHa) +

ND/3-5

Cokpawenusn: APD — anmaeconucmol peyenmopog snoomenuna, HUPD/[I-5 — uneubumopul
gocchoouscmepazvl noomuna 5

Tadaununa 22. Pekomengannu mno 3¢ PeKTUBHOCTH MOCJIeA0BATEIbHOMI
KOMOUHUpPoBaHHO# Tepanuu JIAT [3]:

Knacc pekomenoayuu — yposens
Tepanus 00Ka3amenvHoCmu
DK BO3I1l | ®KBO3I1ll | ®KBO31V

Cunnenadui + MalUTEHTaH I-B I-B [Ta-C
APD n/mmu UDJ[D35— + cenexcumnar I-B I-B [Ta-C
bosenran + puonuryar I-B I-B [Ta-C
bo3zenTaHn + wionpocTt UHT. IIb-B IIb-B IIb-C
bosenran + Tagamadun ITa-C ITa-C ITa-C
Cunpnenadun + amOpu3eHTaH IIb-C IIb-C IIb-C
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Cunnenaduin + 003eHTaH IIb-C IIb-C IIb-C
bosenTan + cunnenadun IIb-C IIb-C IIb-C
Jlpyrue nBoWiHbIe KOMOMHAITUN [Ib-C 1Ib-C 1Ib-C
Jlpyrue TpoiiHble KOMOMHALINN IIb-C IIb-C IIb-C

Tadamna 23. IlepedyeHb OCHOBHBIX JIeKaApCTBeHHbIX cpeacTB (umeromux 100%
BEPOSITHOCTH MPUMEHEHHUS):

Ne | @apmakomepaneemuueckasn | Mexcoynapoonoe Cnocoo npumenenus yia
2pynna HenameHoGanHOe
Hazeanue
Taprernas Tepanus J€ro4yHoi aprepuaJbHOi runepTeH3uu
1. | biokaTopsl peuentopon 003eHTaH Hauvanenass poza 62,5 B
sHAOTENNHA—] MI. 2 pa3a B [I€Hb,
neneBas mo3a 125 mr. 2
MAalUTEHTaH 10 mr. 1 pa3 B 1eHb B
aMOpH3eHTaH Havanpnas no3a 5 mr. 1 B
pa3 B JeHb, LieneBas
no3a 10 mr. 1 pa3 B 1eHb
2. | Maruburop 5- cuieHad U 20-25 mr. 3 pa3a B JIeHb. B
dbochoamndcrepaspl
Tajanadun 2,5 mr. —20 mr. 1 pa3 B B
JIEeHb
3 | CTuMynaTOp paCTBOPUMOM puouuryar Hauanenas go3za 0,5 mr. B
T'yaHWJIATIUKIIa3bl 3 pasa B JieHb, LIeTIeBas
Jo3a 2,5 Mr. 3 pa3a B
JI€Hb
4 | Ananmoru npocTaluKINHa UJIONPOCT 20 mxr. 4-6 pa3 B JI€Hb, B
JUIUTEIBHOCTD
uHTSIMU 5-10 MUHYT.
5 | AroHHCTHI perenTopoB ceJIeKcHIar Hauanphas noza 200 B
IIPOCTalUKINHA MKT. 2 pa3a B JIEHb C
JlaIbHENIIEN TUTpaluen
1o MakcuMaiabpHou 1600
MKT. 2 pa3a B JICHb
AHTHKOATYJISHTHI.
6 | Henpsimeie opanbHbIe nadurarpana 110 mr. 2 pa3a B 1eHb
AQHTUKOAryJISHTHI ATEKCUIaT
puBapokcabaH 15-20 mr. 1 pa3 B 1eHb
anukcabaH 2,5-5,0 mr. 2 paza B
JIHb.

*3aeucum om

DK

(BO3), mono unu KOMOUHUPOBAHHOU Mmepanuu,

KOMOUHUPOBAHHOU mepanuu, ykazano ¢ mao. 21-23

CmMapmogol unu Nnocied08amenbHouU
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Tadoaunua 24. IlepeyeHb I0NMOJTHUTENBHBIX JIEKAPCTBEHHBIX cpeacTB (MeHee 100%
BEPOSITHOCTH NPUMEHEHMNSI):

Ne @Dapmakomepan|  Meycoynapoonoe Cnoco6 npumenenusn yia
esmuueckan HenameHmoeanHoe
zpynna Hazeanue
1. |bnokaropsl AMJIOIUITNH Hauanpnas no3a 1,25 mr. 1 pa3 B B
KaJIbIIUEBBIX JIeHb, 1eneBas ao3a 20 mr. 1 pa3 B
KaHaJIOB JICHb
ImaITHA3EM HauanpHas moza 60 mr. 3 pasa B B
neHb, IeieBas pgo3a 240- 720
MT/CyT
HI (e TUIHH, Havanpnas no3a 30 mr. 2 pasa B B
IATEIEHOTO neHb, 1eeBas no3a 120- 240 wmr.
BBICBOOOKICHHS 2 pasa B JIcHb
2 |lnypeTuku bypoceMu Jlns  wabekumii 20 wmr/m C
nepopasibHo 40 mr, 1 — 2 paza B
JIeHb
TOPACEeMMU/T 5-10 mr. 1 — 2 pa3a B neHb C
CUIPOXIOPTHAZU 25, u 100 mr. 1 — 2 pa3za B 1eHb C
CITUPOHOJIAKTOH 25, 50, 100 mr 1 — 2 pa3a B neHb C
3 CepaeuHblit ITATOKCHH 1,25-2,5 mr. 1 — 2 pa3a B eHb 1-C
TJIUKO3H T
OKCHJ a30Ta HemnpepsiBHast HMHTaJISAINS, B 1-C
koHTyp MBJI.10-40 ppm

Hoaxoas! B Begennu HekoTopbix ¢opm JIAT m apyrux rpymn JII' [23-26]. JIAT,
accounupoBannas ¢ BIIC Bo B3pociioM Bo3pacre.

JIAT, accomuupoBannasi ¢ BIIC otHocutcs x 1 rpymme JII' (cm. tabmuimy 4) u
npejacTaBisieT co0Oil BecbMa TETEpPOreHHYIO IOMYJIALMI0 MNalUeHTOB, INpPUBEICHA
OTIeNbHAs KIMHUYecKas kiaccudukanus (cMm. tabnuiry 25). [1o naHHBIM €BpOIeHCKUM
nanHeiM  5-10% B3pocibsix manueHToB ¢ BIIC umenu JIADT [23]. TlocTosiHHOE
BO3/ICICTBUE YBEJIMUYEHHOTO KPOBOTOKA MPH CHCTEMHO-JIETOYHOM HIYHTE, a TaKkKe
MOBBIIICHHOTO JAaBJICHUS Ha COCYABl JICTKHX MOXKET TIPHBECTH K THIIMYHON
OOCTPYKTHUBHOM apTepuomnaTh (MISHTUYHBIM JIpyruM BugaMm JIAID) ¢ mociemayrommm
poctoM PVR. Eciu PVR npeBsimaer cucremHoe cocyauctroe conporusienue (SVR),
TO IIIYHT MEHSET CBOE HampaBiieHHe (CUHIPOM DilzeHMenrepa) [24].

Y mamnmeHToB ¢ mpeobsiaJaHueM CHCTEMHO-JIETOYHOTO HAIPaBJICHUS IIyHTa MOYKHO
pPaccMOTPETh KOPPEKITHIO TTopoka (Tadnwuia 5). beiin mpeioxkeHbl KpUTEPUH 3aKPhITHS
IITyHTa, OCHOBaHHBIEC Ha 6a30BoM ypoBHe JICC (Tabnwuima 26) [25-26].
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Taoauna 25. Pekomenaganuu no koppekuuu BIIC ¢ npenMyinecTBeHHO CHCTEMHO-
JIETOYHBIM HANPaABJEHUEM IIYHTA [23]:

1. Cunapom JiizeHMeHrepa

Bxmrodaer Bce Oousbliie HMHTpa- U IKCTpaKapauaibHblEe Ne(HEeKThl — CHCTEMHO-
JIETOYHBIE 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-JEerOYHbIMU
IIYHTaAMH

Koppektupyemsie (¢ TOMOIIBI0 XUPYPTUUECKOTO N YPECKOKHOTO BMEIIATEIHCTBA)
Hexoppexktupyembie (BkimroyaeT cpennue W Oomnbinue nedexrsr; TJICC — ot
HE3HAYUTETHLHOTO 0 YMEPEHHOTO, TPe00IaiaeT CHCTEMHO-JIETOYHOE IITYHTUPOBAHHE.
I{mano3 B MOKOE HE XapaKTEPEH).

3. JIAT' ¢ majabiMu/ ciaydyaiiHbIMHU JedexkTamu (17151 B3POCJIbIX NALUEHTOB)
3nauutensHoe T JICC npu Hanuuuu HeOonbmux aedexton (JAMXKII <1 cm u JIMIIII
<2 cm). Knuanyeckast kaptuna unentudda UJIT'. Koppekiust BIIC npotuBonokasaHa.

4. JIAT mocJjie XHPpypru4ecKoi KOppeKIuM nopoKa

B stux cnydasx nocne xupyprudyeckoid koppekiuu BIIC JIAIDT coxpansercss mocine
onepanuu (nepcuctupyromias JIAI') unu pazBuBaeTcsi uepe3 HECKOJIbKO MECSIIEB WU
ner mnocne omnepanuu (pesunyanbHas JIAI) mpu  OTCYTCTBUM  3HAYHMMBIX
MOCJICONIEPAITMOHHBIX OCTATOYHBIX MOPAKEHUIN WJIM BPOKICHHBIX 1€(EKTOB.

Tabumna 26 Pexomenganuu no koppekuuu BIIC ¢ npeumyniecTBeHHO CHCTEMHO-
JIETOYHbIM HANpPAaBJIeHHEM INYHTA [3]:

Pexomenxanumn Kuacc pekomenaanum —
PVRIi PVR Kopperupyemsiii * YPOBEHbB 10Ka3aTeIbHOCTH
(WU *m2) (WU)
<4 <2.3 Ha ITa-C
>8 >4.6 Her [Ta-C
04.aBr 2.3-4.6 NunuBnnyanbHas ITa-C
OLICHKA MallMEHTa B
TPETUYHOM LIEHTPE

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

Taoauna 27 Pexomenaanuu no BeaeHuo namueHTon ¢ JIAI, accouuupoBaHHOM ¢
BIIC [3]:

Pexomenoauuu Knacc pexomenoayuu —
ypoeenp
ooKazamenbHOCmU
[Tpumenenue 603eHTana pekomenayercs y namuentos c [II ®K BO3 ¢ I-B
CHUHIPOMOM DH3eHMeHrepa
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[Ipumenenune napyrux APD, UDJ/[D-5 u mnpocTaHOUIOB ClEIyET ITa-C
00CyX1aTh Y MallUEHTOB C CHHAPOMOM Di3eHMEHTepa

IIpn oTcyTCTBUM 3HAUYUTENBHOIO KPOBOXAapKaHbS MOXKHO OOCYXIaTh IIb-C
Ha3HAUYE€HUE IMEPOPAIBHBIX AHTHKOAryJISHTOB Yy MAalMEHTOB C
TpomMO030M JIA miu npu3HaAKaMu CepeYHON HETOCTATOUYHOCTH

[IppuMeHeHHEe  JONOIHUTENIBHOW TEpalmuu  KUCJIOPOIOM  CIIELyeT [Ia-C
o0CyXJaTh B Cly4asX, KOIJa Tepamusi KHUCIOPOAOM IPHUBOAMUT K
CTOMKOMY IIOBBILIEHUIO CAaTypaluy KHUCIOPOJAa W YMEHBUICHUIO
CUMIITOMaTUKH

[Ipy HaIMYMKM CUMIITOMOB THIIEPBA3KOCTH CIEAYyeT OOCYXIaTh ITa-C
BEITIONTHEHUE (priedoTOMHM € HM30BOJIOMHUYECKUM  BO3MEIICHUEM,
OOBIUHO MPHU YPOBHE reMaTokputa >65%

[TpumeHeHne npenapaToB, COACPKALIIX JKEIE30, MOKHO 00CYKIaTh Yy IIb-C
MAIMEHTOB ¢ HU3KUM YpOBHEM (eppUTHHA B IJIa3Me KPOBH

Y mnanueHToB C CHHAPOMOM OW3eHMEHrepa MOXeT O0O0CYKIaThCs IIb-C
Ha3HA4YCHHE KOMOMHUPOBAHHOW TE€panuu

Ucnons3zoBanne BKK He pekoMeHyeTcsl y MalMeHTOB ¢ CUHAPOMOM II-C
DiizeHMeHrepa

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

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

JIAT', accomuupoBannoii ¢ C3CT, 3aHMMaeT BTOpO€ MECTO Ccpeau HauboIee
pacnpoctpanéHnubix TUnoB JIAIT mocne WIIATD [27]. ¥V stux manuenTtoB JIAIT Moxer
pa3BUBAThCSA BCIEIACTBUE WHTEPCTULMAIBHOTO MOPAXKEHUS JIETKUX WU B pE3yJbTare

M30JUPOBAHHOTO TOPAKEHUS COCYJOB JIETKHUX, C BOBJICYCHHEM W MOCTKAUJUIAPHBIX
Benyn (BOBJI) [28,29].

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

Pexkomenoauyuu Knacc pexomenoayuu —
YPO8eHb 00KaA3ameabHOCmu

OxoKI' B cOCTOSSHUM TIOKOSI PEKOMEHIYEeTCsi B  KayecTBe I-C
CKPUHUHTOBOTO HCCJIEIOBAHHUS y OECCUMIITOMHBIX ITallHEHTOB C
CUCTEMHOM CKJIEpOAEPMHUEH, ¢ MOCIeAYIOMHM exxeroaHbM IxoKI -
CKpUHUHTOM, HcchefoBaHueM Ju(Gy3UOHHON  CIIOCOOHOCTH
JIETKUX 1T MOHOOKCH/IA YTIEpoaa U yPOBHS OMOMapKepoB

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

Tepanus nepopalbHBIMU aHTUKOATYJISHTAMU MOXET 00CYXAaThCs IIb-C
Ha WHIUBUAYaJbHOW OCHOBE MPH HAIWYHH MPEIPACIOI0KEHHOCTH
K TpoMOomImu
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Coxpawenusn: APD — aummaeonucmoel peyenmopos sndomenuna, 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', accounupoBaHHas ¢ NopTajbLHOi runeprensuei [30-33]:

JIAT', accouuupoBaHHas € MOPTaJbHOM THUIEPTEH3UEH, OOBIYHO OTHOCIT K IMOPTO-
nyneMoHansHOM JII' (IITIJIT). DTy HO3070THMI0O HE CcleAyeT IyTaTh C Tenaro-
NyJIbMOHAJIBHBIM  CHUHAPOMOM,  KOTOPBIM  XapaKTepU3yeTcs  MHaTOJOTHYECKOU
IUaTauend cocynoB Jerkux u runokcemueit [30]. OgHako 3TU ABa COCTOSIHUS MOTYT
nepecekarbes [31]. IITUJITT acconuupoBana ¢ HAMTMYUMEM MOPTAIbHON T'MIIEPTEH3UH, HO
He 00s3aTeNbHO C MPUCYTCTBUEM 3aboeBanus nedueHu. OAHAKO HUPPO3 MEUYEHH 0 CUX
nop sIBJsieTcs HauboJsiee 4acToi MPUUMHON MOPTaNbHOM runepreH3uu, mostromy [T
OOBIYHO BCTpEYaeTcsd y NAalMEHTOB ¢ HUppo3oM nedeHu. [Tpumepno 1-5% nanueHToB ¢
nopTtanbHOM runeprensuent pazsusaercs JIAI' [32] u puck ee pa3BUTHSA COBEPIICHHO HE
3aBUCUT OT ATUOJIOTUH 3a00JIeBaHUs U HApyIIeHUs! (QYHKIMU reueHu [33].

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

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

CUMIITOMHBIX ITAaIUCHTOB C 3a00JICBaHUSIMH IICYCHU WJIH HOpTaHBHOﬁ
FHHepTeHSHCﬁ Ny BCEX KaHANAATOB Ha TPAHCIUIAHTALUIO IICUCHU

[TamentoB ¢ JIAI, acconuuMpoBaHHOW € MOPTaJbHOM THUIIEPTEH3UEH, I-C
PEKOMEHIYeTCsl OTIPABIATH B LIEHTPbI, UMEIOLINE ONBIT paboThl ¢ 000MMU
3200JI€BaHUSAMHU

Tepanuss nepopadbHBIMM AHTUKOATYJISHTAMM HE PEKOMEHIYyeTCs Yy m-C

nanueHTos ¢ JIAT, accouupoBaHHON ¢ IOPTAJIbHON THIIEPTEH3UEN

TpancnnanTanus nedeHn MoXeT 00CYXIaThCsl Y OTAEIbHBIX MAllMEHTOB C IIb-C
xopoiuuM otBeToM Ha JIAT -Tepanuto

TpaHcIulaHTanys MEYEHW NPOTUBOIIOKA3aHA Yy IMALMUEHTOB C TDKEIOW H mI-C
HEKOHTposmpyemon JIAT'

Coxpawgenusn: JIAI' — necounas apmepuanvras eunepmensus, JII' — necounas eunepmensus, IxoKI - sxokapouoepaghus

JIAT', accounupoBannas ¢ BUU-undexuueii [34]:

B nonynasuMoOHHOM UCCIENOBaHUM MHUHHUMAajbHas —pacrpocTpaHeHHOCTh JIATL,
accoruupoBanHor ¢ BUU-undexmueit, cocramsia 0.46% u Obuta cX0Xe ¢ ypoBHEM
710 BHEJIPEHUS BBICOKOAKTUBHOM aHTUPETPOBUPYCHOU Tepanuu [34].

Tadanua 30. Pekomenaanuu no BegeHuro nanueHToB ¢ JIAT, acconuunpoBaHHOM ¢
BUY-undexumeii [3]:
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Pexomenoayuu Knacc
PeKomenoayuu —
YposeHb

00Ka3ameavbHoCm

Ox0KI" ckpununr JII' y 6eccumnToMubIX nanueHToB ¢ BUU-undexnueii ve I -C

pEKOMEHIyeTCs

Tepanus nepopaibHBIMU aHTUKOATYJITHTAMUA HE PEKOMEHIYETCS U3-3a I -C

OTCYTCTBHS JJAHHBIX O COOTHOIIECHUH 3 ()EKTHBHOCTH/PUCK

Cokpawgenusn: BUY — eupyc ummynooeuyuma uenosexa, JII' — necounas eunepmensus, OxoKI-

3x01<ap()u02pa<jm}z

BO BOBJI u JIKI' (BeHOOK/JIIO3MOHHASA 00JIe3Hb JIETKMX M JIerOYHbIM
KAaNWLISIpHBI reMmanruomaro3) [35-37]:

Hons wuamonatndeckux ciydaeB JIAI, A€MCTBUTENBHOCTH  YAOBIJIETBOPSIOLIUX
kputepusim  BOBJI/JIKI, BepositHo cocrtaBisier okoio  10%  (MUHUMAanbHas
3aboseBaeMocTh M pacnpoctpaHeHHocTh BOBJI/JIKDT <1 cnywait/mnn) [35,36]. B
otiimuue ot WJIAT cpeaun nanpentoB ¢ BOBJI npeobnanatoT nanueHTbl My>KCKOTO 1MoJia
Y IPOrHO3 O0Jee HebmaronpusaTHeIi [37].

Taoauna 31. Pekomenganuu no BeaeHuio nanueaToB ¢ BOBJI/JIKT [3]:

Pexkomenoauuu Knacc pexomenoayuu
— ypoeens
O00KasamenvHocmu
Jns mocranoBku nuarHo3a BOBJI/JIKIT pekoMeHIyeTcsi yYUTHIBATH I[-C
COBOKYITHOCTb KIIMHUYECKOT O o0crnenoBaHus, (U3UKaNBHOTO
UCCJIEJIOBAHNUS, OPOHXOCKONMH U PE3YyJIbTATOB JIYU€BOM TMAarHOCTUKU
Wnentudukanus ou-amiensHoit myraimu EIF2AK4 pekomenayercs ais I-B

MOATBEpXKAeHUsT  nuarHo3a  HacienactBeHHot — BOBJI/JJIKTT  6e3
THUCTOJIOTHUYECKOTO TTOATBEPIKICHHUS

[Ipu ycranosiaenun nuarHo3a BOBJI/JIKIT HeoOxomumo Kak MOKHO| I-C
CKOpee HaIlpaBHUTh MAIMEHTA B IIEHTP TPaHCIUIAHTAINH
[Marmentsr ¢ BOBJI/JIKIT momkHbl HaOmroaaThes TOMBKO B IIEHTpAX, ITa-C

AMEIOIIUX OOJIBIION ONBIT BeAcHUS 00IbHEBIX C JII', B CBSI3M ¢ BEICOKHM|
PUCKOM pa3BUTUS OTEKa JIETKMX Tocjie Haudana tepanuu JIAIS
Cokpawenua:  BOBJI/JIKIT 6enookno3uoOHHAst 60Ne3Hb JIe2KUX U 1e204UHblU KanuiisipHoll
eemaneuomamos , JIAI' — necounas apmepuanvnas cunepmensus, JII'— necounas eunepmensus

JIT" BcJieicTBHE MATOJIOTMH JIEBBIX 0T/A€eJ0B cepana [8, 38-41]:

JII' aBisieTcsi 4acThIM OCJIOXKHEHHWEM 3a00JIeBaHUs JIEBBIX OTJIEJIOB CEp/Ia, 4acTo
BCTpPEYAETCs] KaK CHUMITOM JIeKAaIero B OCHOBE cocTosHusA [8, 38] u cBsizaHa C
TspKecThio 3a0oneBanust. [lo cpaBuenuto ¢ JIAIT mamments ¢ JII', acconmupoBaHHBIX C
3a007€BaHUSMUA JIEBBIX OTACNIOB cepana (0COOGHHO B ciaydae C CepAeYHOMN
HEJIOCTATOYHOCTBIO C COXpaHEHHOW (Qpakuueil BrIOpoca JEBOro KeaylI04yka) 4acTo
cTapiie, »KEHCKOTO TMoJia, ¢ 0ojee 4YacToi pacHpoOCTPaHEHHOCTHIO COIYTCTBYIOIIUX
CEepACYHO-COCYAUCTHIX 3a0osieBaHui [39] W OONBIIMHCTBO, €CIM HE BCE, HUMEIOT
MpU3HAKK MeTabonueckoro cuapoma [40].
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JIT' pa3BuBaetcs npu 3a00JieBaHUSIX JIEBBIX OTHENOB Cep/lla B OTBET HAa MACCUBHYIO
oOpaTHyIO0 TiepeAady /JaBJIGHWs HAMOJHEHUA, TJaBHBIM O00pa3oM 3a  CyeT
auacronnueckoil  aucynkumu JDK, ycuiaeHHOW MUTpanbHOM — perypruraiuei,
BBI3BAHHOM (u3MUYeCcKOil Harpy3koil u norepeit kommaeHTHOCTH JIIT [8]. YV HEexoTOphIX
OOJBHBIX ATH YHCTO MEXaHMYECKHE KOMIIOHEHTHI BEHO3HOTO 3aCTOsl MOTYT BbI3BaTh
3d(deKT HaJoXKEHUs, C TMPUCOCTUHEHUEM BA3OKOHCTPUKIIMU JIETOYHBIX COCY/IOB,
CHIDKEHHEM OHOJOCTYITHOCTH OKCHJa a30Ta, MOBBIIICHUS JKCIPECCUU SHIOTEINHA,
JIECEHCUTHU3ALIMM B Ba30/IUJIATAllMU, O0YCIOBICHHOM NEHCTBUEM HATPUIYpPETUYECKOTO
NenTuaa, U peMoAeIMpoBaHUEM cocyloB [8,38,41]. DTo mpuUBOAUT K JalbHEHIIEMY
yBenunuennto JI3JIA u MoxkeT npuBecTH K 3a00J€BaHUIO COCYJIOB JIETKUX, YBEIUUCHHUIO
noctHarpy3ku [DK u IDK- HenoctaTounoctu [§].

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

rpynusi [3]:

Knunuueckasn
npe3eHmauus

Ixoxapouozpagusn

/Jlpyzue npuznaxu

Bo3spact >65 ner

CTpyKTYpHBIC U3MCHECHUS
J€BBIX OTAEIIOB CepAla:

- 3a00JIeBaHUs KJIANIAaHOB
JIEBBIX OTJICJIOB CcepIa

- yBenuuenue JIII (>4.2 cm)

- pnorarust MITII Bpaso

- mucdynkrmst JDK

- KOHIICHTpUYeCcKast
runeptpodus JOK n/nmm
YBEJMYEHHE MAacChl MHOKap/a

OKIT:

- 'K w/vmm T'JITT
- OI/TII

- BJIHIIT

- Hanuue 3y01oB Q

Cumnromsl JDK

Ilokazarenu

Jlpyrue naHHble BU3YaIU3UPYIOLINX

HEJ0CTaTOYHOCTH JOTIIIeporpapuuecKkoro METOJIUK HCCIIEOBAHUS:
HCCIIEOBAHNS MTOBBILICHBI: - nuauu Kepnu B
- yBenuueHue cootHoueHust E/e’ | - BBINOT B IUIEBpaIbHOM MOJIOCTH
- >2-3 Tun HapyuieHue - OTEK JIErKUX
TPAaHCMUTPAJILHOTO KPOBOTOKA - yBenmueHue JIA
[Tpusnaxu OrcyrcTBHE:
METa0O0JINIECKOTO - nucynkmun TDK
CHUHJpOMa - CPEHECUCTOIINYECKOTO
MIPUKPBITHSL KPOBOTOKA B JIA
- BBIIIOTA B NIOJIOCTh NIEPUKAPAA
AHaMmHe3

3a00yIeBaHMs CepIIia
(B IPOILIIOM WJIN

[Tepcuctupyromas
bubpuIAIHs

Coxpawenusn: BIIHIII' — oOnoxada nesou moocku nyuxa luca, I'VJDK — eunepmpogus neeozo owcenyoouxa, 11T —
eunepmpoghus 1e6020 npedcepous, JIA — necounasn apmepus, JII' — necounas eunepmensus, JIK- negvli dcenyoouex,
JIIT — nesoe npedcepoue, MIIII — mesxcnpedceponas nepecopooxa, ITDK — npaeviii orcenydouex, TII — mpenemanue
npedcepouti, DI — Quopunisyus npedcepouii, IKI - snekmpoxapouoepamma
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Tadauna 33. Pexkomenaanuu no BeaeHuo nanueHToB ¢ JII' mpu 3adoseBaHuUsIX
JIEBBIX 0T/1eJI0B cepauna [3]:

Pexomenoayuu Knacc pexomenoayuu —
yposeHb
O0oKazamenbHoOCmu
OnrtuMu3anus JIeYeHUs! OCHOBHOTO 3a00JIEBaHMSI PEKOMEHYETCS I-B

nepen npuHATHEM  pemieHus o6  obcnemoBanuu  JIT,
aCCOIIMMPOBAHHON C 3a00JIeBaHUSIMH JIEBBIX OTHEIOB cepiua (T.e.
JICYCHHE CTPYKTYPHOM NATOJIOTUU Ceplia)

Pexomennyercst BoIaBiATh npyrue npuuuabel JIIT (T.e. XOBJI, I-C
CUHIpPOM CcoHHoro amuod, TOJIA, XTJII') u neuutrp wux
COOTBETCTBYIOLIUM  00pa3oM 70  MPUHATUS  peueHus o0
obocnemoBanmu  JII', 0OyCIIOBIEHHOW 3a00JCBAaHUSIMHU  JICBBIX
OTJIEJIOB Ccepla

NuBasuBHOE uccinenoBanue npu JII' pekoMeHnayercs npoBOAUTh HA I-C
(oHEe KOpPPEeTHMPOBAHHOI'O BOJIFOMHUYECKOI'O cTaTyca

[TatimentoB ¢ JII', accoummupoBaHHON ¢ 3a00JIEBAaHUSIMHU JIEBBIX ITa-C
OTJICJIOB CEpP/IIa, U BEIPAKECHHBIM MPEKAMIUIIPHBIM KOMIIOHEHTOM,
Ha 4To yKkasbiBaeT BbIcokmii JII'J] w/mmm Beicokoe JICC, crmemyer
HANpaBJIATh B dKCHepTHhIA 1eHTp JI[' [uisi BBITIOJHEHHS MOJIHOTO
JTUArHOCTUYECKOr0 OOCIICIOBaHUS W TIPUHSATHS WHIUBUIYATBHON
Je4eOHOM CcTpaTeruu

BaxxHocTh M poJib Ba30pEakTUBHOIO TecTa y mnanueHtos ¢ JII, II-C
aCCOLIMMPOBAHHOW C 3a00J€BaHUSIMU JIEBBIX OTAENOB CEpAlla, HE|
onpeJeneHa, 32 UCKJIIOYEHHEM  OONIbHBIX,  SIBJISIOIIUXCS]

KaHIWJaTaMHd Ha TPAHCIUIAHTAIIMIO CepAlla /WM HMIUIAHTAIUIO
MEXaHUYEeCKOTOo ycTpoiicTBa s moanaepxkku JIK

Hcnons3oBanue JIAT-cnenuduueckoit Tepanuu y nanuentos ¢ JII) 11-C
aCCOLIMMPOBAHHON € 3a00JIEBaHMSIMU JIEBBIX OTAEIOB CEpALA, HE
PEKOMEHIYETCsl

Cokpawgenusn: J[I]] — ouacmonuueckuil epaduenm oaenenus, JIAI — neeounas apmepuanvras eunepmensus, JII'
— nezounasn eunepmenzusi, TOJIA — mpombosmbonus necournou apmepuu, XOBJI — xpoHuueckas oOCMpPYKmMueHas
bonesnv nezkux, XIJII' — xponuueckas mpomb60IMO0IUYECKAs N€20UHAs 2UNEePmeH3Usl

JII" BcaeacTBHE MATOJIOTHH JerKUX W/Wid runokcuu [42,43]:

Tsoxects JIT', kak mpaBmiio, ¢1abo0 CBsA3aHa ¢ TSHKECTHIO OCHOBHOM IMATOJIOTHUHU JIETKHUX.
HaubGonee pacnpocrpanéuubsie mapkepsl JII' SBISIOTCS HEMPOMOPIIMOHATLHOE HU3Kas
muddy3roHHass ciocoOHOCTH JieTknX U Hu3koe nasienne CO2 [42,43]. YV HEKOTOPBIX
MalueHToB ¢ mnarojoruei jgerkux v JII', oCOOGHHO y MAlMEHTOB ¢ JIETKOM (popmMoi
3a0oneBaHui Jierkux, HO Tspkenod JII', TpymHo onpenenuts, sBiusercs nu JII
pe3yJabTaTOM TATOJOTUM JIETKUX WJIM TAlMEeHT CTpajaeT OT JABYX 3a00JIeBaHUM, T.C.
JIAT" u XxpoHuueckoro 3a00JieBaHuUs JIETKUX. DTH MAlMEHTHI I0JHKHBI OBITh HAMIPABJICHBI
B MEAMIIMHCKYI0 OpraHM3aliio, TJI€ €CTh TakKe OINbIT paboThl B 00JIaCTH
MyJIbMOHOJIOTHH.

Tadanua 34. I'emoagnnamunueckas kiaaccupuxanus JII' BeaencrBue 3a0o/ieBaHuii
Jerkmux [3]:
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Tepmunonozusn I'emoounamuxa (KIIOC)
XOBJI/NJID/KIIDD 6e3 mPAP. <25 MM pT.cT.
XOBJI/UJID/KIIDS ¢ JIT mPAP p. IJIAcp. >25 MM pT.CT.
XOBJI/UJI®/KIIPI ¢ mPAP >35 mm pr.ct. i IJI mPAP Acp. >25 mm
Tspxenon JII' pT.CT. ipu Hanmunu HU3Koro JIJIAcp cepaednoro
BbIOpOoca (CU
<2.5 n/MuH, HE 0OBSICHUMOTO IPYTUMHU IPUYUHAMHU )

Cokpawgenun: mPAP — cpednee oasnenue 6 necounoti apmepuu, UJI® — uouonamuyeckuii necounsiti pudpos, KJIIDD
— KOMOUHUpOBaHHbIL Ne2ounblll Guopos u smepuzema, KIIOC —kamemepuszayus npagvix omoenos cepoya, JIIT
necounas eunepmensus, CI — cepoeunsiii unoexc, XOBJI — xponuueckas obcmpyxmugtas 001e3Hb 1e2KUX

Taoauua 35. PekoMeHIaMy M0  BEIEHHUI0O MALMEHTOB C Jr BCJIE/ICTBHE
3a00J1eBaHuM Jerkux [3]:

Pexomenoayuu Knacc pexomenoayuu —
Ypo8eHb
O0oKazamenbHoCmu
OxoKI' pexkomenayercs i HEMHBA3UBHOIO CKPUHUHIA IIPH I-C

moao3peHnn Ha Hanuuue JII' y manueHToB ¢ MaToiaoruen Jerkux

[TarmenToB ¢ OxoKI-npusHakamu Tspkenoit JII' w/umu BbIpakeHHOH I-C
uchynkimu [DK # pekomenayeTcs HanpapsTh SKCOEPTHbIN LIEHTP
OnTumalibHOE JICUEHHE OCHOBHOTO 3a00JIeBaHMsI JIETKUX, BKIIOYas] I-C

JUINTENIbHYI0 TEpAlMi0 KHCIOpPOJOM Yy MAallMEHTOB C XPOHHYECKOU
rurnokceMueil pekomenayercs y mnauueHToB ¢ JII' Bciencraue
3a00JIeBaHUI JIETKUX

[lauentoB ¢ mpusHakamu — Tspkenmot  JII/msoxenmont  TDK- ITa-C
HEI0CTaTOYHOCTU CJIEAYET HAIpaBJIATh B JKCIEPTHBIA ILIEHTP JUIs]
o100pa MHANBUTyaIbHON TEpanuu

KIIOC He pexomeHayercss mpu nono3peHun JII' y manmeHToB © II-C
3a0o/ieBaHUSIM  JIETKMX, 3@  HMCKJIIOYEHHEM  CIyyaeB, KOTJa|
onpenensercs CTparerus JedeHus (Hampumep, TpaHCIUIAHTALus|
NIErKuX, albTEPHATHBHBIA 1uarto3, takux kak JIAIT wmm XTJIT)
[MOTEHLMAJIbHAsl  BO3MOYKHOCTb  BKIIIOYEHHMsS B KIMHHYECKOE)
MCCTIE/IOBAHUE)

Hcnonb3oBanue JIAT -cnemmduueckoii Tepanuu y nanuentos ¢ JII' | II-C
BCJICOACTBHUC 3a6OHCBaHI/II>’I JICTKHUX, HC pCKOMCHIAYCTCs
Ilpumeuanue: 4 _ oma pexomeHoayus. He OMHOCUMCS K NAYUEHMAM C MEePMUHATbHOU cmaouel 3a001e6anutl

JIe2KUX, KOMOopble He pacCMAmpueaomcsi 6 Kkavecmee KaHOuoamos Ha MpaHCHIaHMAYUIo J1eeKuUX.
Coxpawenusn: JIAI' — necounas apmepuanvuas eunepmensus, JII" — necounas eunepmensus, IDK — npasuiii - dcenyoouex,
IxoKT —sxokapouoepaghus, XT/II — xponuueckas mpomboImbonudeckas necounas cunepmensus

XTJII' (xpoHnuyeckasi TpoMO0IMOOIMUYECKAs] JIerOYHasi TuIepTeH3us): (cMm.
KIMHUYECKUM  MPOTOKOJA MO  JUAarHOCTUKE M JICUCHHIO  «XPOHHYECKas
ocTpoMO0IMO0IMYEecKas TUIIEPTEH3UsI») [44].

3.6 Xupypruueckoe BMeIIaATeJIbCTBO: HET.
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3.6. UnaukaTopsnl 3pPeKTUBHOCTH JICYEHMS:

e  VYBenMueHHe MPOUIEHHOTO paccTosaHus, B TOMX.

e  Vayumenue K (BO3).

° Cuawmxenue koHnenrpamnuu NT-proBNP.

e  VYMEHBIICHUE KIWHUKHU MPABOXKEIYJOUKOBONM HEAOCTATOUYHOCTU (OTEKOB, ACIUTA,
rernaToMerainy, 1a00paToOpHBIX MoKazaTeael MTUCPYHKINH TEYEHU U TTOYEK, CHUKEHUE
MAaccChI Teja).

e  CHWXEHHUE YaCTOThl BOSHUKHOBEHHMSI HJIM MCYE3HOBEHHE CUHKOIIE/TIPECUHKOTIE.

4. IOKA3AHUA IS TOCIHUTAIMBALIUU C YKAZAHUEM THIIA
TI'OCIIMTAJIN3AIINMA:

4.1 Iloxka3aHusi 1151 IKCTPEHHOI rOCNIUTATU3AUNM:

e KiMHMKa JErOYHOTO THUIEPTEH3UBHOTO KpH3a: YIYIIbE, BBIPAKEHHBIM ILHMAHO3,
MOXOJIOAaHUE KOHEYHOCTEH, CUCTeMHAasi TUTIOTEH3USsl, CUHKOIIE, 00JIb B TPYAHOU KJIETKE,
TaXUapuTMUH, TOJIOBOKPY>KEHHUE.

4.2 Tloxka3zanus A1 NJIAHOBOM roCIUTAIN3AIMH:

e IIpoenenne KIIOC i mnepBUYHOrO TOATBEPXKACHUS JAMArHo3a, CTEICHU
TSOKECTH M TI0100pa MEMKaMEHTO3HOM TepaItuH.

° [TpoBenenne KITOC st onenku 3 PeKTUBHOCTH MeaMKaMeHTO3HOU Tepanuu JII,
1 pa3 B 8-12 mec.

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

e  UurepBeHuuoHHble  MeToAuku  JedeHuss JIAIT  —  arpuwocenTocToMus,
CTEHTUPOBAHUE MEKMPEACEPAHOMN MTEPETOPOIKH.

e Tocnuranuzamusa s CKpUHUHra 1o mnporpamme «TpaHCIUTaHTalMsl JIETKHUX,
CEepAEUYHO-JIErOYHOr0 KoMIUIeKca», 1 pa3 B 8-12 mec.

e JlexoMmeHcalus MPaBOXETyI0UYKOBOM HEOCTATOYHOCTH, TAXUAPUTMHUH.

S. TAKTUKA JIJEHEHUSA HA CTAIIMOHAPHOM YPOBHE [45, 46]:
5.1 HemenmkaMeHTO3HOeE JieYeHHe: CM. MOAMYHKT 3.1
5.2 MeaukaMeHTO3HOe JIeYeHHe:
IIpaBoxkeny10MKOBasi HEIOCTATOYHOCTD.
[IpaBoxkenynoukoBas (I1DK) Hemocrarounocts xapakrepusyercs HuzkuM CO u/umm
MOBBIIIEHHBIM JABJICHUE HAMOJIHEHUS MPaBbIX OTIEIOB CEpAlla M3-3a CHUCTOJIUYECKOU
win nuacronnueckoi muchynkmmu [DK, mpuBoauT Kk HapymieHU0 (GYHKIUHA TEYCHH,
MOYEK Y KHIlIeYHHKA. OTEK CTEHKHU KUIIEYHUKA MPUBOJIUT K TPAHCIOKAIMKU KUIIEYHBIX
MAaTOT€HOB W JHAOTOKCMHOB B KPOBb M BBICOKOMY PHCKY pa3BUTHS CEICUCa Y
naruenToB ¢ I DK HeqocTaTouHOCTEIO.
Monutopunr mamuenta ¢ [DK nHegocratounocteio Ha ¢one JII' B OAPUT Britouaer
00s13aTeNIbHYI0 UMIUIAHTAIMIO LIEHTpaibHOro BeHo3Horo karetrepa (LIBK), mpu stom
LHeHTpasbHOe BeHo3Hoe aaBieHue (LIB/[) y Takux mNanMeHTOB HMEET IUJIOXYIO
KOPPEJSAIUI0O C BOJIOMHUYECKUM CTaTycOM B CBsi3U ¢ coOctBeHHO camoit [DK
HEJIOCTaTOYHOCTH. B ToXe BpeMsl, LieHTpalibHasi BeHO3Has caTtypanus (ScvO2) umeer
koppessnuio ¢ BenmmunHoi CO (Tab. 36).
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Tadaumma 36. MOHUTOPHMHI TAIMEHTOB C TSMXKEJIOW INPaBOMKeEIYT0UYKOBOM
HexocTaTouHocThI0 B OAPUT.

Ilokazamenu.
MOHUTOPUHT OCHOBHBIX .
MoKa3aTeyeu CC u putm.
o
J1 (MHBa3MBHO WJIM HE MHBA3UBHO).
o
emIepaTypa Tefa.
[[BK .
B/
JlaGopaTopHbie .
[10Ka3aTelIn. T-proBNP
L]
JICKTPOJIUTBHI.
. [Tokazarenu ¢pynkimu noyek (CKO,
KpEaTUHUH, MOUEBHMHA, MOUEBAs KUCJIOTA).
. [lokazarenu GyHKIMA — T[EYEHU
(OnnupyOuH, TpaHCAMHUHA3bI).
. [Toka3arenu BocnasieHUs/ MHPEKINUN
L]
OXOKT .
yakiua [DK u JDK, cocrosHue knamaHHOro ammapara,
BBITIOT B MOJIOCTH TIEpUKap/Ia.
. Uckimrouenue APyIrux
i B fal Vad
KITOC (n36upaTenbHO) [TosHast olleHKa reMOIMHAMUKHY
Cregyer pacCMOTPETh B CIIOJKHBIX MITH TSDKEITBIX

[IpenukTOpOoM HEHM30EKHOTO JICTAILHOTO HCXOAa SABISICTCS CHIDKeHHE ScvO?2,
MOUYEBBIICJICHUS U HAPACTAHUE JIAKTATA.

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

BoccTanoBieHrne CMHYCOBOTO pUTMa B CIIy4a€ ApUTMUM, SIBISETCS MEPBOOYEPEIHOU
3a7a4ei, Kak U1 KOHTPOJIb CHHYCOBOW TaXUKAPJIUH.

B cnydae oTCyTCTBHSI SIBHOIO MCTOYHMKA WH(EKIIMH, PEKOMEHAYETCS MPUMEHEHUE
QHTUOMOTUKOB IIMPOKOIO CIEKTpa ACHCTBUS, T.K. TpaHCIOKalus OakTepuil uepes
KUIIEYHYIO CTEHKY, 4acTasi IPUYMHA CETICUCA Y TAKUX MAI[MEHTOB.

OxcureHorepanusi, MPUMEHSETCS C LETbI0 JTOCTIKCHHS IIeJIeBON TepudepruIecKoi
carypaniun Oonee 90%. VY mMmanweHToOB ¢ TUNEpPKANHUEH, BO3MOXKHO NPUMEHEHHE
HenHBasuBHOM BeHTwsinuu (HUBJI), ognako yuutekiBas, uro HUBJI nmpuBogut k
noBbilIeHUI0 nocTHarpy3ku Ha IDK u ycunenuto nuchynxuuu [DK. Crenyer uzberatsb
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MHTYOAllMM Tpaxeu Yy TaKUX MAIMEHTOB M HCIOJIb30BaHUS WHBA3UBHON BEHTHIIALIMU
JIETKHX, MO0 TeM ke mpuunHaM. Eciau mHTyOarus Hen3OexHa, BaXHEHIIUM (aKkTopoM
OyneT SBIAThCA cTabmin3anuu cucteMaoro AJl.

Cnenyetr uzberaTh meperpyskoi >KUAKOCThio manueHToB ¢ [IDK HemocTraToyHOCTHIO,
Ja)ke B COCTOSIHUY IIOKA U TUIIOTEH3UH, T.K. B YCIOBUSAX TUCHYHKIIMU TPABbIX OTAEIIOB,
M30BITOK >KUJIKOCTH B MEPBYI OYEpEab IPUBOAUT K IIOBBIIICHUIO AABICHUI0 U
nanpHenmen qunatanuu DK mapagokcansnomy nemxennto MIKII, u Bcnencteue 31oro
cHkeHnss CO. YMmepeHHas Jeruaparaius BCeria npearnoYTUTENbHEN.

YMmenbiienne noctHarpy3kd Ha IDK BO3MOXXKHO TpuUMEHEHMEM KOMOWHHPOBAHHOMN
tepanuu JII', BKItOYas BHyTPUBEHHBIE, TOAKOXKHBIE WU MHTAJISIUOHHBIEC IPOCTAHOU b
WK UHraasuuoHHeI NO.

Aneopumm neuenus npuseden Ha pucyuke 6.

Tabmuma 37. HWuorponmbl W Ba3ompeccopbl B JIEYEHHH  TSKeJIOM
MPABOKEJTY10YKOBOMH HEI0CTATOYHOCTH.

Ilpenapam co PVR | SVR | Taxukapous, | /loknunuueckue Knunuueckue
apummus uccie006anun OaHHble
HNHoTponsl
JlomaMuH
2,5-5 1 ? ™ +++ -/+ [ToBbIIeHNE
MKI/KI/MUH KPOBOTOKA B ITOYKaX
>5 MKI/KT/MUH ) 1 +++
Basonpeccopbl
Bazonpeccun | — l ™ +++ ++ OrpaHu4eHHBIN OTIBIT
(HM3KHE J03B1) | WU npu JIAT

BoiReneHne npasoxenyA0uK0BO i HENOCTATOUHOCTH, AAeKBATHBI MOHUTOPVIHT, OTKa3 0T MHTYGaLMHM, KOHTAKT C IKCAepTHbIM LieHTpom no JIT

AHYDETAKOB A T0.

WHTaRHORHHANO 1) AR 1 OBy TaNH)

f

TMepcnekTues! A  BbI3NOPOBAGHUA U 5 o o Her CANUCTUYHBIX nepcnexkT1s A
P A Aop Heap Kt 3P GERT UAK 4 YXyAL COCTORKMA P p an
TpaHCNAaHTaLMUK A1erKuX 8bI3A0POBAEHNA UAY TPAHCANAHT ALY NETKUX
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PucyHok 6. AJIrOpUTM JiedyeHHsl TAKEI0i NMPaB0oKeJTyT10YKOBOIi HET0CTATOYHOCTH.
5.3 Xupypruueckoe BMelIaTeJIbCTBO:

e  DKcTpakopmopaidbHas TMOMICPKKAa KpoBooOpamieHus: mpu pedpakTepHOr K
MeaukameHTto3Hou tepanuu [DK HemoctatouHoCTH.

Iloka3zanua:

VY peanbHbIX KaHauAaToB, Ha LTX WM BBI3NOpOBIEHUE, B cilydae pedpakTepHON K
meaukamenTo3Hod Tepanuu [DK, HeoOxomuma »sKcTpakopropajibHas MOJIEpKKa
KpOBOOOpAILICHHUS.

«OnTUMaNbHBI» KaHAUAAT Ha SKCTPAKOPHOPAIbHYIO MOJACPKKY KPOBOOOpAIlleHUs B
KaueCcTBE «MOCTa K TpPAaHCIUIAHTAUUW» JOJDKEH YIOBJETBOPATHh CHEAYIOIIUM
KPUTEPUSM:

— TpeABapUTENIBHO YK€ OBITh PAacCMOTPEHHBIM Kak  pemumueHt Ha  LTX,
MPOWUTH MpoLeaypy oT0opa U ObITh 0OCIIEI0BaHHBIM.

— yuuThIBas AeUIUT JOHOPCKUX opraHoB B PK, rpymnmy kpoBu u pesyc-dakrop,
pa3Mmepsl Tejaa KaHIuJaTa, UMETh PEalbHbIE IIAHCHI MOJYYUTh JTOHOPCKHE JIETKHE B
orpanudeHHoe Bpems (10 14 queit Hra SKMO).

—  YYUTBHIBasi KOMOPOMJAHYIO MaTOJIOTHIO, BO3pacT U Ap. GakTtopsl (B T.4.
COLIMAIIBHO - OBITOBBIE) MMETh XOPOIIME MPOrHOCTUYECKHE IOKa3aTeld S-JIeTHeH
BBDKUBAEMOCTH.

Hanbonee yacTto HCHOJIB3yeMbIMH METOJMKAMU SBISIOTCS: Tepudepuyueckas BEHO-
aprepuaibHas dKCTpakopropaibHas MemOpaHHas okcureHamus (VA OKMO).
Haunbosee onTuMaibHON TOYKOW UMILIAHTALMU ABJIsLeTca uMiniadTtamsts VA DKMO B
BEPXHIOIO YacCTh Te€Ja, UTO SBJISIETCS 00Jie (PU3UOJIOTUYHBIM, B TUIaHE KPOBOCHAOKEHUS
Cep/illa ¥ TOJIOBHOTO MO3Tra, U MO3BOJISIET MOOUIIN30BATh IMAIIMEHTOB.
Ilpomueonokazanus:

- Bozpact >= 65 ner

- Mapexc maccel tena >= 40 kr/m2

- UckyccTBeHHAas BEeHTWIALMS JIETKUX O0Jiee 5 CyToK

- [lonmuoprannas HeOCTaTOYHOCTH (o1eHKa 1o mKkane SOFA > 12 GamioB)

- 'eMopparndeckuii HHCYJIbT

- AKTUBHOE KPOBOTEUYEHHE, HEBO3MOXHOCTh MTPOBE/ICHUSI aHTUKOATYJISTHTHON Tepanuu

- HeBO3MOXXHOCTH OCYIIECTBUTH COCYIUCTBIA TOCTYT

- Tsxenoe moBpexAeHUE HEHTPAIbHOW HEPBHOW cHCTEMbI (OLIeHKa 1Mo mkane ['masro <
5 6anoB).

e  banonnas arpuocentocromusi (bAC) c¢/6e3 crentupoBanust MIIII (I-C).
Ilokazanusa:

— 3-4 ®K (BO3) npu HeapPpexkTHBHOCTH KOMOMHUPOBAHHON MEAMKaMEHTO3HOU
Tepanuu;

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

— TexHuveckas BO3MOKHOCTb IPOBEJICHUS TPOLIETYPBI.
Ilpomueonokazanus:

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

— SpO2 npu npixanuu atMoc(hepHbIM BO3AYXOM B oKoe MeHee 85%.
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— bunarepanbHas TpaHCIUTAHTAUUS JIETKUX.

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

— TloTeHnuanbHBI ¥ YAOBICTBOPSIOMINMA KpUuTepusiM oToopa Ha LTX, kaHauaar,
B CJIy4ae BO3MOXHOTO pa3BUTHUS pedpaKkTepHOCTH K MEAMKAMEHTO3HON TEparuH.

— Cpennnii u Beicokuit puck mo kputepusm ESC/ERS, unu xonudectBo 6amioB
o mkane REVEAL > 7 Ha anekBaTHONM MenuKaMeHTO3HOM Tepanun JIATL'.

— IlIporpeccupoBanue 3a0oyieBaHUSI WM HEAABHSAS TOCHUTAIMA3AIUS H3-32
oboctpenus JIAT.

— Heo6xoauMocTh BO BHYTPUBEHHON MJIM MOJKOXHOM Tepanuy MpoCTaHOUAaMHU.

— MU3BecTHblE WM TMOAO3pEBAEMble BapUaHThl HEOJArONPHUATHOTO TEUYEHUS
3aboneBanus (BOBJI/JIKT, cknepoaepmusi, 60bIIas U NpOTPECCUPYIONIasi aHEBpU3Ma
JIETOYHOM apTepHH).

— DBropuuynas nuchyHKIuUS NMEYEHW U MOYEK, APYTHe MOTEHIUAIbHO OIAcCHBIE
OCJIO)KHEHMS, K IPUMEPY PELUANBUPYIOIIEE KPOBOXAPKAHBE.
Ioka3aHus 1l MOCTAHOBKHU B «JIMCT 0KHIAHUS JOHOPCKHUX JETKHX»:
—  Kanaunat noiaHocTeio o0cnenoBaH v noaArotosieH k LTx
—  Beoicokuii puck mno kpurepusm ESC/ERS, unm xonudectBo OayuioB MO IIKaje
REVEAL > 10 Ha Tepanuu BKIIOYAIOLUIEH BHYTPUBEHHBIE WM TOJKOKHBIC
IIPOCTAHOUBI.
—  IIporpeccupyromas runokceMus, ocooenHo y nauuentoB ¢ BOBJI/JIKT .
—  IIporpeccupyromasi, HO HE€ BbIpaK€HHas MAUCQYHKLUHS TI€YEHU U TOYEK,
AKU3HEONIACHOE KPOBOXAPKAHbE.

5.4 HNuauxatopbl 3¢(PeKTUBHOCTH JIeYEeHHUs: CM. IOAMYHKT 3.6

5.5 JanbHeiillee IMHAMHMYECKOE BeleHHMe KAK Ha aMOYyJaTOPHOM, TaK M Ha
CTAIlHOHAPHOM yYPOBHeE:

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

Hcxoono | Kaoeo | Kaoxwowie | Kadxcowvie Yepes 3-6 B cayuae
ble 3 6 12 Mmecayes KJIUHUY eCK020
Mecaua | mecauee | mecaues nocie yxXyoue Hus

U3MeHeHus
mepanuua

Knuanueckas

OIICHKA 1

onpeieNeHue + + + + + +

OK (BO3)

OKT + + + + +
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Pecniuparopusii + +

OxoKTI' + +

JlaGoparopHble

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

Ilpumeuanusn: * — nabopamopnuie ucciedosanus exnoyaiom: /-oumep, AYTB, TB, I1B, MHO (y nayuenmos,
noayyarowux aumazonucmel sumamuna K), kpeamunun, mouesuna, nampuii, kanuu, ACT/AJIT (y nayuenmos,
NPUHUMAOWUX 603eHMar), OUIUPYOUH, MOYeBAs KUCIOMA, CbIB. HCeae30.

** - KTIOC nposodumcs ecem epynnam nayuenmos, KIIOC ¢ sazopeakmugnvim mecmam, UCXOOHO (2pynnbl NAyueHmos
cM. 8blute) u Kaswcovie 12 mec. nayueHmam ¢ NOJOHCUMETbHBIM Pe3yIbmamom mecma

Junamudeckoe  HaOmojeHue mamueHToB ¢ JIAIT  crmemyer  mpoBOOWUTH B
CIICIMAIM3UPOBAHHBIX IIEHTpaX (PKCHEPTHBIX LIEHTPAx) JJIS MOJHOIEHHOTO KOHTPOJIS
OIICHKH (DYHKIIMOHAJIBLHOTO KJlacca, OMPEJCIICHHUS NallbHEWIIEeH TaKTUKH BEACHUS H
porHo3a 3adoneBanus [48].

6. OPTAHU3AIIMOHHBIE ACIIEKTbBI IPOTOKOJIA:

6.1 Cnincok pa3padoT4nKoB:

1) bexboceiHOBa Maxa06ar CaHcbi30aeBHA — JOKTOpP MEIUIMHCKUX HAYK,
KapauoJsior, mnepBbld 3amectutens lIpencenmarens npaBnenns AO «HaunonanbHbIN
Hay4YHBIN KapAUOXUPYPTUUECKAN LIEHTP.

2)  MyxkapoB Mypar AMaH>KOJIOBAY — KaHIWJIAT MEIULIHUHCKAX HAYK, 3aBEAYIOIINAN
otaenenreM kapauonorun Nel AO «HarnmoHanbHBIN HAy4YHBIM KapAUOXUPYPTHUECKUN
LEHTP».

3) MyxkaroBa Hpuna IOpreBHa — JOKTOp MEIMIMHCKUX Hayk, mpodeccop,
3aBeayromas kadeapsl myasMoHonorun HAO «MenuimHckuil yHUBEpCUTET ACTaHbI,
npeacenaTensb «Accouraly CeNUalIuCTOB PECIIUPATOPHON MEIULIUHBDY.

4) Maxkankuna Jlapuca ['eHHagbeBHA — KAaHAUJIAT MEIUIIUHCKUX HAYK, KIIMHAYECKUU
dapmakosor, aoueHT kadeapbl kiuHudeckod (apmakomoruu HAO «MenunuHcKkuit
YHUBEPCUTET ACTaHBI».

5)  JxynycOekoBa ['ynpHapa AnjenioBHa — JOKTOp MEAUIMHCKUX HayK, [Ipe3uneHt
OO «O06uiecTBO CNENUAIMCTOB MO apTepUaAIbLHON TMIEPTOHUU M KapAUOBACKYJISIPHON
npodunaktuke», mnpodeccop  kadeapsl  kapauwosoruu  HAO  «Kazaxckuii
Hanmonansaeii Meaununckuit Yuausepcutet umenn C.J[.AchenausipoBay.

6) Tyunei6aeBa Meiipamryns KarncumeToBHa - TOKTOpP MEIUIIMHCKMX Hayk, Buiie-
npesugeHT OO «OOmmecTBo CHEeUaiiCcTOB IO apTepUATbHOM THUNEPTOHUU U
KapJIUOBaCKyJsIpHOW mpoduinakTuke», mpodeccop kadeapsl kapauonoruun HAO
«Kazaxckni HarmonansHbIi MeaunuHCcKumn YHuBepcurer HUMEHU
C.A.AchenmusapoBay.

6.2 Yka3zaHnue Ha OTCYTCTBHE KOH(IMKTA HHTEPECOB: HET.

6.3 PenieH3eHr:
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1) AGceutoBa Cayne PanMOexkoBHa — JOKTOpP MEIMLIMHCKUX HAyK, aCCOLIMMPOBAHHBIN
npodeccop, uneH Ilpesummyma Accommanuum kapauonoroB PK, mpencemarens
npasienuss POO «KazaxcTaHnckoe KapAHOJIOTHYECKOe OOIIECTBO» CHEIHAIUCTOB II0
HEOTJIOKHOU KapAUOJIOTUH.

2) Cupenko IOpwuii HukomaeBud — [OOKTOp MEAMIIMHCKHX HaykK, mpodeccop,
3aBEAYIOIIMA  OTACIOM CHMIOTOMAaTUYECKUX aprepuanbHblx runeprensud  HHIL
«MuctutyT kapauonorun uMm. H.J[. Ctpaxkecko», rimaBHbIN Kapauosor MuHHCTEPCTBA
3[paBOOXpPAHEHUs]  YKpaumHbl, TNpPe3ueHT  BceykpamHCKOro  OOILECTBEHHOTO
oObenuHenus «IIpoTUB runepTeH3um».

6.4.Yka3zaHue ycJIOBHIl mepecMOTpa MPOTOKO0JIA: IIEPECMOTP IIPOTOKOJIAa Yepe3 5 JieT
MOCJIe €ro OMyOJIMKOBaHUSI M C JaThl €r0 BCTYIUICHUS B JACHCTBUE WM MPU HATUYUU
HOBBIX METOJOB C BBICOKAM YPOBHEM JI0KA3aTEIbHOCTH.
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IMPUJIOKEHHUE Nel K KII «JIET'OYHASA I'MITIEPTEH3 US>

COVID-19 U JIETOYHASA I'MIIEPTEH3US [47]

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

Cpenu rocnuTanu3upoBaHHbIX mnanueHtoB ¢ COVID-19, Haxonsmuxcs B
OTJICJICHUU UHTEHCUBHOU Tepanuu, JII' Obla cBsizaHa ¢ MpU3HAKaMu 0o0Jiee TSHKEIIOTo
COVID-19 u ¢ Xyaumum KJIMHUYECKUM UCXO0JIOM B CTallMOHApE.

COVID-19 oxka3zan 3HaUNTEILHOE BIMSHUE HA Bce acneKkThl JII', OT IMarHoCTUKH U
JICYCHUS 10 HAOJIIOICHMS 32 TIOBBIIIEHHBIM PUCKOM CMEpPTH y narueHToB ¢ JIATL.

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

1. IIpenocraButs manuenTaMm ¢ JII', BKIIFOUEHHBIM B PETUCTP, SJIEKTPOHHYIO MTOYTY WJIN
TenedoH I CBSI3U CO CIELMAIUCTOM B PETHOHE.

2. 3abnaroBpeMeHHO OO€CHEYUTh MAIMEHTOB JIEKAPCTBEHHBIMU IMpernapaTaMu BO
n30eKaHue TMPEKpalleHUsT Teparnud ¢ TOCIEAYIOMIETO  YXYJIICHUS TEYEHUS
3a00J1€BaHU.

3. Iupoko wuCHONB30BaTh BO3MOKHOCTU TEJIEMEOUIMHCKUX KOHCYJbTAlUd CO
CHEIUMAINCTaMH SKCIIEPTHBIX IIEHTPOB ISl BBIOOpA ONTUMATBHOM TAKTUKY BEICHHUS.
Haunlosee cl0XHBIM acreKTOM MOCTOSIHHOTO yXoja 3a manuentamu ¢ JIAD sBisiercs
PACCMOTPEHUE «PUCKA BO3ACUCTBUS» JIJISl MAIIMEHTOB, OOPATAIONIUXCS B KIMHUKY WA
OOJBHUILY JUTSI TIOCJIEIYIONIEro HAOMI0IEHNS U HOBBIX TIOCEIICHUM, BKITIOUasl pyTHHHBIC
1abopaTOpHBIE UCCIICIOBAHUSL. .

4. TMlaument ¢ kiauHUKOM yxyameHuss teueHus JIAI/XTOJII, Ho 0e3 mnpu3HAKOB
MH(EKIIMOHHOTO 3a00JIeBaHUsl MPU HEOOXOAUMOCTH TOCIHUTAIM3ALUM B CTAllMOHAP
JIOJDKEH OBITh OMOBEIIEH 3a0J1arOBpeMEHHO C MOJNUCAHUEM HUHGOPMUPOBAHHOTO
coryiacusi 0 BbICOKOM pucke uHuimupoBanus SARS-CoV-2 B ycnoBusix nedeOHOTro
YUPEKICHHUS.

5. Hanumentsl ¢ JIAT/XTIJI, umeromme cumnrtombl COVID-19-undexuuu, 10mKHbBI
OBITh TOCITUTAIM3UPOBAHBI BHE 3aBUCUMOCTH OT MCXOJIHOM TSHKECTH CUMITOMATHUKHU B
CBSI3U C BRICOKMM PHUCKOM MPOTPECCUPOBAHUS OCHOBHOTO 3a00JI€BaHUSI.

6. [Ipumenenue 6azoBoii Tepanuu s jgedenuss COVID-19-undexnun He 1OKHO OBITh
OCHOBAaHHWEM JJii OTMEHBI Wiau He HaszHaueHus JIAD-cmenmduyeckux mnpemapaTtoB B
o0BeMe, PeKOMEHTYEMOM IIIKaJI0N CTpaTHU(UKAIIHH.
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