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Cnuncok cokpaleHuii

ABK — anTaroHuctsl ButramuHa K

ADP — aHTaroHUCThI peLenTopoB sHaoTeIMHA (ATX
AHTUTUTNIEPTEH3UBHBIE CPEACTBA /IS JICUEHUs JIETOUYHON
apTepuabHOM TUIIEPTEH3UM)

BAIl — GamioHHast aHTHOTUIACTUKA

BKK — 6y10Katopbl KaJlbLIMEBbIX KaHATIOB

BWY — Bupyc ummyHoneduIIMTa YyesloBeKa

BO3 — BceMupHasi opraHu3zaivsi 31paBOOXpaHEeHUsI

BIIC — BpoXIeHHBI MOPOK cepaia

JJTA — naBjieHue B JIETOYHOI apTepuu

JJIA — nuactonuyeckoe JaBjeHUe B JIETOYHOU apTepuu
J3JIA — naBieHue 3aKJIMHUBAHUSI JIETOYHOM apTepuu
JTIIT — naBieHue B MpaBOM IMpencepaun

EOE/ESC — EBporeiickoe 00IIIeCTBO KapIroIOroB

M3J1 — uHTepcTULIMATbHOE 3200eBaHUE JIETKUX

WJIAT — uauonaruueckas JeroyHast aptrepuaibHasi TUIIEPTEH3US
NDAD-5 — unrudutopsl dhochoauscrepassl 5 Tuna (ATX
TTpenaparbl 1181 JeUEHUs] SPEKTUIbHON AUCHYHKIIMM)

KT— xommblorepHasi Tomorpadus

JIA — nerounast aprepust

JIAT — nerouyHas aprepuajibHasi TUTIEPTEH3US

JIBOB — seroyHasi BEHOOKKJIFO3MOHHAs 00JIe3Hb

JIK — neBblit xenymouek

JIT — nerovyHasi runepTeH3us

JIKT — neroyHblit KanuJuIIpHbIN reMaHTHOMATO3

JITT — neBoe mipencepaue

JICC — jeroyHoe cocyaucToe COnpoTUBICHUE

JIDD — nerouyHast TpOMOIHIAPTEPIKTOMMUSI

MKB-10 — MexnyHaponHas Kiaccudukaiust 6osie3Heit
10-ro mepecmotpa

MKK — Manblii Kpyr KpoBooOpalieHust

MHO — mexayHapoqHOe HOPMaIM30BaHHOE OTHOIIEHUE
MPT — MarHuTHO-pe30HaHCHasi Tomorpadust

HJIAT — HacnencTBeHHasl JJerouHast aprepuajibHasi TUTIEPTEH3UST
HIIB — HuxHSss To1ast BeHa

OT'K — opraHbl I'pyIHOI KJIETKU

IT2K — npaBblii xenypouek

nioptol1[" — mopTomynbMOHaIbHAS TUTIEPTEH3US

TTOAK — mnpsimble opanbHbie aHTUKOAryIsiHThI (ATX ITpsiMmbie
MHTUOUTOPBI TPOMOMHA, MPSIMble MHTUOUTOPHI (hakTopa Xa)
IIIT — npaBoe npencepaue

TIcI'ITK — NMUKOBBI CUCTOMMYECKHUIA TPANUEHT AaBICHUS
Ha TPUKYCITUAAJIBHOM KJIallaHe

[ — mpocTraunKInH

pl'll — pacTBopuMasi ryaHuIaTLMKIa3a

PKW — pannoMu3npoBaHHOE KOHTPOJUPYEMOE MCCIeI0BaHNE

CHc®B — cepmevHast HEIOCTATOYHOCTh C COXpaHEHHOM (pakimeit
BbIOpOCA

CCJl — cucreMHasi CKJIepoaepMust

TK — TpukycnuaaibHblii KianaH

TIIX — TecT ¢ MECTUMUHYTHOU XOIb0O0i

TOJIA — TpoM603MO0IIHSI IETOYHOM apTepru

VI — ypoBeHb TOCTOBEPHOCTHU JI0KA3aTeJIbCTB

YO — ynapHbIit 00beM

YVYP — ypoBeHb yOenuTeIbHOCTU PEKOMEHAALIN I

®B — dpakmust BeIOpoca

@B/l — byHKIIMS BHENTHETO ABIXaHUSI, UCCIETOBAHNE
HECIIPOBOLIMPOBAHHBIX IbIXaTeIbHBIX 00BEMOB U TTOTOKOB

®OXEJ — dbopcupoBaHHast KM3HEHHAs] eMKOCTb JIETKUX

DK — hyHKUMOHATBHBINM KJ1acC

XOBJI — xpoHMuecKasi 00CTPYKTHBHAsI 0OJIE3Hb JIETKMUX

XTOBJI — xpoHuyeckast TpoMO03MOOIMYecKasi 00JIe3Hb JETKUX
XTBJII'— xpoHuveckast TpoMO03MOOIMYECKAs JIETOUHAs! TUIIEPTEH3MS
ul'M® — nuKIMYecKuii ryaHo3MHMOHOGbOoChaT

YBKC — upe3BeHO3Hasi KaTeTepusalus cepara

DKI — anekTpokaparorpaMma

DKMO — 3KkcTpakopriopaibHas MeMOpaHHasi OKCUTEHALIS

OT-1 — sHAoTennH-1

DTA — pelienTopbl SHIOTEIMHA TUIA A

Ox0KI' — axokapauorpadust

BMPR-II — (bone morphogenetic protein receptor II) peuentop
KOCTHOTO MopdoreHeTnyeckoro oesika II Tumna

BNP — Mo03roBoii HaTpuitypeTH4ecKUii menTum

DLCO — muddy3nmoHHast criocoOHOCTb JIETKUX JUIsI MOHOOKCHUIA
ymiepona, uccienoBanue nudby3noHHON CIIOCOOHOCTU JIETKUX
NO — oxcun azota

NT-proBNP — N-KOHIIeBOIT TPOMO3TroBOil HaTpUitypeTudecKuit
TIETI T

NYHA — Hbio-Mopkckast accoruarnust cepaua

PaCO, — nmapuuanbHoe IaBjieHue YIJIeKUCIOro ra3a B apTepuabHOM
KpOBU

PaO, — napimasbHOe DaBJIeHUE KUCIOPOAa B apTepUabHOM KPOBU
PETCO, — napuunanbHoe JaBjieHUe YIJIEKUCIIOro ra3a B KOHLE BbIIOXa
Qp/Qs — oTHoOIIIEHNE 0OBEMHOTO JIETOYHOTO KPOBOTOKA (Qp)

K 0ObEMHOMY CUCTEMHOMY KPOBOTOKY (Qs)

SvO, — catypaliust KUCJI0opoa B CMEIIaHHOW BEHO3HOM KpoBU
TAPSE — cucronnueckast 3kcKypcust (GuOpO3HOro KoJjblia
TPUKYCMUAANIBHOTO KJarnaHa

VE/VCO, —BeHTUJISIIUOHHBIN KBUBAJICHT IO YIJIEKUCIIOMY ra3y
VO,peak — MuKoBoe TOTpebIeHUE KUCIOpoaa

VTp — CKOpPOCTb MOTOKA TPUKYCNUAATBHON perypruTauuu

Oco0bie 0003HAYEHHS JEKAPCTBEHHBIX NPENAPATOB W MEIUIMHCKHX W3-
Jesuit

JIOTIOJTHUTEIBHBIMU YKa3aTeIbHBIMKM 3HaYKaMi 0003HaYEeHBI: ** — Je-
KapCTBEHHBIE CPENCTBA B CJIy4ae, €CJIU Te3UC-PEKOMEHIAIINS OTHOCHUT-
csl K JIeKapCTBEHHOMY Tperapary Ajisi MeAULIMHCKOTO MPUMEHEHMUS,
BHECEHHOMY B TepeYeHb KU3HEHHO HEOOXOMMMBIX M BaXXHEMWIIMX
JIEKAPCTBEHHBIX MPENApaToB Ul MEAMLIMHCKOTO MPUMEHEHMS, © —
JIEKapCTBEHHBII Mpenapar UCMOIb3yeTcsl BHE 3apErMCcTPUPOBAHHBIX
MOKa3aHUIA.

PKO — Poccuiickoe Kapanoaoruieckoe o0IecTBo

pCIAJIA — pacueTHOE CUCTOJIMYECKOE aBJIeHUE B JIETOUHOI apTepuu
CB — cepneuHblit BIOpOC

CJIJIA — cucronnueckoe JaBjeHKe B JErOYHOI apTepuu

cpJIA — cpenHee naBjieHUE B JIETOYHOI apTepuu

C13CT — cucremHoe 3a00yieBaHUE COCAMHUTEbHON TKaHU

CU — cepneuyHblii MHIEKC

CH — cepneyHast HeIOCTaTOYHOCTb

CHH®B — cepreyHast HEIOCTATOUHOCTh C HU3KOM (hpakiueit
BbIOpOCa
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TepMuHbl M onpeaeneHus

Jloka3aTenbHas MeIMIIMHA — HaJJIexkallee, MociIeIoBaTeIbHOe U 0C-
MBICJIEHHOE UCTIOTb30BAHNE COBPEMEHHBIX HAMITYUIITNX JOKA3aTeIbCTB
(pe3y/bTaToB KJIIMHUYECKUX MCCIeNIOBaHUIl) B Ipoliecce MPUHSTUS pe-
IIEHWIT O COCTOSTHUM 3M0POBbsI M JICYEHUH TMareHTa [1].

3a0ojeBaHne — BO3HUKAIOIIEE B CBS3U C BO3IEHCTBUEM IATOI€HHBIX
¢akTopoB HapylieHUE AesATeJbHOCTH OpraHM3Ma, paboTocrnocob-
HOCTH, CIIOCOOHOCTH aJalTUPOBAThCI K M3MEHSIOLIMMCS YCIOBUSIM
BHEIIHEH W BHYTPEHHEH Cpedbl IPU OOHOBPEMEHHOM M3MEHEHHH
3aIIMTHO-KOMIIEHCATOPHBIX M 3alIUTHO-ITPUCITOCOOUTENBbHBIX peak-
LMt ¥ MEXaHU3MOB OpraHu3Ma'.

WncrpymenTanbHas AMATHOCTHKA — TUMArHOCTHKA C UCIOJb30BAHUEM
IUTSI OOCTIeIOBaHMS MAlIMEHTA Pa3TMYHBIX IPUOOPOB, armapaToB U MH-
CTPYMEHTOB.

Hcexon — 110601 BO3MOXHBIM pe3y/ibTaT, BO3HUKAIOIINI OT BO3Ieii-
CTBUSI MMPUIMHHOTO (hakTopa, MPOPUIAKTUIECKOTO WJIN TeparieBTH -
YEeCKOro BMEIIAaTeIbCTBa, BCE YCTAHOBJIEHHbIC U3MEHEHHUSI COCTOSTHUS
310pOBbsI, BOSHUKAIOLIME KAK CIEACTBUE BMEIIATEIbCTBA2.

Knunuueckoe ucciienoBanne — Ji000e MCCISIOBaHKE, TPOBOAMMOE
C y4acTHeM 4YesIOBEKa B Ka4eCTBE CyObeKTa MJIsl BBISIBICHUS WU MOMI-
TBEPXKICHUST KITMHUIECKUX U/WU (hapMaKoIornieckux 3¢ dekToB uc-
CcJIemyeMbIX TIPOAYKTOB U/WJTH BBISIBJICHUSI HEXENATeIbHbIX peakuii Ha
MCCTIeyeMble IPOIYKThI, 1/WIN U3Y4eHHUsI UX BCACBIBAHUSI, pacripeie-
JIEHUST, METa00IM3Ma U BBIBENIEHUSI C LIEJIbIO OLIEHUTh UX 0e30TacCHOCTh
u/uan 3(pheKTUBHOCTh. TepMUHBI "KIIMHUYECKOE UCTIBITAHUE" U K-

HUYECKOE MCCIeNoBaHUe" SBISIOTCS CHHOHUMAMMUS.

KondmKT nnTepecoB — CUTYyalus, IPU KOTOPOIl Y METUITUHCKOTO WA
(apmarieBTMUECKOTO pabOTHUKA MPU OCYLIECTBICHUM UMU Mpodec-
CHOHAJIbHOM J€ATeJIbHOCTU BO3HUKAET JIMYHAsl 3aUHTEPECOBAHHOCTh
B TIOJIyYEHUU JIMYHO JTUOO Yepe3 MpeacTaBuTesIs] KOMIIAHUU MaTepy-
AJIbHOM BBITOJBI WJIM MHOTO MPEUMYIECTBA, KOTOPOE BIUSIET UM MO-
KET TIOBJIMSITh Ha HaJulexXallee UCTIOJIHEHNE UMU MTPO(dECCHOHATbHBIX
00s13aHHOCTE BCIIEICTBUE MTPOTUBOPEYMS MEXIY JTMYHOM 3aMHTEepe-
COBaHHOCTBIO MEIUIIMHCKOrO paboTHMKA MK (hapMaleBTUIecKoro
paGOTHMKA ¥ MHTepecaMy TaiueHTa’.

JIaGopaTopHas IMATHOCTMKA — COBOKYITHOCTb METOOB, HATPABJIEHHbIX
Ha aHAJIM3 UCCIIEAYEMOro MaTepuaia ¢ MOMOIIbIO Pa3IMIHOTO CreL-
ATM3UPOBAHHOTO 0OOPYIOBAHUS.

Jleroynasi runepreHsuss — naTo(GU3NOIOTMYECKOE COCTOSIHUE, TSI KO-
TOPOTO XapaKTePHO MOBBILIECHKWE JaBICHUS B JIErouHoii aptepun (JIA),
aCCOLIMUPOBAHHOE C Pa3BUTHUEM IPABOXENYIOUKOBOI CepaevHoil He-
nocrarouHocty (CH) u npexnaeBpeMeHHOI rMOeblo MalMeHTOB.

JlekapcTBenHbIe MpenapaTbl — JICKAPCTBEHHBIE CPEICTBA B BUIE JIeKap-
CTBEHHBIX (hOPM, MPUMEHsIEMbIE TSI MPOMIIAKTUKY, TUATHOCTUKH,
JIeueHUsI 3a00JIeBaHUsI, PeaOWIINTALIVK, [UTST COXPAHEHMsI, TIPenoTBpa-
IEHNS] WIN TIPEpBIBaHUS GepeMeHHocTH?.

T denepanbHbiii 3akoH ot 21.11.2011 N2 323-®3 (pea. ot 03.04.2017) "06 oc-

HOBax OXpaHbl 30,0POBbs FpaxaaH B Poccuiickoin Pepepaumn’”.

ONUaeMMonornyecknii cnosapb, 4-e uspanue. Nog pepakumert Ixona M. Jlacta

ons MexayHaponHoi anuaemmonoruyeckoit accoumaumu. Mocksa, 2009,

cTp. 316.

®depiepanbHOe areHTCTBO MO TEXHUYECKOMY PETYAVPOBAHUIO Y METPONOTUN.

Knunnyeckas npaktuka. Mockea, 2005.

4 depnepanbHblii 3akoH oT 12.04.2010 N2 61-D3 (pea. ot 03.07.2016) "06 06-
palleHnn NekapcTBEHHbIX CPEACTB".

MenuuMHCKHiI pa0OTHUK — (U3MUYECKOE JIMIIO, KOTOPOE UMEET MEeIu-
LIMHCKOE WJIM MHOE 00pa3oBaHKe, paboTaeT B MEIMIIMHCKON OpraHu-
3allMM U B TPYIOBbIC (JIOKHOCTHBIE) 003aHHOCTH KOTOPOTO BXOIUT
OCYILIECTBICHUE MEIUIIMHCKON NesITeIbHOCTH, JIM00 (hU3nIecKoe Jin-
110, KOTOPOE SIBJISIETCS] MHAUBUAYAIbHBIM MPEIPUHUMATEIEM, HETO-
CPEICTBEHHO OCYLIECTBIAIONIMM MEIULIUHCKYIO JeATENIbHOCTD .,

MenMiMHCKOe BMEIIATEIbCTBO — BBITTOJHSIEMbIE MEIUITMHCKUM PaboT-
HUKOM U MHBIM PaOOTHUKOM, MMEIOLIUM IMPABO Ha OCYIIECTBICHUE
MEIMLMHCKON AeATeJIbHOCTH, N0 OTHOLIEHUIO K MalMeHTy, 3aTparu-
Baronue GU3NIeCKoe WIN TICUXMUECKOe COCTOSTHUE YeIoBeKa U UMe-
olue NpohUIaKTUIECKyI0, TMaTHOCTUYECKYIO, JIeueOHyI0, peaduin-
TAlLlMOHHYIO WJIM MCCJIeOBATEIbCKYIO HANpPaBIeHHOCTb BUIbI MEAM-
IIMHCKUX OOCIENOBAHMI 1/WJIM MEIUIIMHCKUX MAaHUITYJISIIIUI, a TaKXKe
HCKYCCTBEHHOE TIpephiBaHue 6epeMeHHocTH (abopT)'.

Monudukanus odpa3a KuU3HH — MEpPOIPUSITHUSI, HallpaBJIeHHbIE Ha
HOpMaJIM3allMIo Beca M XapakTepa IMUTaHUsI, TBUTATEIbHOW aKTUB-
HOCTH, LIEJIbI0 KOTOPbIX SIBJISIETCSI CHUXKEHUE CEPAeYHO-COCYAUCTOTO
pucka.

IManuenT — (I)I/I3H‘{ECK06 JIMIIO, KOTOPOMY OKa3bIBACTCS MCAWUILIMH-
CKasd nmoMouib UJIn KOTOPOEC O6DaTI/IJIOCI> 3a OKa3zaHUeM MEAULIMHCKOMI
IIOMOIIM HE3aBUCHUMO OT HAJIMYUA Y HETO 3a00J1eBaHUS U OT €T0 CO-

crosHus.

Iocnenosarenbnasi Komounnposannasi JIAI'-cnennduyeckas repanus —
5TO TOCJIENOBaTeIbHOE Ha3HAUYEHME ABYX M Oojiee pa3sHBIX KJIACCOB
crnetudUUecKUX MpernapaToB AJIs JeUEHUS JIETOUHOM TUnepTeH3uu [2].

Pabovas rpynmna mo pa3padoTKe/aKTya M3anil KIMHUYECKHX PEKOMEH-
Januii — 3TO KOJUIEKTUB CIELMATUCTOB, pabOTAIOIIUX COBMECTHO
Y COITACOBAHHO B IIEJSIX pa3pabOTKK/aKTyalIM3alnu KIMHUISCKUX
PEKOMEH/IAIMI, ¥ HECYIIUX OOIIYI0 OTBETCTBEHHOCTD 3a PEe3YJIBTAThI
JIAHHOI pabOTHI.

CHHIPOM — YCTOIUMBAS COBOKYIHOCTb Psa CUMIITOMOB C €IUHBIM
MaToreHe3oM?>.

CocTosinie — M3MEHEHUST OPraHu3Ma, BO3HUKAIOIINE B CBSI3M C BO3-
NeiiCTBUEM TATOTeHHBIX U/WiN (hu3nonornueckux (HpakTopoB u Tpedy-
JoLIME OKA3aHUs MEIMLIMHCKOM roMomu !,

CraproBas kKomOunuposanHas JIAl-cnenuduueckas tepamuss — 3TO
OIHOBPEMEHHOE Ha3HAYeHUE ABYX U 0oJiee pasHbIX KJIaccoB crietudu-
YeCcKHMX MpernapaToB JUIsl JEUEHHUsI JIETOYHOM runepTeH3uu [2].

Te3uc-peK0MeH11amm — IIOJIOXKEHHUE, OTPaAXKaAKIICE IMOPAOOK U IIpa-
BUJIBHOCTDH BBINOJHECHNWS TOrO WJIW MHOI0O MEAULIMHCKOTIO BMEIIATE/Ib-
CTBa, UMEIOLICIO TOKa3aHHYIO 3(1)(1)CKTI/IBHOCTL 1 06€30MacHOCTb.

YpoBeHb 10CTOBEPHOCTH A0Ka3aTeabeTs (Y /1) — creneHb yBEepeHHOCTH
B TOM, YTO HaiIeHHBIN 3G (HEKT OT MPUMEHEHHsT MEIULIMTHCKOTO BMe-
IIATEIbCTBA SIBJISIETCS] UCTUHHBIM [3].

YpoBeHb yoenutenbHocTH pekomennammii (YYP) — crerneHb yBepeHHO-
CTU B IOCTOBEPHOCTH 3G deKTa BMEIaTeIbcTBa U B TOM, UTO CJIEIO-
BaHME PEKOMEHMAIMSIM TIPUHECEeT OOJbIlle TONb3bl, YeM Bpela B KOH-
KpeTHoi cutyauuu [3].

Llens MeTMKAMEHTO3HO# Tepanmuid — CTAOWIbHOE TOCTUXKEHUE HU3KOTO
pucka cmeptHocTH [4, 5].

5 Manas meguumHckas aHuuknoneams. — M.: MeguuvHckas SHUMKIONeams.

1991-1996 rr. [OnekTpoHHbIV pecypc]. http://dic.academic.ru/dic.nsf/enc_
medicine/28878/CuHapom.
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KNMHWYECKME PEKOMEHZALNN

1. Kpatkas nupopmaums no 3a6onesaHuio unm
COCTOSIHMIO (rpynmne 3a0os1ieBaHniA UM COCTOSIHUIA)
1.1. OnpepeneHne 3a6oneBaHUS NN COCTOSIHUS
(rpynnbi 3a6oneBaHUit UM COCTOSIHUIA)

Jlerounas runeprensus (JI[') — remonnHamMuyeckoe
1 TTaTo(U3NOJIOTMIECKOE COCTOSTHIE, KOTOPOE XapaKTe-
pu3yeTcs MOBHIIIIeHNEeM cpenHero naBieHus B JIA (J1J1A)
>20 MM PT.CT. B IIOKO€, U3MEPEHHOTO TP YPE3BEHO3HOMN
katerepusauuu cepaua (HBKC) [6, 7].

Hopwmansnabie 3HaueHus JIJIA B mmokoe — cpenHee
HJIA (cpdJIA) <20 MM pr.cT. [8].

JaBnenne 3akmanBanns B JIA (I13JIA) KoCBEeHHO OT-
paxaet maBiieHue B ieBoM Iipeacepaun (JIIT) u koreuHo-
INACTOJINYECKOE JaBlicHWe B JIeBOM Xerymouke (JI2K).

Jlerounoe cocymucroe comporusienue (JICC) — pac-
YETHBINA TTOKa3aTelb, OTPAKAIOIINN TSKECTh TTOPAsKCHMST
apTepUaAIbHOTO pycjia Majioro Kpyra KpoBOOOpaIIeHUS
(MKK) — oTHoOIIeHHWE TPaHCIETOYHOIO TpamueHTa
(cpdJIA — I3JIA) x cepmeuHoMy BeIOpocy (CB), n3me-
pseMbIii B equHUIAxX (en.) Byma (mmsa mepeBoma B IMH X
¢ X cM-5 BenmuuuHy B en. Byma crnemyet ymHOXUTH Ha 80)
[8-10].

IIpexkammuaaprag JII' — remonmHAMWYECKUIT Bapu-
afaTt JIT mpu cpIJIA >20 mm pr.cT., A3JIA <15 MM pT.CT.,
JICC >2 en. Byna [7].

TMocrkamumnsipuas JIT' — remonHaMuyecKuii BapuaHT
JIT ipm cpZIJTA >20 mm pr.ct. m A3JIA >15 mm pr.cT. [7].

KomounupoBannas noct-/npekanuuispuaas JII — re-
MmonmHamudecknii BapuaHT JII' mpu cpJIA >20 mm
pr.cT., A3JIA >15 MM pt.cT. 1 JICC >2 en. Byna [7].

1.2. 3Tnonorua n natoreHe3 3aboneBaHUsa UM
COCTOSIHMS (rpynnbl 3a00neBaHUit LN COCTOSIHUIA)

Ipynna I. B ocHOBe pa3BuTHS JIETOUHOI apTepualib-
Hoit tuniepTeH3un (JIAD) exxat cTpyKTypHBIC U3MECHCHMS
JIA/apTepuron 3a cueT TUIEPIIa3ui MHTUMBI, TUTICPTPO-
¢uu, runepruia3uyd Meauu U aiBEHTULIMU ¢ (DOPMUPOBA-
HHUEM TIEPUBACKYISIPHBIX BOCHATUTEIBHBIX WH(MUIBTpa-
TOB 1 (pmbpo3a [11, 12]. YcToiumBLIil K artonTo3y (heHo-
TUN SHAOTEIMAIBHBIX KJIETOK, XapakTepHblit ajst JIAT,
CIIOCOOCTBYET Pa3BUTHIO TUIEKCOTCHHOI apTepHOIaTUM,
MIPUBOIAIIEH K CyOTOTATbHOM OOJMTEpaluy IIPOCBEeTa
cocyna, yBenmueHnto JICC u, B KOHEYHOM UTOTe, TIepe-
rpy3ke 1mpaBoro xenaymouka (I12XK). ®opmupoBaHue OH-
KOTIOZ00HOTO, MpoanudepaTuBHOro (peHOTUNna KjieTokK
COCYIMCTOM CTEHKHU CBSI3BIBAIOT C HAPYIICHUEM MHTO-
XOHIIPUAJIBHOTO IBIXaHUS M YCHJICHUEM SHEPreTHIeCKOM
3aBUCHMOCTH OT a3pOOHOTO TJIMKOIN3a, YTO IIPUBOIUT
K TIATOJOTMYECKOM aKTWMBAIIMU (PAKTOPOB TPAHCKPUII-
mun [2, 10].

KitoueBbiM 3BeHOM naToreHesa JIAI saBisieTcs sHmI0-
TeanaabHast TUCHYHKIINS C TUTICPIIPOMAYKIIEH Ba30KOH-
CcTpuKTOPHBIX (3HmoTenuH-1 (DT-1), TpoMOOKCcaH A2,
CEpPOTOHMH) W CHIDKCHUEM CHMHTE3a Ba30MMIATUPYIOIINX
(oxcuma azota (NO), nmpoctamukiuH (ITL1)) cydcrantmit
" (popMUpOBaHHEM ITPOTPOMOOTUUECKUX YCIIOBHIA; pa3-

BUTUEM BOCIAJIUTEIbHBIX PEAKIINI B COCYIUCTOM CTEHKE
3a CYET yTpaThl SHAOTEIMEM aHTHAATC3MOHHBIX CBOIMCTB
W ayTOMMMYHHBIX HapyIIeHMIA.

PaszButue u nporpeccuposanue JIAI' omocpenyer-
Csl B3aUMONECHCTBUEM T€HETUYECKUX, SMUTEHETUYECKUX
dakropoB (MetmnmpoBanue JHK, momudpukanmm ri-
croHoB U MUKpoPHK) u dakTopoB okpyxkarouieit cpe-
Ibl. Y manmeHToB ¢ cemeiinoit ¢popmoit JIAT B 75%
CllyJ9aeB BBHIABIISIIOTCA MYTallMd B TeHE, KOOUPYIOIIEM
peuentop tumna II K 6enky KocTHOro mopdoreHesa
(BMPR?2), KOTOpBIit OTHOCHUTCSI K CEMECTBY TpaHChOp-
Mupymlilero ¢pakropa pocta U peryjupyeT Mpouecchl
KJIETOYHOU npoaudepalnu, a y MaluueHTOB ¢ UAUONaTH-
yeckoii JIAI' (UJIAT') (cnopaguueckue citydan) — B 25%
cirygaeB [13]. TIpu cemeitnom anamuese JIATL, Hamumunm
TeMOpPpParndecKrx TeJICaHTHOIKTA3WIl Y MAIlEHTOB BBI-
SBJISIIOTCS MYTallMM TCHOB, KOOMPYIOIIUX AKTUBWH-
peuenTop-nogooHy0 KuHady-1 (ALK-1), sHIOTIUH
n OeJIKHU ceMecTBa TpaHC(HOPMUPYIOMIETO POCTOBOIO
daxropa (BMPRIB, SMAD?Y). I1pu mpoBeneHUN TTOJTHO-
TeHOMHOTO CeKBEHMpOBaHUs y mauueHToB JIAI BbI-
SIBIICHBI 0oJIee pedKre MYTallid B TeHaX, KOTUPYIOIINX
KaBeoMH-1 1 KanmmeBble KaHanbl (KCNK3) [2, 10, 14].
OynxmmoHanpHOe coctossHue 12K IBIsgeTcs OCHOBHBIM
GdaKTOpOM, OIpEACISIONINM IPOrHO3 namrueHToB ¢ JIT,
KOTOPHIN HAIIPSIMYIO 3aBHUCHUT OT CTEIICHU ITOPaKCHMUS
cocynoB MKK u muokapaa.

Ipymna II. 3aGoseBaHMS JIEBBIX OTIEIOB CEpAlla, BBI-
3pIBatollue nosbilieHue JIJIA, ype3BblUaiiHO reTEPOreH-
HBl. OCHOBHBIM MEXaHU3MOM Pa3BUTHS TTOCTKATMIIISIP-
Hoit JIT sBisteTcss maccwBHAS TIepenada MOBBIIIEHHOTO
IABJICHUSI HAITOJTHEHUS U3 JICBBIX KaMep cepilia Ha Be-
Hel MKK. VYBenuuenue JII1 MoxXeT ciyXuTh paHHUM
MapKepOM CHCTOJIMUYECKON WMJIM TUACTOINUECKOI IHC-
¢dyuknum JIK. Ha oGIIHOCTh TTAaTOTEHETUYECKUX MeXa-
HIU3MOB KOMOMHUPOBAHHON TOCT/TpeKamuuisspHoit JIT
u JIAT yka3bIBaeT CXOICTBO TMCTOJIOTUYECKON KapTUHBI.
IloBriieHHOEe BeHO3HOe naBiaeHue B MKK mpuBogut
K MOBPEXIEHUIO DHAOTENSI, YTO COMIPOBOXIAETCS yBE-
TmaeHneM cexpennn DT-1, yMeHbIIEHUEM TIPOAYKIINU
NO u cHIXKeHNEM YYBCTBUTEIBHOCTH K Ba30IMIATHPY-
OILIEMY OEeHCTBUIO HATPUIypeTUUECKUX IenTumoB [15].

I'pymna III. Bazokonctpukuus cocynoB MKK B ot-
BET Ha TUIIOKCEMUIO C TOCIEAYIOIINM PEeMOIeINPOBa-
HUEM apTepuil M apTeprosl — KIIFOUEeBOE 3BCHO ITATOTE-
Hesa JII' mpu maTomorumM JerKuX, 9TO MONTBEPXKIACTCS
HaJIWMYreM KOPPEISIIMOHHON CBSI3M MEXOY BEIMIMHOM
cpJIA, mapumaabHBIM JaBIeHUEM Kuciopona U nud-
Gy3MOHHOI CITOCOOHOCTH JICTKMX IS MOHOOKCHIA
yrorepona (DLCO) [16, 17]. I1apagokcanbHbIil OTBET Ha
runokcemuto cocynoB MKK MoXeT ObITh TeHETMYECKU
IEeTePMUHUPOBAH. YCTaHOBJICHA CBSI3b MEXIY Pa3BUTH-
em JIT' y mamMeHTOB ¢ MATOJOTHUEH JIETKUX U HOCUTEThb-
ctBoM LL-mmonumopdusma B rene SHTT nepeHOoCUnKa
ceporoHnHa. Hapsany ¢ stum, runepnponykuus DT-1,
daxTopa HeKpo3a oIyxoJieil aabda, TpaHCHOPMUPYIO-
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IIET0 POCTOBOTO (haKTopa 0eTa, COCYIMCTOTO POCTOBOTO
¢dakropa, a TakKe MOBBIIIeHNE YPOBHSI C-peaKTUBHOTO
OelIKa TTOATBEePKIAI0T OOITHOCTh MATOTCHETUICCKIX ME-
XaHU3MOB pa3uTusg JII' TIpy mmaTojaorum JIETKUX U Y Ta-
uueHToB ¢ JIAIL. JlonmomHuTeabHBIMU (DaKTOpaMu pucKa
pasButus JII' gaBiasitoTcsi MeTaObOJIMUYECKUIA CUHIPOM,
WHCYJIMHOPE3NUCTEHTHOCTh U aCCOLMUPOBAHHBIN ¢ HU-
MU OKUCIHUTEIBHBIA CTpeCC, MPUBOOIIINIA K Pa3BUTHIO
SHIOTEINATLHON TUCHYHKIINN.

Ipynna IV. B naTtoreHese XxpOHUYECKOI TpOMOOIMOO-
mmaeckoit JIT (XTOJIT) moMuMo XpOHMYIECKOit 00CTPYyK-
LU TPOMOOTUYECKMMHU MaccaMu JIA 371acTMYEeCKOro
THUIIA UTPAeT POJIb TUCTATbHAS JIETOUHAsT BaCKYJIOMIaTHs.
PasBuTire 3a001eBaHNs CBSI3BIBAIOT C HAPYIICHUEM IIPO-
1meccoB (MOPMHONIM3a, aHTUOTeHe3a, PAHHUM Pa3BUTH-
eM (pUOpPO3HBIX M3MEHECHNI M BTOPUUYHOI BacCKYyJIOIIa-
THEl, B T.9. BCICACTBHE MATOJIOTUYCCKOTO BO3ICIICTBHS
pa3BUBIINXCS A0PTO-JIETOYHBIX KoJmarepaneit [18].

1.3. Snuaemunonorua sabonesaHns unm
CcOCTOsHMS (rpynnbl 3a00neBaHUit LN COCTOSHMIA)

JIT" aBnsieTcst rmobanbHOIM MTPoOIEMOil 3apaBooXpa-
HEHMSI: BCTpedaeTcsl IpuMepHo y 1% xuteneit Mmupa,
a B BO3pPACTHBIX rpymimax crapiie 65 jger — B 10% ciayyaeB
B CBSI3W C BBICOKOM pacIpOCTPaHEHHOCTHIO MTAaTOJIOTHH
cepmia u Jerkux [19]. 3aboseBaeMOCTh U pacIpocTpa-
HEHHOCTh B Pa3IMYHBIX KIMHWYecKuX rpymmax JII' cy-
LIECTBEHHO pPa3JIMYacTCsd, ONHAKO BEAyLIel NMPUYMHON
SIBIISICTCSI TTATOJIOTUS JICBBIX OTHCIOB CepAlla M JICTKUX.
HeszaBrcuMo oT THIa OCHOBHOTO 3a00JIeBaHUSI pa3BUTHE
u nporpeccupoBanme JII' cBsI3aHO ¢ HapacTaHWEM CHUM-
IITOMOB U TIOBBIIIIEHHO cMepTHOCTEIO [20].

Ipymna I. JIAT otHOcuTCS K 4nciy opdaHHBIX 3a00-
JIeBaHWI, TTOATOMY OCHOBHas MHMOpMaIIns o 3ab0yieBa-
€MOCTH U PacIIPOCTPAaHEHHOCTH B TIOIYJISIIINY TTOIyIeHA
B HAIIMOHAJIBHBIX M MEXKIYHAPOTHBIX PeTUCTpax. B ako-
HOMWYECKHN Pa3BUTBIX CTpaHaX 3a00JIeBaeMOCTb M pac-
npocrpaneHHocTh JIAT cocrasisier 6 n 48-55 caydaes Ha
MJIH B3POCJIOTO HacCeJIeHUsI, COOTBETCTBEHHO [7].

B 6onbmmHcTBe peructpoB UJIAT sBnsieTcss Hauboliee
pacnpocTtpaHeHHO# ¢opmoii rpymmsl I (mo 50%), nanee
cinenytot JIAI, accounnpoBaHHasl C CUCTEMHBIM 3a0oJie-
BaHneM coequHuTeNbHOI TKaHU (CT3CT), BpoXKIeHHBIM
mopokoM cepana (BITC) u mopranbHast TUTIEPTEH3US
(TropTomymbMoHambHas TunepTeH3us (moptolll)) [2, 7].
ITo maHHBIM poccHiickoro perucTpa, cpenu 740 BriepBEIe
BeIsIBIIEHHBIX nanueHToB JIAT y 40,9% moarsBepxiaeHa
WNJIAT, HauboJiee yacTbIMU MPUUYMHAMU aCCOLIMMPOBAH-
HBIX (DOPM OBLIN TIPOCTBIC CUCTEMHO-JICTOYHBIC IITYHTBI
(36,6%) u Cr3CT (19,3%).

VY poccuiickux nauueHToB guarHo3 JIAI' ycranas-
nmBajcsd B Bo3pacte 45,2114,9 ner [21]. B peructpe
HammonanmsHoro maCTHTYTA 3M0poBhs CIIIA (National
Institutes of Health, NIH) cpemHmit Bo3pacT maineHTOB
¢ NJIAT Ha MOMEHT MOCTAaHOBKM AMArHo3a COCTaBUJ
35%15 neT mpu COOTHOIIEHUH XEHIIWH U MYyX4uH 1,7:1

[22]. B Hacroguiee BpeMsI CUMTAETCI, YTO B MOJIOJIOM
BO3pacTe BCTpeJaeTCsl MPeUMYIIeCTBEHHO HACICICTBEH-
Hasg JIAT (HJIAT), mopaxas B 2 pa3a 4Jalle >XKeHIIWH,
yeM MyxX4uH [7, 23].

3a mociienHue TPpU AECATWIETHS "TOPTpeT’ malm-
eHToB ¢ MJIAT usmeHuMIICA 3a cueT yBeJIMYECHUS] OOJIU
TMOXUJIBIX MAIIUEHTOB C COITYTCTBYIOIIUMHM CEPACIHO-
COCYIMCTHIMU 3a00JIeBaHUSIMU- apTePUATBHOI THIIEPTO-
aueit (27-42%), oxupennem (30-38%), caxapHBIM I1a-
6erom 2 tuma (14%) u uieMudeckoii 6OJIe3HbIO cepilia
(10-12%) [10]. Cpennuii Bo3pacT HalUeHTOB BO (GpaH-
my3ckoMm n amepukaHckoM (REVEAL) permcrpax co-
ctaBui 52+ 15 et m 53%15 et cooTBeTCTBEHHO [24, 25].
B peructpe COMPERA nonsa mammentos ¢ MJIATL crap-
e 65 ser npepbicuiaa 64% Mpu COOTHOIIEHUU XEHIIUH
u MyxuuH 2,3:1 [26]. JlekapcTBeHHbIE ITpeapaThl/TOK-
CMHBI, puBoAsIIMe K pazButuio JIAI, B cooTBeTCTBUE
C MPEIOKEHUSIMU DKCIEPTOB 6-ro BceMupHoro cum-
no3uyMa 1o JII' kinaccuuuupyoTcst Kak orpeaeeHHbIC
¥ Bo3MOxXHbIe (Ta0. A3.2, [lpunoxenue A3) [6, 27-30].
OmpeneleHHasI CBSI3b YCTaHABIWBACTCSI HA OCHOBAaHUU
MAHHBIX SMUOCMUN, STTUIECMUOIOTMICCKIX UCCIeI0Ba-
HUIT WM KPYIHBIX MHOTOIICHTPOBBIX cepuifi. Ha Bo3-
MOXKHYIO CBSI3b YKa3bIBAIOT cepuu ciaydaeB, Korma JIAT
pa3BUBaETCS TIPU IPUMEHCHUH JIEKAPCTB/TOKCUHOB MJIN
TIpY Ha3HAYCHUU IIpeTiapaToB CO CXOMHBIMU CBOICTBAMU
1 MEXaHU3MOM AeicTBus [7].

I'pynna II. JIT' npu 3abosiieBaHUSX JIEBBIX OTIEIOB
cepmlia SIBJIICTCS OOHOM M3 HamboJiee pacIpoCTpaHEH-
HbIX hopM naronoruu (o 80% Bcex mamuentos JIIN) |2,
10, 15]. B 2013r npu oueHKe To6abHOTO OpeMeHn 00-
Je3Heit ormedeno 61,7 mutH caygaeB CH B mupe, 4TO B 2
pasa TIpeBHIIIAET ee pacnpocTpaHeHHOCTs B 1990r [31].
B Espore u CIIIA >80% mauuentoB ¢ CH B Bo3pacte
>65 ner. [NoctkanwuisipHas JII' — u3oaupoBaHHAsT WU
KOMOWHMPOBaHHAS TTOCT-/TIpeKAMMJIISIpHAS, SIBISCTCS
YacTBHIM OCJIOXKHEHHEM, TIaBHBIM obpa3oM ripu CH ¢ co-
XpaHeHHOU (paxkimeit Beropoca (CHc®B), mopakas He
menee 50% nauueHToB [32].

Pacnpoctpanennocts JII' yBenuuuBaercs 1o mMepe
HapacTaHUS TSKECTH KJIAITAHHBIX TTOPOKOB JIEBBIX OT-
nenos cepana. JJIA nosbimaercs y 60-70% mnanueHTOB
¢ TsoKeJbIMU MuokapautaMu [32] u y 50% maumeHTOB
C aOpTaJILHBIM CTEHO30M [33].

Ipynna III. JIT BbISBASIETCSI IPU TSKEBIX OOCTPYK-
TUBHBIX W TTAPEHXNMATO3HBIX ITOPaKECHUSIX JIETKUX: T10-
peiienue cpAJIA mo 35-40 mMm pr.ct. umeerca y 1-5%
MaIMeHTOB C IIPOTpPecCUpPYONIeil XpOHUIECCKONM 00-
CTPYKTUBHOMU 6o0sie3HBIO JierkuxX (XOBJI), xpoHndeckoit
IBIXaTeIPHOM HENOCTATOYHOCTBIO, a TAKIKE Y MALIMCHTOB,
HAXOTUBIIMXCS B JINCTE OXXKUIAHUS TPAHCILIAHTAIINH JIEeT-
kux [16, 17]. I1pn noronaTyecKoM JerouHoM Gpudpose
cpJIA >25 MM prT.cT. OBUIO 3aperucTpupoBaHo y 8-15%
MalMeHTOB B paHHeN cTanuu 3aboneBanus, y 30-50% —
Ipu ero nporpeccupoBanuu u 60% — B TepMUHAIBHOI
cranuu [17].
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KNMHWYECKME PEKOMEHZALNN

Tabnuua 1

KnuHuyeckasa knaccundpukaumsa

I. Jlerounas aptepuanbHasi runepTeH3vs:
1.1. Mpnonatnyeckas
1.1.1. OTpuuaTtensHbIi TECT HA BA30PEAKTUBHOCTL
1.1.2. MonoxwuTenbHbIA TECT HA Ba30PEaKTUBHOCTb
1.2. HacneacteeHHas*
1.3. MiHpyumpoBaHHas nekapCTBEHHbIMM NpenapaTamm 1 TOKCUHaMmn*
1.4. AccoumnpoBaHHas c:
1.4.1. BpoxaeHHbIMM NopokaMu cepaua (MPoCcTbie CUCTEMHO-NIErOYHbIE LLYHTbI)
1.4.2. CucteMHbIMU 3260/1€BAHNSIMU COEAVNHUTENBHOI TKaHU
1.4.3. BUM-uHdekunein
1.4.4. MopTanbHoW runepTeH3unei
1.4.5. LUnctocomosom
1.5. JleroyHas apTepuransHas runepTeHsns ¢ NpraHakamm NoPaxeHns NerovHbIX
BEH/KanuispoB (1ero4Hasi BEHOOKKIO3MOHHAs 601e3Hb/NEro4HbIA KanunnspHbIi
reMaHrmomaTos)
1.6. MepcucTupytoLLas neroyHas rmnepTeH3ns HOBOPOXAEHHbIX

1l. JleroyHas runepTeH3us, cBg3aHHas ¢ 3a00neBaHUAMMU JIeBbiX OTAEJI0B
ceppua:
2.1. CeppeyHas He[0CTaTO4HOCTb:

2.1.1. ¢ coxpaHeHHo dppakuyeii BeIbpoca

2.1.2. CO CHUXEHHOW 1N yMEPEHHO CHUXEHHOI dpakuyel Boibpoca
2.2. KnanaHHas natonorus
2.3. BpoxxaeHHas/npnobpeTeHHas CepAeyHO-COCyancTas NaTonorus,
NpYBOASLLASA K NOCTKANUANSPHOW NEro4HON rnepTeH3nm

11l. JlerouHasi runepTeH3us, CBA3aHHas C NaToNormen nerkux
W/WNY TUNOKCUen:

3.1. XpoHunyeckas 06CTpyKTMBHas 601€3Hb Nerkux

3.2. PeCTpuKTVBHbIE 3a601€BaHUS NErkux

3.3. [pyrvie 3a60neBaHus Nerkux ¢ pecTprKTUBHO-06CTPYKTUBHBIMI
HapyLWEeHUSIMU

3.4. TUNOBEHTUNALMOHHBIA CUHLPOM

3.5. Mrnokcws 6e3 3a60neBaHunin Nerkux (BbICOKOropHas neroyHas
rMnepTeHans)

3.6. AHOManum pasBuUTUS NEerkmnx

IV. JlerouHasi runepTeH3us, CBsi3aHHasi C 06CTPYKLMEiA Iero4Hoi
aprepum:

4.1. XpoHnyeckas TpomM603aMb0nnYeckas neroyHas runepTeHsus

4.2. Opyrve 06CTPYKLMN NEro4HON apTepum

V. JleroyHasi runepTeH3ns HEeM3BECTHOTO /MM CMELLAHHOTO reHe3a:
5.1. lfematonoruyeckue 3abonesaHus

5.2. CucTeMHbIE HapyLIeHNs

5.3. Metabonnyeckue HapyLueHus

5.4. XpoHnyeckas noye4Hast HeAOCTaTOMHOCTL C/6e3 remMoamanisa

5.5. TpomboTH4Yeckass MUKpOaHrMonaTus nerkux BCleacTave amM6onmumn
0nyX0/1eBbIMM KeTKaMm

5.6. ®rbpo3vpyoLLmMii MEANACTUHUT

5.7. CnoxHble BPOXAEeHHbIe MOPOKM cepaua

Mpumeuanus: * — cpeay naumenToB HITAT, JIAT, HAYUMPOBaHHON NekapcTBamm/ToKCUHaMK, kak npu VAT, BblAensatoTes NOArpynnbl C OTPULATENbHBIM U NONOXUTESb-

HbIM TECTOM Ha Ba30PEAKTUBHOCTb [7].

Tunokcus sBasgercd npobieMoil 00IeCTBEHHOIO
3mpaBooxpaHeHHs y 120 MITH 4elToBeK, IMPOXUBAOIINX Ha
BoIcoTe >2500 M HaJl ypOBHEM MOPS, KOTOpBIE TTOABEPKE-
HbI pucKy pa3sutus JII' 1 XxpoHUUeCcKoit TOpHOI 00JIe3HN.
IIpo6nema n3yyeHus BeicokoropHoii JII' qomkHa peiaTh-
¢S C TIOMOIIbIO OOHOBJICHHOIT METOMOJIOTUN B KPYITHO-
MacIITaOHBIX MOMYISIIMOHHBIX UCCIIeNOBaHUAX [34].

I'pymna IV. Bersisnsiemocts XTOJIT B mocienHme Toab
YBEJIMYMBACTCS 3a CUET IMOBBIIICHUS OCBEIOMICHHOCTH
Bpadcii M MpoBeAcHUs aKTUBHOTO CKPWHUWHTA Y ITallM-
€HTOB C COXpaHECHUEM OIBIIIKM IOCIIe TIePCHECeHHOM
tpoMmb0osMOomu JIT (TOJIA) npu Hamuunu (HakKTOpPOB
pucka. Ilo maHHBIM peTUCTPOB, 3a00JIEBAEMOCTb M pac-
npocrpaneHHocTb XTOJIT cocrasiser 2-6 n 26-38 ciy-
YaeB Ha MIJLIMOH B3POCJIOTO HACEJICHUSI, COOTBETCTBEH-
Ho [7, 35, 36]. ITanmeHTsI ¢ XpOHUYECKOI TPOMOOIMOO-
ImaecKoil 0ose3Hbp0 erkux (XTOBJI) mpu orcyrcTBUM
JIT' cocTaBasIIOT UL HEOOJIBIIYIO J0JI0 Cpeau 0O0Jib-
HBIX, HaTlpaBiasieMbIX B 1ieHTpsl X TOJT [7].

Ipynma V. Dnunemuonorndyeckue nanawie o JII' mpu
TeMAaTOJIOTUYECKNX, META0OJIUICCKUX U ApP. HAPYIICHU-
SIX OTCYTCTBYIOT, YTO OOYCJIOBIIEHO MHOTO(MAKTOPHBIM
matoreHe3oM, pasputueM JII' Kak mpeKanmuUISIpHOTO,
TaK ¥ TocTKanmusgpHoro Tuna [20]. JlaHHBIe peTncTpa
B3POCJIBIX TTAIIMEHTOB C CAPKOMIO30M IToKa3aiu, uaro JII
YaCcTO aCCOIMUPYETCS C TTOBBIIIICHHOI 320016 BA€MOCTHIO
1 CMepTHOCTHBIO [37].

1.4. Oco6GeHHOCTU KoOgupoBaHUs 3a6oneBaHuns
WAKN cOCTOAHUS (rpynnbi 3a0oneBaHnin unu
cocTosiHuin) no MexayHapoaHOW CTaTUCTUYECKOW
knaccudukauum 6onesHeit u npodnem,
CBf1I3aHHbIX CO 340pPpOBbEM

Hpyrue GopMBI CepIeuyHO-JIeTOYHON HETOCTaTOUYHO-
ctu (1.27):

127.0 — IlepBuuHas JeroyHast TUTIEPTEH3US,

127.2 — JIpyrag BTOpUYHAas JIeTOYHAs TUTIEPTEH3MUS;

127.8 — JIpyrue yTouHeHHBIE (POPMBI JIETOYHO-CEP-
IEYHOUM HETOCTaTOYHOCTH.

1.5. Knaccudukauuna 3abonesaHus unm
cocTosiHMg (rpynnbl 3a0051eBaHUiA UM COCTOSHUIA)

JIT 06BIYHO ABASETCA CUHAPOMOM, ACCOLMUPOBAH-
HBIM C Pa3JIMYHbIMU CEPAEYHO-COCYIUCTBIMU U PECTU-
paTOpHBIMHU 3a00JIeBaHUSIMU, 1 KpaifHEe peIKo MPEaCcTaB-
JISIeT cOOO caMOCTOSITeTbHOE 3a00JIeBaHNe, KaK B CIIy-
yae UJIAT win HJIAT.

Knunnueckas xiaccudukauus JIIT BkiaouaeT msTh
TPYII, OOBEAMHEHHBIX IIPH CXOACTBE ITaTO(PU3NOIOTHYC-
CKMX MEXaHM3MOB, KIMHUYCCKUX U TeMOTMHAMUICCKIX
XapaKTepPUCTHUK, OAXOMOB K jiedeHuto (tadi. 1) [6, 14].

C yueToM MOJIOXeHU 6-ro BceMupHOro cumIiosuy-
ma 1o JII' m pekomenmanuit ESC/ERS 2022r B KimHM-
YeCKyI0 KiIacCM(PUKAINIO BHECEHBI CIICIYIOIINE N3MeHEe-
HUS:
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Tabnuua 2

femoguHamuyeckas knaccudukaumsa

Onpepenexvie XapakTepuctuku

nr cpAJ1A >20 mMm pT.CT.

MpekanunnapHas JII cpAJ1A >20 mm pr.cT. A3JIA <15 MM pT.CT.
JNICC >2 epn. Byna

M3onnpoBaHHas cpOJ1A >20 mm pr.cT., A3J1A >15 MM pT.CT.

noctkanunnapHas JIr JNICC <2 ep. Byna

Kom6uHupoBaHHast
noct-/npekanunnapHas JIr

cpAJ1A >20 mm pr.cT., A3J1A >15 MM pT.CT.
JICC >2 epn. Byna

Knnuunyeckue rpynnbl

Bce BapuaHTbl JIT

I. Jlero4Has apTepuanbHas runepTeHsms.

IIl. I, cBAA3aHHasa ¢ naTonoruein Nerkux 1/uam runokcueil.
JIT', cBA3aHHas ¢ 06CTPYKUMEN NIErO4HO apTepum.

JII HEM3BECTHOrO M/MNK CMELLAHHOrO reHesa.

II. JII; cBsSidaHHasi C NaToNOrMei NeBbIX OTAEN0B cepaua.
V. JI" HEM3BECTHOrO W/VNN CMELLAHHOTO reHesa

Cokpawenus: A3J1A — naBneHvie 3akIMHUBaHWS NeroyHol aptepuu, JIN — neroyHas runepteHaus, JICC — neroyHoe cocyamctoe conpoTtuenenue, cplJ1IA — cpenHee

[laBNEHNE B NIEFOYHON apTepuu.

1. B rpynne I (JIAT) cpemm manmentoB MIJIAT,
HIJIAT; JIAT, mHOynmpoBaHHOM JieKapCTBaMU/TOKCHHA-
MU, BBIACISIIOTCSI TIOATPYIIIBEI C OTPUIIATEIBHBIM U TI0-
JIOXKUTEJIbHBIM TECTOM Ha Ba3opeakTUBHOCTH [7]. I1pu
HaJIMIMU pe3epBa Ba30PEaKTUBHOCTHU ITAIIMCHTHI C yKa-
3aHHbIMU (opMmamu JIAD UMer0T yHUKAIbHBIN (DEHOTUIT
¢ OJaronpusSTHBIM TeUCHUEM 3a00JieBaHUs TP Ha3Ha-
yeHUM 0JI0KaTopoB KanbiieBbix KaHatoB (BKK) B mak-
CUMAaJIbHO TIEPEHOCUMBIX no3ax (pasmen 3.2.2.1).

ITo maHHBIM POCCHUIICKOTO perucrpa, HanmbdoJjee Jac-
TOM MPUYMHOM, accouuupoBaHHou ¢ JIAIL, sBisIOTCS
BIIC — mpocTble cCTeMHO-JIerOouHbIe MIYHTHI (36,6%)
(pasmen 4.1) [21]. JIAT ¢ mopakeHUEM JIETOYHBIX BEH
1 KamWIIIpoB (JIeTOYHAsT BEHOOKIIFO3MOHHAST 00JIe3Hb
(JIBOB)/nerounsbrit KarmuisIipHBIiA TeManrnoMato3 (JIKT),
KOTOpasI XapaKTepu3yeTcsT HeOIarompusITHBIM IIPOTHO30M
1 COTIPSDKEHA ¢ PYCKOM Pa3BUTHS OTeKa JIETKUX IIPU Ha-
3HaueHuu JIAI-cneuuduueckoil Tepanuu, cCOrJIacHO
KOHCEHCYCY 9KCIIepTOB 6-ro BceMHpPHOro CHMMIIO3MY-
ma mo JIT, Bkimoyena B rpyrmy I [6, 10]. D10 00yciioB-
JICHO TEM, YTO BOBJICUYCHUE B IATOJOTHMUYCCKUIT ITPO-
IIecc JITOYHBIX BeH/KaIWLISIPOB MOXET HAOIIOOATHCS
" TIpU 3a00JIeBaHUAX, aCCOIIMMPOBAHHEBIX C Pa3BUTHEM
JIAT, B wactTHOCTH cucTteMHOIT ckiaepomepmuu (CCJ).
Knunaunueckas u remonnHamudeckasi kaptua JIBOb/
JIKI' B GonplmHCTBE ciaydaeB cootrBeTcTByeT JIAT,
a TIpY TUCTOJIOTUYECKOM HCCJICIOBAaHUM, HAPSAY C W3-
MCHCHUSIMHU BEH/KaWLISIPOB, UMEETCS BBIPaKeHHOE
peMoeIupoBaHue JIerouHblx aprepuod [6]. IBOB/JIKT
MOKHO 3aITOIO3PUTh IIPU HATMYNUH TTPO(PECCHOHATBEHOTO
KOHTaKTa C OpTAaHMYECKUMHU PACTBOPUTEIIIMU (TPUXIIOP-
STUJIEH U ap.); cHkeHHoit DLCO <50% oT mOIXHOrO;
BBIPAXXEHHOI TMITOKCEMUU; YTOIIIEHUS CENTAIbHBIX JIN-
HUI, IIEHTPOJOOYISIPHBIX N3MEHECHUI TI0 TUITY "MaTOBO-
ro CTeKJIA" TMapeHXWMBI JICTKUX, YBEIIMUICHUSI pa3MepOB
MG OY3I0B CPEAOCTCHUS 110 TaHHBIM KOMITBIOTEPHOM
tomorpaduu (KT) opranos rpynnoii kierku (OI'K) [6,
10, 13].

2. B rpymme III B kauectBe nipramHbl JII' nckiioueH
CHHIPOM OOCTPYKTMBHOTO aITHO® CHAa, YTO OOYyCIIOBJIE-

HO OTCYTCTBHEM HOKa3aHHOI NMPUUMHHO-CJICICTBCHHOM
CBSI3U; B CTPYKTYpE 3TOU TPYIIIHI YKa3aHBI TUITOBEHTH-
JISIINAST ¥ TUTIOKCUSI 0€3 TTaTOJIOTUH JIETKUX (BBICOKOTOp-
Has JIT) [7].

3. B rpymme 1V, xak un panee, Boimensiorcs XTOJIT
U Ipyrue 3a0ojieBaHUSI, CBSI3aHHBIE ¢ 0OCcTpyKiueii JIA.

4. B rpymme V mo6asieHa dhopma JII' mpu TpomobOTH-
YeCKOI MUKPOAHTUOIIATHH JICTKUX BCIICICTBUEC 3MOOINN
oryxosieBBIMU KjeTkaMmu [7]. TIpu ciaoxuerx BITC nme-
0TCS remMonMHamudeckue HapyueHuss B MKK mo turmy
npe- u/unu octkammwuisipraoi JIT (B8 T.4. JIT mpm BIIC
C VHUBEHTPUKYISIPHON TeMOIWHAMUKONM M CeTMEHTap-
Hasg JII' B OTHENIbHBIX CeTMEHTaX JICTKUX 3a CYET aop-
TOJIETOYHBIX KOJIJIaTepascii), 9TO MO3BOJMIO POCCHIi-
CKHM 3KCITepTaM COXPaHUTh MOATPYIITY cIoXHBIX BITC
B rpynIe V, HECMOTPST Ha M3MCHEHUS B PEKOMEHIAIIASIX
ESC/ERS 2022r [6, 10].

B 2018r skcniepramu 6-ro BcemupHOTO KOHTpecca 1o
JII" paHee OOLIETIPUHSATHINA IMAaTHOCTUYECKUIT KPUTEPUIL
JT (cpdJIA >25 MM pT.cT.) 6BUT M3MeHeH Ha cpdJIA
>20 MM PT.CT., a HOBEIMA KPUTEPUSIMH IPEKATIISIPHOM
JT cramm cpIJIA >20 mMm pr.cT., A3JIA <15 MM pT.CT.,
JICC >3 en. Byma [13]. B pexomenmanmsax ESC/ERS
2022r nmoporoBuie 3HaYeHUS g BenmunHbl JICC cHU-
JKeHHI 10 2 en. Byma ¢ ydgeToMm BepxHero Iipeneira HOp-
MaJIbHBIX 3HAUCHUM 3TOTO Mmokasatens [7, 8] (tabm. 2).
[Tpu 3TOM CllenyeT MOAYEepKHYTh, 9TO TOKa3aTe/IbHas 0a-
3a B OTHOIIeHUM 3¢ GeKTUBHOCTH/0e30macHoCcTr JIAT -
crennpUIecKUX IpernapaToB IoJydyeHa B paHIOMU3U-
POBAHHBIX KOHTpOJUpyeMbIx uccienoBaHusx (PKHN),
B KOTOpEIC BKIOUanuch marueHTsl JIAL (rpymnma 1) mpu
cpdJIA >25 MM pr.ct., A3JIA <15 MM pt.cT. m JICC >3
en. Byna [7]. Heobxonumo nuHaMuuyeckoe HaOIOgeHUE
nauneHToB co cpdJIA 21-24 mm pr.crt., JICC 2,1 no 2,9
en. Byna.

JICC 3aBHCHUT OT TIIOIIANM TTOBEPXHOCTHU TejIa U BO3-
pacra, y JIMII IIOKMJIOTO BO3pacTa, Iaxe IPHU OTCYTCTBUU
CepICYHO-COCYIUCTOI MMATOJOTUM, KaK IpaBUJIO, OT-
MeualoTcsl OoJjiee BbicoKue 3HaueHus [9]. Beamumny
JICC HeoOXoaMMO YIUTHIBATh TSI UCKIIIOUCHUST TIOBHI-
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Tabnuua 3

®yHkumoHanbHaga knaccudpukaumusa (BO3)

Knacc OnvcaHue

| dK HeT orpaHuyeHnii Gruandeckoit akTMBHOCTM, OTCYTCTBYIOT OfbILLKa, YCTaN0CTb, 6ONW B rPYAU MU NPECUHKONANbHBIE COCTOSIHUS.

Il K Jlerkoe orpaHnyeHne Gpusn4eckoin akTMBHOCTU. AnckomMdOopT B MOKOE OTCYTCTBYET, HO 0Obl4Has GU3NHeCckas akTMBHOCTb BbI3bIBAET MOBbILLEHHYIO
OAbILLKY, CNaboCTb, 60b B rPYAHON KNETKE UK NPECUHKOMNASbHbIE COCTOSIHUS.

Il dK 3HayuTenbHOe orpaHuyeHre GpU3NYeCcKoi akTMBHOCTU. B COCTOSIHWM NoKOst AMcKoMbopTa HET, HO GU3NYECcKas akTMBHOCTb MEHbLUE 0BbIYHO
Bbl3blBAET MOBbILLIEHHYIO OAbILLKY, YCTANIOCTb, 605b B rpyaoy nnn npecuHKonasabHble COCTOAHMUS.

IV dK OppbllwKa v/vam yecTanocTb B COCTOSIHUM MOKOS YCUAMBAOTCS MPU MUHMMa/IbHON GrU3NYeCcKoii akTMBHOCTU. MoryT ObiTb MPU3HaKM

NPaBOXeyA04KOBOIN HELOCTATOYHOCTM.

CokpauweHue: K — dyHKLMOHANBHBIN Knace.

meHus JIJIA 3a cueT yBeIWUeHMS JIETOYHOTO KPOBOTOKA
WU TIOBBILIEHUSI BHYTPUTPYAHOTO naBieHus [7]. Xors
BepxHeil rpanuneil JI3JIA B HopMe cumTaeTcs BeINYM-
Ha 12 MM pT.CcT., B peKoMeHganusax 1o JII' n koHceHcyce
EBpomeiickoro ob6mectBa kapauonoros (EOK) mo CH
MIpeMIOXeH 0oJice BBICOKUIT MTOPOT IJIST TUATHOCTUKU
CHc®B (A3JIA >15 mwMm pt.ct.) [2, 7, 38]. B PKH 1o
n3yuyeHuto JIAT-cneuuduueckoil Teparnmum MCII0Ib30-
Basicst mopor mist JA3JIA <15 mum pr.cT. [1pu coxpaneHnn
nmaHHoI BenmmuuHBI JI3JIA Kak Kputepus TpeKannisp-
Hoit JII' BaXkHO MMETh BBUIY, YTO 3TOT ITOPOT SIBIISICTCSI
IIPOM3BOJBHEIM, YTO TpeOyeT YIUTHIBaTh (PEHOTHUII T1a-
mreHTa, (akToOphl pUCKa W JaHHBIC 3XOKapauorpahun
(Ox0oKI), Bximogast 06weM JIII, mpu ycTaHOBJICHUM TIpe-
u noctkamuuisipHoi JIT [7].

Ipexanumnsipras JII' ormeuaeTcs y mauneHToB ¢ JIAT
(rpynma I), Ipy MaToIoThM JIETKUX W/VUTH TUITOKCEMUH
(rpymma I11), mpu o6cTpykumu JIA (rpynma 1V) u mpu
HeKOTOpbIX noaTurnax rpymnnsl V. [Noctkanumnsapuas JIT
HaOII0MaeTCA TPU MATOJOTUM JIEBBIX OTHEIOB Cepriia
(rpymma II), moxeT umeTsh Mecto mipu JII rpymmet V wmm
M30IMPOBAHHOM TTOPaXKeHNUH JICTOYHBIX BEH MJIN KaITHII-
nsipoB (JIBOB/JIKT).

IMoctkanunngpuas JII' onpenensieTcss Mpu MOBbI-
menun cpdJIA >20 mm pt.cT. 1 I3JIA >15 MM prt.cT.
Bennumna JICC uCIonb3yeTcsT ISl YCTAaHOBJICHUS T1a-
IIMEHTOB CO 3HAYUTEIBLHBIM IIPEKAITMUISIPHBIM KOMIIO-
HEHTOM — KOMOWHMpPOBAaHHAS MOCT-/TIPeKAITMJUISIpHAST
JIT (>2 en. Bynma). Panee miisl xapakKTepUCTUKU BOBJIE-
YeHUsI B MATOJIOTUYEeCKUiT Tipotiecc JIA/apTepuon mpu
noctkamustpHoit JIT momumo JICC pekoMeHI0BaIOCh
OLICHMBATh TUACTOJMYCCKUI ITyTbMOHAJBHBII TPAaIUeHT,
KakK pas3Huiy mexny auactormdeckum JIJIA (OAJIA)
u A3JIA [10, 13, 14]. CormacHo pekomeHmaumsiM, ESC/
ERS 2022r ans omnpeneneHus MpeKanWUIIPHOTO KOM-
MMOHEHTA TIOCTAaTOYHO OoLieHKM uckiounTenbHo JICC [7].
H3zomupoBanHas noctkamwuisipHas JII' yctaHaBimBaeT-
ca nipu JICC <2 en. Byna.

ITpu noseienuu cpAJIA >20 MM pT.CT. B COUETAHNN
¢ Hm3kuM JICC (<2 ex. Byma) m JA3JIA <15 MM pT.CT.
y MAIIMEHTOB UMEETCSI YCKOPEHHBII JIETOUHBIIT KPOBOTOK
1, KaK MpaBWJIO, HecMOTps Ha Hajgmuue JII, mmocmenass
HE COOTBETCTBYET KPUTEPUSIM IIpe- WA IOCTKATIMII-

nsgpaoit JIT. DTo reMommHaAMIUYECKOE COCTOSTHAE MOXKET
OBITH OTIMCAHO TEPMUHOM "HekJlaccupuumpyemast JIT™"
[7]. Takue manueHTsl MoryT umeTh BIIC, 3a6oneBanue
TEYCHM, TTATOJOTHIO JISTKUX WM TUIIEPTUPEO3 B Kade-
CTBE MPUYMHBI TToBbIeHUS cp/lJIA, uyTo TpebOyer TIIA-
TeIPHOW OUATHOCTUKHM M COOTBETCTBYIOIIETO JICUCHMS
(B wacTHOCTH, XUpypruueckoir Koppekunu BIIC).

Jnsa oueHKU (PyHKIIMOHAABHOI'O cTaTyca OOJIbHBIX
JII' npuMensieTcst pekoMeHnoBaHHas BcemupHoii opra-
Hu3auueit 3apaBooxpaHenus: (BO3) B 1998r dyHkuMo-
HaspHas! Kiaccudukauus Heio- Mopkckoit accormanmm
cepma (NYHA) mnst 6onsnasix CH (Ta6m. 3) [2, 7, 10, 14].
Onenka ynkunmoHanpHoro kKimacca (PK) NYHA/BO3
HCITONIb3yeTCs IUISI pYyTUHHOM OLIEHKU CTaTyca IallleHTa
Ha BCEX Tallax OKa3aHUM MEAVLIMHCKOM ITOMOLLHA, OTIpe-
IeIeHUS TIPOTHO3a M 3((DEKTUBHOCTU TCPATIUH.

2. AnarHocTuka 3a6oneBaHus (rpynnbl
3aboneBaHuii NN COCTOSHMIA), MeAULMHCKME
nokKka3aHud U NPoTuBOoNOKa3aHUs K NPUMEeHEeHU10
MeToA40B OUAarHOCTUKU

Kputepnem ycranosnenmst nuarto3sa JII' ssBisercs 1mo-
Bormenne cpIJIA >20 mum pr.cT. B Tokoe nipu YBKC [7].

Llepro KOMILIEKCHOTO OOCICIOBAHUS SIBIISICTCST yCTa-
HoBJIeHUe nmarHo3a JII, ompemeneHne KIMHUYECKOMU
TPYIIIBI, TEMOIMHAMUYICCKOTO THIIA, (PYHKIMOHAIHLHOTO
cratyca y Bcex namueHToB JII, a Takke nmpoduis pucka
cMepTHOCTH Yy Beex manmenTos JIAT [2, 7, 10, 14, 39, 40].

Dtanamm guarHoctuku JII' aBsioTcs:

— CKpuWHUHT, BKJIIOUAIOIMIWHA cOOp Kajao0, OLEHKY
dakTopoB pucka passutug JIATL, onpeneneHue BeposiT-
Hocty JIT ipn momomm TpaHcTopakanbHOi DXoKT.

— HWckmouenue Hanboee yacThiX mpuuuH JII' — 3a-
OoJreBaHMI JIEBBIX OTHENIOB cepaia (rpymma II), maromo-
run jerkux (rpyrma I1I) m XTOJIT (rpymma IV).

— Bepuduxammsa nnarnosa JIAT, XTOJIT, Tsokenoit JIT
npu YBKC, onpenenenue Ho3omormdeckoii popmbr JIT.

— Omuenka @K mammenTa (BO3).

— Crpatudukamns prucka CMEpTHOCTH Y BCeX TTaIu-
enrtoB JIAT [2, 5, 7, 10, 14].

YUuTHIBasT OTCYTCTBHE IMTATOTHOMOHUYHBIX CHMIITO-
MoB JII' m MHUpoKyo pacIpoCTpaHEHHOCTh MATOJOTUU
MIpY pa3INIHBIX 3a00JieBaHUAX, quarHocTthka JII' Tpe-
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OyeT MyJBTUIUCIATUIMHAPHOTO TIOIX0ma M YETKOTO CO-
OMIONCHUSI TMATHOCTUYECKOTO aJITOPUTMa C MCKITIoUe-
HUEM HamboJjee JacThIX MpUIUH pa3BUTHS JII' 1 BBHISB-
JIeHreM boiree penkux gopm. I1lo maHHBIM POCCHUIICKOTO
perucTpa, MemraHa BpeMEHH OT AcOI0Ta CUMIITOMOB IO
nmoarBepxaeHus auartosa JIAI mpu YBKC y manmeHTOB
JIAT cocrasnster 52,8 Mec. [21], y marmmenToB XTOJIT —
14 mec. [39].

2.1. XXanoGbl 1 aHaMHe3

PexoMenayercst cOop aHaMHe3a U Kajio0 y Bcex Malu-
eHTOB Juta yrouHeHus renesa JII' [2, 7, 10, 14, 39, 41-43].

PKO IC (YYP C, V1] 5)

Kommenrtapun. Cumnmomamuxa JII 3navumensro eapo-
upyem 6 3asucumocmu om npudunst JII, accoyuuposannozo
cocmosiHus, conymemaeyroujeil namoaoeuu. Ha pannux cma-
dusix cumnmomyl JII' gosnukarom npu evinosHeHuu gusuye-
CKUX HA2PY30K U, 2NABHbIM 00pA30M, C853aHbl ¢ OUCHYHKYU-
eit ILK [2, 44]. B debrome 3aboaesanusi navuenmo. npeos-
A6AAIOM HCAN00bL HA 00bIUKY, KOMOpas npocpeccupyem no
Mepe meueHus: 3a001e8aHUsL; NOGbIUEHHYIO YIMOMASEMOCHb,
cnabocms, 201080Kpycerue. Ha no3onux cmaousix nosiensi-
IOMCsl CUHKONAABbHbIE COCIMOSHUSL U/UAU CUMAIMOMbL NPABO-
acenydoukosoi CH: omeku Hoe, eenamomezanus, acyum,
nyavcauus wetinolx éer [7, 10, 39]. ¥V nayuenmos ¢ oau-
menvhbim meuenuem JIAI moscem 6o3Huxame 601e60il CUH-
dpom 6 epydu no muny aumeunosnoeo. llpuuunamu uwemuu
muoxkapoa moeym Obims OMHOCUMENbHASI KOPOHAPHAS He-
docmamounocme cnedcmeue Huskoeo CB u nogviuennozo
Hanpsiicenus cmenku TIK; eunokcemus; komnpeccus 1e60ii
KOPOHAPHOU apmepuu aHegpu3Mamuyecku pacuiupeHHoll
JIA. Ilpu cundpome Diizenmeneepa ne2ounble KpogomeueHus
peeucmpupyiomes 6 43% cayuaeé u s164A30Mcs NPUHUHOL
cmepmuocmu 'y 8% nayuernmos [40, 43]. Hemounukom kpo-
eomeuenus ¢ 90% cayuaes cayycam usmeHeHHvie OPOHXU-
anvHvle apmepuu, Komopsie Hauboiee 4acmo 8vlA6ASHOMCS
y nayuenmog ¢ JIAI na ¢pone BIIC. Y nayuenmos 6e3 BIIC
Kposoxapkanve ecmpevaemcs 6 1,5-6% cayuaes [2, 10].
Snauumenvuoe pacuwupenue JIA moxcem bdvimo npuUUHOU
ducceKyuu Uy paspuléa, YmMo KAUHUMECKU CONPO8odcoaen -
cs1 mamnoHaooll cepoya.

2.2. dusukanbHoe obcnegoBaHme

PexomeHmyeTcst TpoBOAUTH BU3YabHBIIA OCMOTP Te-
paneBTUdeckuil BceM manueHTtam ¢ JII' ans BoisiBieHUs
criennpUIecKUX KIMHUIECKUX TIPOSIBICHUM 3a00eBa-
Hus [2, 7, 10, 14, 39, 41-43].

PKO IC (YYP C, Y11 5)

Kommentapuu. Qusukanvroe obcredosanue modicem
suLa6umsv 603moxcuyro npuuury JII. Teaseaneuosxma3suu,
A36eHHOEe NOPAJICeHUe KOHYUKO8 NANbUes U CKAepoO0aKmu-
aus xapakmeprot oas CCI, kpenumayus Ha edoxe modicem
YKa3uleamos HA UHMeEPCMUUUAAbHOE 3a001e8aHUe NeeKUX
(U3JI); cocyducmuie 36e3004KU, MECMUKYAAPHAS AMPO-
Qusa u nasbmapras spumema — Ha 3ab01e6aHue NeveHu
[2, 41-44]. Ilpu obnapyxcenuu cumnmoma "6apabaHHbIX

nanouex "/ "wacoevix cmexon” moxcrHo npednosoxcums BIIC
¢ yuarozom, U3JI uru namonoeuro neuenu [7, 10, 43]. Ilpu
ocmMompe nayuenmog npoeooumcsi NYAbCOKCUMempus: y na-
yuenmoe HJIAI nokazameau camypauuu Kuciopooa Haxo-
osmest 8 npedeaax HOpmbl, NPU OOHAPYJICeHUU decamypauuu
8 NoKoe U npu Haepyske caedyem 3an00o3pums HaAmos02uo
aeekux uau BIIC ¢ genoapmepuanbHbim wynmupoganuem
kposu. Hanuuue ouggepenyuposannoeo yuauwoza (Hop-
MAnbHbLil Y8em KOJNCHbIX NOKPOBOG 8epXHell NON0BUHbL Mead
¢ NPUBHAKAMU YeHMPAIbHO2O YUAHO3A HUJICHEl NOA0BUHbL
meaa, cumMnmom 6apabaHHbIX NAAOYEK U YACOBbIX CHEKOA
MOABKO HA NAAbUAX HO2) YKA3blGaem HA Haaudue CUHOpoma
DiizeHmeneepa Ha QoHe OMKPbIMO20 apmepuanlbHoe0 npo-
moka. Ilpu pazeumuu npasoxceayoouxosoii CH y nayuen-
moe ommeuaromcs Habyxanue U NYAbCAUUsl WEIHbIX BEH,
eenamomeeanus, nepugepuyeckiue omeKu, AcUum.

Ilpu ayckyrsmayuu mepaneemuueckoil neekux y na-
YUEHMOB C BbIPANCEHHOL 00bIUKOU NPU NOCMKANUANSAPHOLL
JIT gvicaywusaromes meakony3sipuamole Xpunvl 6 HUNC-
HUX omOenax 6 COYemaHuu ¢ NOA0NCEHUEM OPMONHOI.
Ayckyrbmamusenas KapmuHa 6 Ae2Kux modcem Obime He U3-
menena y nayuenmos ¢ JIAI [14, 44]. Ilpu ayckyasmayuu
mepanegmuueckoil cepoya biCAYUUBACMCS AKUEHM 8MO-
poeo moua Ha JIA — 00uH u3 Kar4esbix QU3UKANbHbIX NPU-
3nakoe JII. B psde cayuaes onpedensemcsi cucmoau4eckull
WyM mpuKycnuodanbrol peypeumayuu, npu ouramauuu JIA
¢ paseumuem OMHOCUMENbHOU HeOOCMAMOYHOCMU 1e204-
Ho2o Kaanana — duacmonuveckuil wym Ipexema Cmunaa.
Y nayuenmos ¢ cundpomom Diizenmeneepa npu HaAAUMUU
00161020 DeheKma wym WyHmMa Modicem He GblCAYUUBAMb-
Csl, MO CBA3AHO C OMCYMCMBUEM UAU MUHUMAALHbIM 2pa-
duenmom dasnenus 6 obaacmu depekma npu 6vicoxkoit JII'
/10, 40, 43].

2.3. JlabopaTopHble AuarHocTu4eckue
uccrnegoBaHusd

Bcem manumenTam ¢ JII' pekoMeHayeTcsl TIpoBeIeHIe
00111eTo (KJTMHUYECKOT0) aHalu3a KPOBU Pa3BepHYTOTO
C OILICHKO! YPOBHSI TeMOTIOOMHA U TeMaTOKPUTA, KO-
JINYECTBA IPUTPOIIUTOB, JIEUKOIIUTOB, TPOMOOIIUTOB,
CKOPOCTU OCEHaHUST BPUTPOIUTOB B paMKax MEepBUY-
HOTO 0O0cJieIoBaHUs, TPU MOCTYIUICHUU B CTAIlMOHAP
W B TIpoIlecce MUHAMUYECKOTO HAOMIONEHUS KaKIbie
6-12 mec. [2, 7, 10, 14, 39, 43].

PKO IC (YYP C, Y11 5)

KommenTapun. B obwem (kaunuueckom) ananuse Kposu
PA36epHYymMoMm caedyem OUeHUmb YPogeHs 2eMon00una u ee-
Mamokpuma, Haauvue MUKpoyumosa. Bmopuunwiii spumpo-
yumos yacmo ecmpeuaemcs y navuerumos ¢ JII' npu BIIC
u namonoeuu neekux [41-43].

Bcem nayueumam ¢ JII' pekomerndoéano nposedenue
aHanu3a Kposu OUOXUMUUECK020 00ujemepanesmuueckKo2o
(uccaedosanue ypogHs Kaaus, HAMPUs, 2AIOKO3bl, Kpeamu-
HUHa, obujeco beaka, MoO4eGUHbl, MOHEBOU KUCA0MbL, 00Ue20
ouaupybuna, c60600H020 U CBA3AHHO20 OUAUPYOUHA 8 KPO-
8u, onpedenenue aKmMugHOCMU ACNAPMAMAMUHOMPAHC-
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gepasvl u araHuHamMuHOmpaucghepasvl 8 Kposu) 8 pamKax
nepeutHoe0 00c1e008aKUsL, NPU NOCMYNACHUU 8 CINALUOHAD
U 6 npouecce OUHaMU4ecKo2o Habaroerus Kaxcovie 3-6 mec.
[2, 7, 10, 14, 39, 43].

PKO IC (YYP C, V111 5)

Kommentapun. QyuxyuonansvHole neueHouHble mecmol
MO2Ym NOBbIULAMbCS NPU 0eKOMUEeHCAUUlU NPasoicenyooH-
xoeoit CH u/unu na ghone mepanuu anmaeonucmamu 3H00-
menunoswix peuenmopos (ATX Aumueunepmensusnoie cpeo-
cmea 0as nevenus JIAD) (ADP). Yposenv mouesoii Kucaomot
modxcem 6vimov mapkepom maxcecmu CH, odnaxo moxcem
nosvluamsCs U Ha (hoHe mepanuu OuypemuKamu.

PexoMenmyeTcs McciiemoBaHue YPOBHS XeJjie3a ChIBO-
POTKU KPOBH, HCCIIeAOBaHNE YPOBHS (DeppUTHHA B KPO-
BU, MCCJICIOBAaHNE HACHIIIICHUS TpaHC(hepprUHa KeIe30M
y TMallMEeHTOB C CUHApPOMOM Jii3eHMeHTepa, mpu JIT
C pa3BUTHEM aHEMHUHU B paMKax IIepBUIHOTO 00OCIemIOBa-
HUS, TIpA TIOCTYIUICHUH B CTallMOHAP W B MPOIIECCE M-
HaMMYECKOro HabaoneHus Kaxasie 6-12 mec. [2, 7, 14,
42, 44].

PKO IC (YYP C, V]I 5)

KommenTapun. JKenezodepuyumnoe cocmosinue Hadao-
daemcst noumu y noA0BUHbL NAYUEHMO8 ¢ CUHOPOMOM Dil3eH-
meneepa u MJIATL [2, 10, 43].

Bcem maumenTtam JIAT, monyyaommMm jJedyeHue ADP
(amOpm3eHTaHa**, O03eHTaHA™*, MauMTeHTaHA**), pe-
KOMEHIYETCSI eXeMEeCSIIHOe OTpereieHne aKTUBHOCTH
acrmapTraTaMuHOTpaHcdepasbl U alaHMHAMUHOTpaHCde-
pas3bl B KPOBU JIJIS OLIEHKY 0€30TTacHOCTH Teparuu [2, 7].

EOK IC (YYP 5, V]I C)

Kommentapun. Qyukyuonanvhsie neveHouHble mMecmibl
Mmoeym nogviuiamscst Ha ghoone mepanuu ADP [14, 42, 44, 45].

Bcem maumenTtam JIAT, monyyaommM jJedyeHue ADP
(ambpm3eHTaHA**, 003¢HTaHA**, MaIIUTeHTaHA**), PEKO-
MEHJIyeTCs eXKeMECIIHOE MCCIeIOBaHIE YPOBHS OOIIIETO
TreMOIIOONHA B KPOBH [IJIST OILIEHKM 0€30ITaCHOCTHU Tepa-
mau [2, 10, 14].

EOK IC (YYP C, V11 5)

Kommentapun. Hccaedosanue yposus obujeeo eemoeno-
OuHa 6 Kposu s645emcs 0053amenbHbIM Mecmom Ha oHe
neuenuss ADP, mepanus komopwimu 0o 15% cayuaes ocaoinc-
HAEMCsl CHUMICEHUEM Ypo8Hs eemoznoouna [2, 7, 44, 45].

Bcem manmenTtam ¢ JII' pekoMeHAOBaHO BbIMOJHE-
HIE KOoaryJIorpaMMbl (OpMEHTHUPOBOYHOTO HCCIIEIOBa-
HHS CUCTEMBI TeMOoCTa3a) (aKTUBMPOBAHHOEC YaCTUIHOC
TpOMOOIUIACTUHOBOE BpPEMSI, OIIpemesIcHNe IIPOTPOM-
OMHOBOTO (TPOMOOIIACTUHOBOI'O) BPEMEHU B KPOBU
WIN B TJ1a3Me, ompeaeicHne KoHIeHTpaunu Jl-mumepa
B KPOBH, MCCIICIOBaHNE YPOBHS (DMOPUHOTEHA B KPOBH,
orpeesicHNe aKTUBHOCTH aHTUTpoMOuHa III B KpoBm),
oTpeesieHre MEXITyHApOIHOTO HOPMAJIM30BAHHOTO OT-
HomeHuss (MHO) B paMKax ImepBUYHOTO O0CICIOBAHNS,
IpU TOCTYIUIEHUM B CTallMOHAp W Oajiee Kaxuabie 6-12
MecC. IUIST TMarHOCTUKM HapyIIeHUI reMocTa3a M IIpo-
rHo3a pucka kposoreueHuii [10, 14, 39, 42].

PKO IC (YYP C, V11 5)

PexomenmyeTcs mccieqoBaHne ypOBHSI CBOOOTHOTO
tpuitonTuponnHa (CT3) B KpoBH, UcCIeIOBaHUE YPOBHS
cBobomHoro TupokcuHa (CT4) chIBOPOTKHA KPOBU, HC-
cllefoBaHUE YPOBHS THPEOTPOITHOIO TOPMOHA B KPOBU
y Bcex mauueHToB ¢ JIT' mpn mepBUIHOM 00CIeIOBaHUN
IUIST BBISIBJIICHUSI TTATOJIOTUH IMUTOBUIHOM KeJIe3bl U TP
YXyIIIeHUU TeueHus 3aboneBanus [10, 14, 21, 42, 43].

EOK/PKO IC (YYP A, V] 2)

Kommentapun. Y nayuenmoe c JII' vacmo écmpeuarom-
cs 3a060nesanus uumosuoHou xcenesvl. Ilamoaoeus wumo-
BUOHOLL Jicene3bl Modcem 3ampyoHsmb OUAeHOCMUKY U Ae-
uenue navuenmos JII uau yxyowams meuenue 3a601e6aHus
[44, 46].

PexomenmyeTcsa ompeneieHre ComepKaHUs aHTUTET
K KapINOJMIINHY, aHTUTEN K docdoaunumaaM, aHTUTEIT
K 0eTa-2-TIIMKOIIPOTENHY B KPOBH Y TTAIIMEHTOB C TIOI0-
3penreM Ha XTOJIT mig BeIIBIEHUS (DAKTOPOB pUCKa
[10, 14, 39, 47].

PKO IC (YYP C, V1] 5)

PexomenmyeTcsa ompeneieHre ComepKaHUsS aHTUTET
K aHTureHam sgapa kjaetku u JIHK y Bcex manumeHTOB
¢ niogo3peHueM Ha JIAI mist uckioueHus: accoluanuu
¢ Cr3CT [2, 14, 21, 44].

EOK IC (YYP 5, Y111 C)

Kommentapun. Y nayuenmos c JII' docmamouno uac-
mo écmpeuaemcs NOGvluleHUe AHMUHYKACAPHBbIX AHMUMEN
6 Huzkom mumpe (1:80). uaenocmuueckum mumpom onpe-
denenusi AHMUHYKACAPHBIX AHMUMEN MEeMOOOM UMMYHO-
@nroopecyenyuu cuumaemcess mump >1:160, npu Komopom
credyem oueHums Cnekmp aHMUsIOePHbIX AHMUMeN 8 Ueasx
ougpgpeperyuanvroil duaenocmuxu CCIH uau nepexpecmuo-
20 CUHOpOMA, Komopsle Hauboaee 4acmo MaHupecmupyrom
JT [2, 14, 42, 44].

PexoMenmyeTcs McciemoBaHne YpOBHSI HaTpHUilype-
THYecKoro nentuna Mo3roporo (BNP) mim N-KoHIIeBOTO
MIPOMO3TOBOTO Hatpuitypetndeckoro mentuma (NT-
proBNP) B kpoBu y Bcex manmeHTOB ¢ JIAI B pamkax
IIeEpBUYHOrO 00C/IeNOBaHUsI U Jajiee Kaxiabie 6-12 mec.
C LETbI0 CTpaTU(UKAIIUM pHCKa cMepTHOCTH [2, 14, 21,
44, 45].

PKO IC (YYP 5, V]I C)

Kommentapuu. BNP u NT-proBNP ocmaromcesi edun-
CMBEeHHbIMU DYMUHHBIMU OuOMapKepamu, Komopoie 3¢h-
(heKmueHo UCNONB3YIOMCS 8 KAUHUYECKOlU NpaKmuke 04
oueHku npoerosa nauyuenmos JIAI u ouenxu peszynomamos
neuenus [48].

Bcem manmenTtam JII' ¢ aHeMueit TSKenoid Win cpel-
HEM CTCIEHM TSKECTH, a TaKKe MPU MOTO3pEHUU Ha
KPOBOTEUCHNE PEKOMEHIOBAHO OIIPENeIcHIEe OCHOBHBIX
rpynn KpoBu 1o cucteMe ABO, anturena D cucrembl
Pesyc (pesyc-dakrop), deHotnma mo antureHam C, c,
E, e, Cw, K, k u ompenencHrne aHTU3PUTPOLIMTAPHBIX
aHTUTEN TIPU MMOCTYIUICHUHW B CTAIIMOHAD IUIST PEIICHMUS
BOIIPOCA O TICPEIMBAHUN OTHOTPYITIIOBOM 3PUTPOIIUTAP-
Hoit Maccwl [10, 14, 43].

PKO IC (YYP C, V1] 5)

181



Poccuiickuii kapamonorudeckuii xxypHan 2024; 29 (11)

Bcem nmaumenrtam c JII' pekoMeHI0BaHO OIpeneieHue
antureHa (HbsAg) Bupyca remarura B (Hepatitis B virus)
B KpOBHU, aHTUTEI K Bupycy reratuta C (Hepatitis C virus)
B KPOBHU, aHTUTEN K OsienHoi TperoHeme (7Treponema
pallidum) B xpoBu, antuten kinaccob M, G (IgM, IgG)
K BuUpycy nmmyHonedunura yemoeka (BUY)-1 (Human
immunodeficiency virus, HIV 1) B XpoBU, aHTUTEIT KJIACCOB
M, G (IgM, IgG) x BUY-2 (Human immunodeficiency
virus, HIV 2) B XpoBU B paMKax IepBUIHOTO 00OCIEIOBa-
HUS ¥ IIpY TTOCTYIUIeHnU B ctaumoHap |10, 14, 43].

PKO IC (YYP C, V]I 5)

Kommenrapuu. [Ipu kaunuuecku 3HaUUMbIX OMKAOHE-
HUSAX 1a00PAMOPHBIX MeCcmo8, XapaxKkmepusyiouux @QyHK-
Yuio neveru, Heobxo0umo nposooums cepoouaeHOCMUKY 2e-
namumog 0as uckawouvernus: nopmolll. Onpedenerue anmu-
men kaaccoe M, G (IgM, 1gG) k BUY-1 u BUY-2 6 kposu
Heobxo0umo 0nsa uckarouenus accouyuayuu JII ¢ BUY-un-
gexuyueir [2, 14, 43].

2.4. UHcTpyMeHTanbHble AMarHocTmyeckue
uccrnegoBaHus

DnekTpokapauorpadus

PexoMenmyetcst peructpanusi 3aeKTpoKapauorpam-
Mbl (DKT) Bcem manmenTam c JIT' mpu nepBudaHOM 00-
CJIEIOBAaHUM U B TIPOIIECCE TMHAMUYIECKOTO HAOIIONCHUS
[10, 14, 21, 39, 43].

PKO IC (YYP A, V]I 2)

Kommenrapmm. Tunuunvivu npusnaxamu JII na KT s6a5-
HOMCS: OMKAOHEHUe NeKmpu4ecKoll ocu enpaeso, 'p-pulmonale”,
npusxaxu eunepmpoguu u nepeepysku IK, 6aokada npa-
6ot Hocku nyuka Tuca u yorunenue unmepsana QIc [2, 42,
49]. Yeeauuenue amnaumyos: 3y6uya R u coomuourenusi R/S
8 npaswvix epyoHvix omeedenusx, kak PKI-npusznaku eu-
nepmpochuu 12K, umerom nedocmamounyro uyecmeumens-
nocmo (55%) u cneyuguunocmoy (70%) 0as npumenenus
C Ueavio ckpununea, mozoa kak nepeepysxka 1K seasem-
cs bonee yyscmeumenvroim npusnakom [50]. Pacuiupenue
xomnaexca QRS u yoaunenue unmepsana Q7Tc ceudemens-
CMeyIom o mscecmu 3a001e6anUsl U ACCOYUUPOBAHDbL C He-
onaeonpusmusim npoernozom JII' [51]. Hadxcenydoukogwie
Hapyuwienus. pumma yauie 03HUKAOmM 6 0aneKo 3auedulux
cmaousx 3a601e8anuUsl, NPUBOOs. K 0eKOMNEHCayuu s18AeHUl
CH [2, 52]. V 25% nayuenmoe c JIAI' 6 meuenue 5 nem
HabAO0eHUs. peucmpupyromcs: mpenemanue uid Quopu-
Asayus npedcepduil, 3HA4UMeENbHO YXYouaroujue npoeHo3 na-
YUeHma npu He03MONCHOCMU B80CCIMAHOBACHUS CUHYCOB020
pumma [2, 7, 10]. Hopmasvnas IKI He uckarouwaem Hanu-
yuye JIT, oonaxo npu couemanuu veusmenennoit IKI ¢ Hop-
manoHoimu yposHamu ouomapkepos (BNP/NT-proBNP)
Y hayuenmos ¢ nodozperuem Ha JII' uau ghakmopamu pucka
JIT (nanpumep, nocne ocmpoit TOJIA) umeemces nuskas ée-
possmHocmo 3a60aeeanus [7, 53].

Pentrenorpagus OT'K

PexomeHnyetcst mpoBeneHUEe TIPUIIETLHOM pEeHTre-
Horpadun OI'K Bcem mamueHTam ¢ JII' mpm rmepBUYHOM
0o0cienoBaHNM TSI YTOUHEHMST TIPUYUHBI 32001eBaHUS,

TPU TOCTIMTAIN3AIINY U B MPOILIECCe TMHAMUYECKOTO Ha-
omonenus [10, 13, 14, 39, 43].

PKO IC (YYP A, V]I 2)

Kommenrtapun. [lpu npuyesvnoii penmeenoepagpuu
OI'K gbis61510mest NPUBHAKU, XAPAKMepHble 045 Namono-
euu aeexux (epynna I11) uau 3acmoiinvie s61eHUs Npu 3a-
bonesanusx nesvix omoenoe cepouya (epynna I1), a makoice
cneyuguueckue npusHaku psoa pedkux 3abonesearuil [40,
44]. Y 90% nayuenmos HJIAI na momenm nocmanosxu
duaeHo3a BblIABASIOMCA NAMOAOUYECKUe USMEHEHUs 8 gUde
Junsamayuu cmeona JIA (11 dyea no nesomy Kormypy cepo-
ya), 06e0HenUs 1e204H020 COCYOUCIO20 PUCYHKA, PACULU-
penus npagvix omdenos cepoya [13, 14, 42]. Tancecmo JIT
MOdCem He KOppeauposams co CMeneHblo peHmeeHos02u1e-
CKUX U3MEHEeHU.

KommniekcHoe uccienoBanue ()yHKIUH BHEIIHETO JbI-
XaHUS M AHAJM3 Ta30B APTEPUATbHOI KPOBH

PexoMenmyeTcs: TpOBOAUTDH MCCIIENOBAHUE HECTIPO-
BOIIMPOBAHHBIX JIBIXaTEIBbHBIX OOBEMOB U TTOTOKOB M-
(py3MOHHOIT CTOCOOHOCTH JIETKNX BceM mainueHTaMm ¢ JIT
MpU TIEPBUIHOM OOCJIEIOBAHUM W YXYAIICHUU TEUCHUSI
3a00JIeBaHMS VTSI UCKITFOUCHUS TTaTOJIOTUM JICTKUX [2, 7,
10, 35, 40].

EOK IC (YYP C, V11 5)

PexomeHmyeTcst mMpoBOANTH CCENOBAHUE KUCIOTHO-
OCHOBHOTO COCTOSIHUSI ¥ Ta30B KPOBU BCEM MallMEHTaM
JIT ¢ nmpIxaTeIbHBIMU HApYHICHUSIMU TIPU TTEPBUYHOM
00CIIeIOBAaHUN U YXYAIIEHUMN TeUeHUs 3a00aeBaHud |2,
7, 10, 39, 43].

EOK IC (YYP C, V11 5)

Kommenrtapuu. Oyenka gynkyuu eHeuwine2o ObiXaHus
(DBIl) — uccredosarue HecnpoBOUUPOBAHHBIX ObIXAMenb-
HbIX 00BeM08 U NOMOK08 He00X00UMO 0151 BbIsIGAEHUS NAMO-
noeuu aeekux u oyerku ee maxcecmu. XObJI, kak npuuuna
eunokcuueckoil JII, duaenocmupyemces npu Haiu4uu Heoo-
PAMUMBIX OPOHX00OCMPYKMUBHBIX USMEHEHUI, 4acmo & Co-
YemaHuu ¢ ygeauueHuem 0Cmamo4Ho20 o0semMa neekux npu
b600unsemuszmoepapuu u 603moxucuvim chuxcenuem DLCO.
Ilpu ananuze eazosoeo cocmasa apmepuarvHoll Kposu
vy nauyueumos ¢ XOBJI xapakmepHo cHudceHue napyuans-
HO020 dasnenus Kucaopoda é apmepuanvhoil kposu (Pa0,)
npuU HOPMAALHOM UAU NOBbIULEHHOM NAPUUANLHOM 0A8AeHUU
yeaekucaoeo 2asa 6 apmepuanvroil kposu (PaCO,) [17, 42].
Tancecmo amepuzemot u/uaru U3J1 ouenusaemces ¢ nomoujbio
KT OI'K. Couemarue smepuzemot u pubpo3a neckux moxcem
npugooums K NCcegOOHOPMAAbHOL KapmuHe npu GblnoaHe-
Huu cnupomempuu, npu s3mom DLCO ocmaemcs cHuiceH-
HOUl, umo mpebyem KOMNAEKCHOU OUeHKU KaK Pe3y1bmamos
@ynKyuu neekux, mak u OAHHbIX Memodo8 GU3YANU3AUUL
0ns UCKAOYeHuUs: duasHocmuyecKux ouwubox [54]. Y nayuen-
moes JIAT onpedensiemcs neekoe unu ymepenHoe ymeHvuieHue
AN€20UHBIX 00BeM08, ACCOUUUPOBAHHOE C MANCECMbIO 3400~
nesanus; DLCO cnudcaemes ecredcmeue eHMUAAUUOHHO-
nepgyzuornnoeo ducbanranca [10, 53]. Huskuii yposers
DLCO, ocobenno 6 couemanuu co CHuUMCeHuem Obixamesnb-
HbIX 006eM08, MOdcem ceudemenbcmeosams 00 accoyua-
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Ta6nuua 4

Onpepenenuve BepoaTHocTu JIM Ha oCHOBaHUM pAaHHbIX AXOKI

CKOpOCTb TPUKYCNUAALHO Peryprutauum, M/c

<2,8 nnu He n3mepsieTcs HeT
<2,8 unu He n3mepsieTcst na*
2,9-3,4 HeT
2,9-3,4 na*
>3,4 He TpebyeTtcs

Hannuune pononHutensHbix OxoKr -npuaHakos

BepositHocTb JIT no gaHHbIM IxoKI
Hu3Kas

cpenHss

cpenHss

BblCOKas

BblCOKas

MpumeyaHue: * — HeO6XOAMMO HaNMYME AOMOSHUTENbHbIX MPU3HAKOB Kak MUHUMYM U3 2 pa3HbiX KaTeropuii (Co CTopoHbl xenyno4kos/JTA/HIB v MM).

Cokpawenus: JIN — neroyHas runepteraus, IxoKI — axokapaunorpadus.

yuu JIAI ¢ CCI, a makice mpebyem ougpghepenyuanvHoeo
Oduaernosa ¢ U3JI (epynna II1) u JIBOK [13, 14]. Kpaiine
Huskuil yposenv DLCO y nauuenmos c JIAIL, onpedenentoiii
Kak 45% om 0042cH020, ACCOUUUPOBAH C NAOXUM NPOSHO30M
[7]. Ilpu anaausze 2a306020 cocmaga apmepuaibHoll Kposu
y boavroix JIAT PaO, 6 nokoe ocmaemcsi 6 npedenax Hopmbul
unu Heckoavko cHuxcerno, PaCO, cnuiceno ecredcmaue anb-
6e0NAPHOI eunepeenmuaayuu [44].

OxoKT

PexoMmenmyeTcss mpoBeneHUE TPAaHCTOPAKaIbHOMU
DOxoKI BceM mamnmeHTam ¢ momo3peHueM Ha Haauune JIT
B Ka4eCTBe CKPUHWHTOBOTO HEMHBA3UBHOTO TMATHOCTH -
YECKOTO MCCIIEOBAHUS U B TIPOIIecCe NTMHAMUYIECKOTO
HaOmoneHws [2, 7, 10, 13, 14, 39, 44].

EOK IC (YYP C, Y11 5)

Kommentapun. 9xoKI seasemcsi eduncmeenHvim Hau-
bonee UHGOPMAMUBHBIM HEUHBAZUBHBIM OUACHOCMUYECKUM
mMemodom 04 CKpUHUHea 004bHbIX ¢ nodospenuem Ha JII.
Bue 3asucumocmu om smuoaoeuu JII' npueodum k nepe-
epysxe II2K dasnenuem u eco ducyuxyuu. IxoKI nos-
80/151em NOAYHUMb UHPOPMAYyU) 0 MOPhoI02UU NPABLIX
u nesvix omaoenog cepoya, Gpyuxyuu II2K u JIK, cocmosnuu
KAQNaHo8, a makdice HeUHBA3UGHO OUeHUMb HEeKOMopbie
eemodunamuueckue napamempol (A, dasnrenue 6 I111,
yoaprutii 06sem (YO) IIK, CB). IxoKI makce seasemcs
YEHHbIM UHCIMPYMEHMOM, ¢ HOMOULbH) KOMOPO20 803MONCHO
8bI6UMb NPUHUHY NPedn0aa2aemoll Uil yice n0OmMeepic-
dennoti JII, nanpumep, 6 cayuasx 3a001e6aHUT N€GbIX OM-
denoe cepoya uau BIIC. Tem ne menee, DxoKI He moxncem
ucnoav3oeamucs 045 eepupurayuu duaenosa JII, oas smo-
20 mpebyemcs nposedenue YBKC. Y nayuenmos c ycma-
Hoeéaennbim Ouaernozom JIT Dxo KT noxasana ¢ yeavio oyen-
xu npoernosa (npu JIAI) u dunamuueckoeo HabarOeHUs 3a
nayuenmamu Ha gone npogodumoii mepanuu [10, 14, 39,
43, 55].

Ilpunumasn 6o eHumanue eemepozerHyio npupody JIT
u ocobyro eeomempuro 12K, nonsmno omcymcmeue eduro-
20 IxoKI'-napamempa, komopwiii Moe 661 00CMOBEPHO C8U-
demenvcmeosams kak o Haauvuu JIT, mak u 06 smuonoeuu
3aboaesanus. B cen3u ¢ smum mpebyemcs KoMniekcHoe
IxoKTl-uccaedosarnue, memoduueckue acnekmot npogede-
HUsL KOMOP020 NOOPOOHO U3N0NCEHbL 8 COOMBEMCMBYOULUX
pekomendauusx u nybauxkayusx [56-60]. Haubosee um-

gopmamuenoimu IxoKI-napamempamu s duaeHocmuxu
JIT sieasiromes nuKo8as ckopocms HOMoka mpuKycnudans-
Hotl peeypeumauuu (Vmp) u ee npousgooHsie (HUKOBbLIL Cli-
cmoauveckuil epaduenm 0aéaeHus Ha MPUKyCnuoaibHOM
kaanane (TK) u pacuemunas eeauuuHa cucmoau4ecKoeo
MIA (pCHJIA) [61, 62]. C yuemom HemouHOCMU HEUH-
8a3U6HOI oyeHKU dasaenus 8 npagom npedcepouu (I111)
¢ nomouyvio IxoKI [63] u yeeauuenus owubku uzmeperus
npU UCNOAB30BAHUU NPOU3BOOHBIX NepeMeHHbIX om Vmp
[64, 65] 6 Hacmoswux pexomeHOAUUsX, KAK U 8 peKo-
mendayusix EOK [7], 6 kauecmee karouesoeo napamempa
ons ouenku IxoKI — eeposmuocmu JII' ucnoavzosana
Vmp. Beposmuocmusiii nooxod Kk IxoKI-duaenocmuke
JIT pexomendyemcs moavko npu 06c1e006anUU NepeU1HbIX
b6oabHbIX (00 nodmeepicdenus duaznosa). Beposmuocme
vy nayuenma JIT oyenusaemcs KaK HU3Kas, cpeousis uau
8bicoKas, 6 3asucumocmu om Vmp (onpedensiemcs ¢ no-
MOUBIO NOCMOSIHHO-80AH08020 OONNAEPOBCKO20 UCCAed0-
8aHusl) u Haauyusi 0onosHumenvHolX IxoKI-npuznakos co
cmopoHbL Jceaydoukos cepoua, JIA, a maxace HudxiCHell no-
a0t eenvt (HIIB) u I1I1 (mab6a. 4 u 5).

B cinyyae Huskoit BepositHoctu JII' pekoMmeHmyeTcst
TMOUCK NPYTUX MPUYUH, OOBSICHSIONINX CUMIITOMATUKY
y manureHTa Ui HabmoneHue (ecii TaKOBbIE HE ycTa-
HOBJICHBI); TIPU CPEeIHE M BHICOKOW — HAIpaBIcHUE
K cneumammcty 1o JII' (puc. 1, IIpunoxenue b1).

BaxxHo olleHUBATh IMOJIydeHHBIe pe3yabTaThl DXoKT
B KJIMHWYEeCKOM KoHTekcTe. ITommmo DxoKI-mapa-
METPOB, YPOBEHb BeposiTHOCTH JII' MoBbINIaeT HaTUINe
y 6ompHOTO (pakTtopoB pucka JIAI (Ct3CT, ocobeHHO
CCJI; moptanbHoit Tunepren3nn; BUY-nHpekuun; ce-
meitHoro aHamHesa JIAD) n XTOJIT (TOJIA B aHamHe-
3¢; HAIMYME UMIUIAHTUPOBAHHBIX BHYTPUCOCYIUCTHIX
YCTPOMCTB B MPaBBIX OTAENAX CepiAlla; BOCTIAIMTETbHBIX
3a00JIcBaHUII KUIICYHUKA; DCCEHIIMATBHON TpOMOO-
IIUTEMWU; CIJICHOKTOMUSI B aHAMHE3€e; TOPMOHAaJIbHasI
3aMEeCTUTENIbHAsI Tepanus TOPMOHAMU IIUTOBUIHON
JKeJme3bl B BBICOKMX /103aX; HAJIMUKME 37T0KAYeCTBEHHBIX
HOBOOOpa30BaHMii), 9TO TpedyeT OoJiee TIIATEIHHOTO
MoXoNa K 00CJIeIOBAHUIO Y HAOIIONEHUIO 32 TUMU Ka-
TeropusiMu O0oNbHBIX [7]. HecMoTpst Ha KpUTUKY B I10-
clenHee BpeMsl B OTHONIEHUW HEWHBA3WUBHOU OIIEHKM
JJIA ¢ tomompio DxoKI, pCIJIA Ha TIpOTSKEHUN Jie-
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Tabnuua 5

[OononHutenbHbie AxoKr-npu3Haku, noebiwalowme ypoBeHb BeposaTHocTu JII B sononHeHne kK uamepenuio Vip

XKenynoyku JleroyHas apTepust

CootHolueHne anameTpos MXK/JDK Ha ypoBHe
6a3asnbHbIx cermeHToB >1,0

(3a3ybpuHa)
YnnouieHne Mexokenyfo4KoBO Neperopoakm (MHAEKC
akcueHTpuyHocTn JX >1,1 B cuctony unm B cuctony
v pmactony)
oTHoLueHne TAPSE/pCAJIA <0,55 Mm/MM pT.CT.

KOPHS aopThbl

Bpems yckopeHWs KpOBOTOKa B BbIHOCSLLEM TPakTe
X <105 Mc n/unu cpegHecucTonnyeckas Bblemka

CKOpPOCTb NOTOKA PErypruTaLmm Ha 1ero4HoM
KnanaHe B Hayane AMacTonbl >2,2 M/c

HNBu NN

[JnameTp HIMB >21 MM B COYETAHNMU C YMEHbLIEHNEM
cnaaeHust Ha Baoxe (<50% npv hopcrpoBaHHOM
Baoxe unm <20% npwv CroKOHOM BLOXE)

Mnowagp MM >18 cm? (M3mepseTcs B KOHLE
CUCTONbI)

[LlnameTp Nero4Horo cTeoa Gosblue AnameTpa

JuameTp neroyHoro cteona >25 mm

Mpumeuanue: ananTmposaHo [7].

Cokpawenus: JDK — nesblil xenygouek, HMB — HukHas nonas BeHa, MK — npasbii xenyaouyek, MM — npasoe npeacepane, pCAJIA — pacyeTHoe CUCToNMYeckoe AaB-
NeHne B neroyHol aptepuu, TAPSE — cuctonunyeckas akckypcusi Gubpo3HOro KosbLia TPUKYCMMAANBHOTO Kianaxa.

CATUJICTAI OCTaeTCs HEOThEMJIEMOM JacThIO CTaHAAPT-
Horo DxoKI-iporokoia [56, 66].

Pacuer cucrommueckoro AJIA (COJIA) ¢ momoIibio
DxoKI' ocHOBBIBaeTCsS Ha omnpenesieHn VTIp U MCTIOJb-
30BaHUHU YIIPOIICHHOTO ypaBHeHUs bepHy/UmM B code-
TaHuu ¢ oueHkoi gapiaeHus B I1I1. ITo ympoumeHHOMY
ypaBHEHUIO BepHYIIM pacCYUTHIBACTCS CUCTOMICCKUIA
rpagueHT napieHns mexay 2K u ITIT:

McIAtk = 4 x V1p2,
rae I[cl'JITK — MUMKOBBIM CUCTOIUYECKUIA TPagUeHT daB-
nenns Ha TK (= cucTonmmyecKuii TpagueHT OABICHUS
mexnay T12K u TTIT).

Hasnenue B ITIT (JITTIT) MoxXeT ObITH pacCUYUTaHO TTy-
TeM m3Mepenus auamerpa HIIB 1 ero n3MeHeHNS B 3aBU-
cumocTtH oT (a3 aeixanus: auametp HITB <21 cM u cra-
JeHure Ha opcupoBaHHOM Broxe >50% CBUIETEILCTBY-
0T 0 HOpMajbHOM napiieHnu B I1I1, paBHOM 3 MM pT.CT.
(B mpenenax 0-5 MM pT.CcT.), Torma Kak auametp HIIB
>2.1 cM 1 cianeHne Ha popcrupoBaHHOM Broxe <50% wim
<20% 1pu CIIOKOMHOM BIOXE TOBOPSIT O BHICOKOM JaBlie-
auu B I1I1, paBHOM 15 MM pr.cT. (B mipemenax 10-20 mm
pT.cT.). B ciyyae, korna nuametrp HIIB u ee cnaneHue Ha
BIOXE HE COOTBETCTBYIOT 0003HAUCHHBIM WHTEPBAJIaM,
MOXKeT OBITh MCIIOJIb30BAHO ITPOMEXYTOUHOE 3HAUCHME,
paBHOe 8 MM PT.CT. (B mpemenax 5-10 mm prt.ct.). [1pu; ot-
CYTCTBUM OOCTpYyKUMHU Ha myTsix oTToka u3 12K (cyxenust
BBIHOCsIIIETO TpakTa I12K, terouHoro cteHos3a, B T.4. Haf-
KJIaITaHHOTO) cucTomiyeckoe mapieHue B I1K cumrator
YCJI0BHO paBHbIM cuctoianueckomy IJIA. B atom ciayuae
dopmyna mirst pacueta CIHJIA cienyromas: pCAJIA =
IcI' Atk + AIIII. Bepxuwmii nmpenen HopMbl pCIHJIA Ha-
XOINTCA B Auarasone 35-40 MM pr.ct. [56].

B KpyImHOM OIHOIIEHTOBOM McCIienoBaHun [67] ¢ BbI-
COKMMM KOMITeTCHIUSIMHU B TipoBeneHnn DXoKI Ha ko-
ropte 1695 mauneHToB (72% 13 HUX ObLIM C pa3IMYHBIMU
dopmamu JIT') BeIsIBJIEHA XOpollias KOPPEasiiusl MexXay
pCIJIA 1o DxoKTI ¢ CIJIA o manueiMm YBKC. B atom
HCCICIOBAHNM TaksKe ObLTa OIpee/ieHa ITOpOroBasi BEIH-
ynHa pCIJIA =36 MM pPT.CT., KOTOpast COOTBETCTBOBAJIA

cpIJTA =25 MM prt.cT. 1o JanHbIM YBKC, ¢ xopommmmn
XapaKTepUCTUKAMM IJI HEMHBA3MBHOI'O IWATHOCTH-
YeCKOro TecTta (4yBCTBUTEIbHOCTL — 87%; crienuduy-
HOCTb — 79%; IpOrHOCTUYECKAs LIEHHOCTD OJIOKUTEIb-
Horo (91%) u orpuuarenbHoro (70%) pe3y/ibTaToB; nua-
THOCTHYECKAast TOYHOCTh — 85% st BoisiBieHus JII. Tlo
JAHHBIM MeTaaHainm3a 27 uccienoBaHuii [68], B KOTOpPBIX
npoBogmiiock cpaBHeHue pCHAJIA nu CJIA 1o maHHBIM
YBKC, obmmue 9yBCTBUTCILHOCTh M CHEHUGMUIHOCTD
nonruiep-OxoKI' B muarnocruke JII' cocraBmm 85%
u 74%, COOTBETCTBEHHO, a OTHOILICHKE IIPaBIONOA00OHUS
TIOJIOKUTEITBEHOTO pe3yibrata — 3,2. B ciydae moporosoit
BemmauHbl pCIJIA >35 MM pT.cT. (B cybaHAIM3 BOILIO
4 n3 27 nccaemoBaHMil) YyBCTBUTEIBHOCTD BO3POCIIA 10
92%, a cnelupUIHOCTh cocTaBuia 65%.

Takum o6pasoM, B Hopme pCIJIA <36 mm pr.ct. [Ipn
omnpeneneaun pCJIJIA ciaemnyeT TOMHUTD, KaK O BO3MOX-
HOCTH €€ HEeTOOIEeHKN (Mallblii, MO0 CIUIIKOM OOJIb-
IIOM 00BEeM TPUKYCITUIATLHON PeTypruTali, HeCOBIIa-
IeHWE HAIlpaBJIeHUSI CKAaHUPYIOIIETO YIBTPa3ByKOBOTO
JIy4ya ¢ HaIlpaBJICHUEM IT0TOKa PETYPTUTALINU U JIp.), TaK
" TepeolieHKH (mpu 6ospmom CB y mammeHTOB ¢ 3a-
00JIeBAaHUSAMHU TICYCHU YUIN TIPU CEPIIOBUIHOKICTOTHOI
aHEeMUM; HEBEPHOI OIIeHKE IMMKOBOI CKOPOCTH TIO CITeK-
pYy VIp) [7, 69].

[TamenTaM ¢ paHee yCTaHOBJIEHHBIM auarHozom JIT
B TipoTokojie DxoKI-ucciaenoBanus cienyeT GUKCUpo-
BaTh Hanmuue npu3HakoB JII' ¢ ykazaHneM BeIUYMHBI
pCIJIA, 4TO HOCTATOYHO IS TIEPBUYHOTO 3BEHA 31pa-
BooxpaHeHUsA. B akcrepTHBIX mpoTokoax OxoKI moryt
YKa3bIBaThCSI NOIIOJHUTEIBHBIC PACUCTHBIC BEIMUMHBI
HJIA: cp[lJIA, paccuntaHHoe Kak mo nmotoky TP, Tak
u 1o rotoky JIP; JJJIA, a Taxke JI3JIA, paccuutaHHOe
no ¢opmyne Nagueh [70]. BeimreykasaHHBIN DTUaTrHO-
CTHMYECKHUIT allTOpUTM 10 BhIsIBAcHUIO JII' ¢ moMoIIbio
OxoKIT, K coxaneHuio, He BceTma MPUMEHUM JIJisI 00Jb-
HbIx ¢ BITC [43, 71]. BaxHoii coctaBisiomeit OxoKI-uc-
CJICIOBAHUS SIBIISICTCS OLIEHKA COKPATUTEIBbHOM (hyHK-
num Mumokapaa I12K, kotopas ormpenenasieT IpPOTHO3
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maumeHToB ¢ JII. CokpatutenbHast cmocooHOCTh 112K
OLIEHUBAETCS C MOMOLUBIO LIEJIOr0 psfa MapameTpoB:
TAPSE — cucronnyeckoil sKcKypcuu (UOpPO3HOTO
KOJIblla TPUKYCTIUAAIBHOTO KianaHa (MM); ppakiimoH-
Horo usmeHeHwus: miomwanu I12XK (%), cucronndeckoi
CKOPOCTHU CMELIEHUS KOJIbLa TPUKYCITUAAILHOTO KJla-
IMaHa B peXMMe MMIYJIbCHOM TKaHEBOM IOMILIepOTpa-
dum (TAPSV wm S°, cMm/c), TipomoabHOI aedopMaimm
Muokapaa cBobonHoii crenku I12K (crpeiin, %; texHo-
JIOTHUS CTIEKJI-TPEKWHTA), a TaKKe, MOTeHIINAIBHO, OIIpe-
nenenust ¢ppakuuu Beiopoca (PB I1XK, %) ¢ nmomolibio
3D-9x0KI. InarHocTuyeckoe M MPOrHOCTUYECKOE 3Ha-
YeHNEe UMEET KEIYIOUYKOBO-apTepUAIbHOE COIPSIKCHUE
K ¢ JIA (ITXK-JIA), koTopoe xapaKTepu3yeT (PU3no-
Jlormdeckyroo amanTtauuio ¢yHKInU 12K K m3MeHeHHSIM
Bo3pacTatonieit Harpy3ku B cocynax MKK (k comnpo-
THBJICHUIO BBIOPOCY, T.€. K IIOCTHATPy3Ke) U SIBISCTCS
HanboJiee HaIeKHBIM MapKepoOM COKPaTUMOCTH MUO-
kaprma. B pyrmaaOoM Dx0KI mccienoBaHme COMPSIKEHMS
T12K-JIA pekomeHmyeTcsl OLIeHUBATh ¢ MOMOIIbIO HEUH-
Ba3WBHOTO Cypporara 3TOTO IOKa3aTellsl — OTHOIICHMS
TAPSE/pCIJIA (N >0,55) [7].

OxoKI-mmapaMeTpsl TakKe BHOCST CYIICCTBEHHBIM
BKJIaI B cTpatudukanuio pucka o6oibHbix ¢ JIAT (ITpu-
noxenne I'l) m nuddepennuanbabiii guaraos ¢ JII
rpynnsl 1I. Ha JIT BciaeacTBUe MaTOJIOTUU JIEBBIX OTIC-
JIOB cepala yKas3bIBaloT npu3Haku yBenmdeHus JII1, cu-
cromaecKoii/muacrommaeckoir nuchyakunm JIK, TTIK
u ap. I[lpn guHamMuyeckoM HaOIIOACHUU 3a OOJIbHBIMU
¢ JIAT na ¢one JIAI-cnieuuduyeckoit Tepanuu cienyer
oOpaiaTh BHUMaHUE He CTOJBKO Ha m3MeHeHne pCJIJIA
(0OBIYHO CHIKACTCST HECYIIIECTBEHHO), CKOJIBKO Ha TIPH-
3HaKM 0OPATHOTO PEMOICIMPOBAHUS IIPABBIX OTICIOB
cepaua (ymenbinenue pazmepon IIT u 12K, ymeHble-
HHE CTCTICHU TPUKYCHUIATBHOM perypruTalni, WHICK-
ca aKkcueHTpuuHocT JI2K), yaydieHue moxaszaTeseit
COKpaTUTEIbHOU criocoOHocT Muokapna I12K u yBenu-
yeHne CB, uto OyneT cBUueTebcTBOM 3 (HEKTUBHOCTH
nmpoBoauMoit Teparuu [55, 72]. Kpome Toro, cienyeT
nMeTh B BULy, 9To cHIKeHne CIJIA y 60mpHEIX ¢ JIAT
BO3MOXHO HE TOJBKO B pesynbraTte cHmXeHus JICC
Ha (pOHE YCIEIIHON Tepaltmui, HO U MPU YMCHBIICHUHT
CB wu3-3a yxymmeHust cokpaTuteabHoit dyakumm TTXK.
B 51011 cBsI31 HeoOXomMMO olieHnBaTh fTuHaAMUKy CIIJIA
y TTaIIMEHTOB TOJBKO B COBOKYITHOCTHU C JAHHBIMU O CO-
KpatutenbHoi crnocooHoctn 12K n CB.

PexomeHmyeTcss mpoBeaeHHE UYPECIHUIICBOMTHOMN
OxoKTI maumentam c¢ JII' mIsg MCcKITOUeHUST BHYTpPHCEp-
JIEUYHBIX IIYHTOB [2, 42, 43].

EOK IIaC (YYP C, Y] 5)

Kommentapun. Beisgrenue BIIC — odua u3 eaxcHvlix
3a0ay 6 dughgpepeHyuarbHO- UACHOCMUYECKOM AA20PUM -
me 6oavHo20 ¢ JII, ocoberno npu nodospenuu Ha Oepexm
mexcnpedcepOHoll nepecopodku no muny deghekmos 6eHo3-
HO20 CUHYCA U/UNU HACMUYHBLI AHOMANbHBLIL OPeHadc ne-
20uHbix 6eH. Haubonee wacmoii npuuunoil npexanuiisapHoi

JIT ocmatomces cenmanvHble degheKmbl, OMKPbIMbLLL apme-
PUANBHBLI NPOMOK, AHOMANAbHBLI OPEHAdC Ne20UHbIX BeH
u dpyeue, 6 m.u. croxcuvie, BIIC. Taxum obpazom, IxoKI
u, npu nHeodbxooumocmu KT u macHumuo-pe30HaHcHas mo-
moepagus (MPT) cepouya u macucmpanbHblx cocyo0o8 npu-
MeHsomcest 045 evlseneHus u onpedenerus éuda BIIC y na-
yuenmos c JII.

Ilepdy3uonnas cuuuTurpadus Jerkux

PexomennyeTcst ipoBefieHNE CIUHTUTPAGUN JIETKUX
epy3MOHHON B COUYETAHNU CO CIIMHTUTpadUEit JIETKIX
BEHTWIALMOHHON MarmeHTaM urd uckimodeHusa X 1TOJIT
[2, 10, 14, 34, 39, 73].

EOK IC (YYP C, Y11 5)

KommenTapuu. [lranapnas eenmuaayuonHo-nepghy-
3UOHHASI CYUHMUSPADUSL NeeKUX A8A1eMCsi CKPUHUHROBbIM
MemoooM, NO36ONSHOUUM UCKAIOUUMb MPOMO0IMOOIUYe-
ckuil eenes JII. Omcymcemeue degpekmog nepghysuu npu Hop-
MANbHOU 8eHMUNSAUUU NO360A5eM C YYBCMEUMENbHOCIbIO
90-100% vs 51% ¢ cayuae npogedenus KOMNbHOMEPHO-
momoepaguueckoll aneuoepapuu 1e204HbIX cocyoos u cne-
yuguurocmoio 94-100% uckarouumo XTI [74].

Pexomenayercst mpoBeneHue TIaHapHON niepdy3u-
OHHOI cLIMHTUTpAaGUU JIETKUX 1711 MckiroueHnss X TOJIT
npu orcyrctBun KT-ipusnakoB XTOJT u KIMHUUYECKT
3HAYMMOI maTojiornu jerkux |14, 39, 75].

PKO IIaC (YYP C, Y11 5)

KommenTapuu. B naweil cmpane npogedenue éeHmu -
AAUUOHHO-NEPPY3UOHHOU CYURMUPADUU Ne2KUX B03MONCHO
UCKAIOYUMENbHO 8 pside (PedepanbHulX YeHmpos, NOIMOMY
8 boabuUHCMEBe CAYyHaes 8bINOAHAeMCs NAAHAPHAs nepghy-
3UOHHAs cyunmuepagus reekux. /s UcKAOUeHUs 1e204HOl
namono2uu G03MOINCHO NPUMEHEeHUe NPULENbHOI peHmee-
noepaguu OIK uau KT OIK. B psde uccredosarnuii 610
nokazaro, ymo odnogomonnas smuccuonnas KT, coeme-
wennas ¢ KT neekux, npesocxodum no 4yecmeumenbHocmu
HAGHAPHYIO CYUHMUPADUIO NeeKUX 05 UCKAIOHEHUS MPOM-
003M00AUUECK020 NOPANCEHUS N€20UHO0 COCYOUCHO020 PYCAd
[39, 47, 73]. Hedasno nogas mexuonoeus — mpexmepHoe
MA2HUMHO-DPE30HAHCHOe Nepy3uUoHHOe KapmupogaHue —
nOKA3ana conocmagumyto ¢ nep@hy3uoHHol cyunmuepaguell
yygcmeumenvHocms npu ckpurunee XTIJT [76].

Omcymcmeue deghekmosé nepghyzuu npu HOPMAAbHOU
BEHMUAAUUU N03604510 ¢ uyecmeumenvrocmoio 90-100%
vs 51% 6 cayuae npogedenus KT-aneuoepapuu aeeounvix
cocydos u cneyuguunocmoro 94-100% uckarouumo XTOJIT
no daunwvim uccaedoganus 20072 [74].

B 6oaee noswbix uccaedosanusx (2017-20202e) npu
CPasHeHUuU 8eHMUAAYUOHHO-NEPPY3UOHHOU cyunmuepaguu
¢ KT-aneuoepagpueit necounvix cocydos u nep@y3uoHHol
KT neexux, 6binoaHeHHOU 6 pejcume 08YXIHepeemu4ecKoll
KT, 6vina nokaszana evicokas uyecmeumenviocms (97%)
u cneyuguunocms KT 6 duaenocmuxe XTIAT [77, 78].
Takue oce pesyromamot npu cpasHeruu nep@gysuonnoi KT
¢ BEHMUNAYUOHHO-NEPPYZUOHHOU cuurmuepagueil odviau
noayuenvt 6 pamkax uccaedosanus PASEP — uyecmeu-
menvrocmb KT cocmaesuna 81,3: u 78,9% [79].
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Ilpu nesozmodcHocmu npumeHenus: @eHMUAAYUOHHO-
nep@ysuoHHoOl cyuHmuepapuu 803MONCHA ee 3amMeHa nep-
@ysuonnoii KT 6 conemanuu ¢ KT-aneuoepagueii necounix
cocydos uau nepghysuonnoi MPT (npu masuuuu y meou-
YUHCK020 yupencOeHUst ONbima 8 NpogedeHul maKux uccie-
006arUil) 0151 NOOMEEPHCOCHUS UAU UCKAIOHEHUs OUAeHO3A
XTOJT y nayuenmos c JII' nesichoeo eenesa.

KT OI'K u KT-anruorpadusi JierouHbIx cocymaoB

Pexomennyetcsa nposenenne KT OI'K Bcem manmeH-
TaM ¢ peanonaraeMoii iy noarsepxaennoit JIT' [2, 10,
14, 35, 39].

EOK IIaC (YYP C, Y11 5)

Kommenrapuu. KT moocem npedocmagums 6axiCHYHO
UHopMmayuo 045 NAUUeHmos8 ¢ 00blKOU U npednoarazae-
moii/noomeepucoennoit JII. KT-npusnaku, ykasviearoujue
Ha Haauuue JIT, exaouarom yeeauuenwnoiii duamemp JIA,
omuouwernue JIA k aopme >0,9 u yseauuenue npagolx om-
denog cepdua [80]. Couemanue mpex napamempog (oua-
memp JIA >30 mm, moawuna nepedneii cmenku [12K >6 mm
u omnouwenue I12K: JI2K >1) nozeonsiem c bicokoil 6eposim-
Hocmoio duaenocmuposams JII' [81]. Boinoanenue KT OI'K
noseoasiem evisigums npuuuny JII' npu Hasuuuu npuzHaKos
NapeHxuMamo3no2o 3a001e6anUs Ne2KUX UAU USMEHeHU,
xapaxkmepuboix oas JIBOB, k Komopvim OmMHOCAMCA UeH-
mpoaodyaspHbie 3aMmeMHeHUs N0 Muny "Mamogoeo cmekaa”
(Komopsie makce mozym 6vimo oonapyycervt npu JIAI),
ymoauieHue mexic0oabKo8blX nepecopodok u Aumg@padeHona-
mus [§0].

Pexomenpayercst nposenenue KT-anruorpadpum Je-
TOYHBIX COCYIOB BCEM TAIlMEHTaM C TMOAO03pPEHUEM Ha
XTOJIT, JIT HesacHOro reHe3a Uil YTOYHEHUS IHarHO3a
1 OLleHKHM orepabenbHocTH [2, 10, 14, 35, 39].

EOK IC (YYP C, Y11 5)

Kommenrtapun. KT-aneuoepaghus neeounsix cocyoos uc-
noav3yemcst 045 blsACHUS NPAMBIX UAU KOCBEHHbIX NpU-
snakoé XTOJII. K npamvim npusnaxam omuocsimcs Oe-
(hekmol HanoaHeHUss 8 gude SHYmMpuUCocyOUCmbIX msicell,
MeAKUX NPUCMEHOYHbIX CIPYKMYp no muny memopan, ce-
meil unu nepemsxcex. Cpedu KOCEEHHbIX NPUSHAKOE MONC-
HO 8bldeaums 06e0HeHue KOHMPACMUPO8anus OUCMAanbHO20
cocyoucmoeo pycaa neekux, Heo0HOPOOHOe KOHMpPACmupo-
8aHUe Ne20HHOI MKAHU NO MUNY MO3AU4HOU nepdhy3uu, pac-
wupenue OPOHXUANLHBIX apmepull, HaAUuYue MelcCucmem-
HbIX Koaramepanei. Tounocms duasHocmuKy nogvlulaemcs
npU UCNOAL30BAHUU COBPEMEHHBIX MOMO2PAP08 ¢ WUPOKUM
demexmopom, cobawdenuu cmandapmog nposedenus KT-
aHeuoepagpuu nNe2ouHbIX cocydos ¢ NpeonoHmumenbHoim
8bINOAHEHUEM UCCAe008aHUS 8 08¢ (ha3bl: NYAbMOHANHYIO
(npu nepgom npoxoucoeHuu KOHMpAcmuo2o cpedcmea ue-
pe3 npagvle omdensi cepoya) u apmepuaibhylo, 4mo no3-
80451€M OUEHUMb He MOAbKO COCIOHUE Ae20HHbIX cOCY008,
HO U 8bl16UMb DONOAHUMENbHble HAXO0KU, Hanpumep, Ha-
Auuue mpomoomu1eckux mMacc 8 npaguix omaoenax cepoya.
Tounocms unmepnpemayuu pe3yibmamos 3A6UCUM OM
onsima uccaedogamensi, 8 MO CES3U ANCHYIO PONb Uepaem
803MOJICHOCMb ducmanuyuonHoi oyenxku KT-uzobpaxcenuil

8 sKcnepmubix yenmpax [82, 83]. Y nayuenmos ¢ kauruue-
cxoti kapmunoti ocmpoit TOJIA KT-aneuoepagus recourvix
cocydos moxcem nomouv obHapyyscums npusnaxu XTI,
BKAIOUAsL BbllenepevUCcIeHHble, A MaKice 2unepmpopduio
112K, kax credcmeue xporuueckoeo meuenus JII' [84, §5].
Buisienenue npusznaxose XTOJIT 6 smux cayuasx umeem
8ADICHOE 3HAYEHUe, MAK KAK MOJCem NOBAUSMb HA MAKMU-
Ky 6edeHusi nayueHmog ¢ npeononazaemoii ocmpoit TOJIA.
Boinom 6 nosocmu nepuxapda u 3a6poc KOHMPACMUpPOBaH-
HOUl KpOBU 6 neueHOouHble 8eHbl ABAAOMC NPeOUKmopami
Hebaazonpusimuoeo npoeHosa y 6oasHoix JII [35, 39].

KT-aneuoepagus necounsix cocydog nomozaem 6 onpe-
denenuu onepabeavnocmu nayuenmos XTDJII, nozeonss
OUeHUmb NOKAAU3AUUIO U PACRPOCMPAHeHUe mpomoomuye-
CK020 NOpadCeHUs: Haauyue OKKA3ULL OCHOBHbIX UaU doae-
soix eemeell JIA uiu npeumyuecmeeHno nopasicernue ouc-
manwvnoeo pycaa JIA [77, 86, 87]. KT OIK sigasemces éasic-
HbIM UHCIMPYMEHMOM C80e8PeMeHH020 OUazH03a MaKoeo
2P0O3H020 0CA0JICHeHUs bannonHol aneuonracmuku (BAII)
JIA, kax penepdhysuonnsiii omek neekoeo [88].

KT-aneuoepagus necounvix cocydoe e pexcume cyo-
mpakyuu daem O0ONOAHUMENbHYIO UHGOpMayurw 6 eude
[IOOHbIX Kapm, KOMopbvle OMpajicaom nepoy3uro 1e204Holl
mKanu, nosvias mouHocms ouaenocmuxu XTIJIT [77, 86,
87]. Dmu memodsl 6ce uaue ucnonb3yIOMCs 8 pamKax Ha-
VUHBIX UCCAe008aHUIl, 00HAKO OUACHOCMUYECKAsl eHHOCHb
1100HbIX Kapm npu obcaedosanuu navuenmos ¢ JII' noka He
YCmaHoenena.

Pexomenayercst npoBenenue KT-anrunorpadun Je-
TOYHBIX cocynoB mamueHtam ¢ JII' mpu momo3peHun Ha
nannuue BITC mn HeompeneneHHBIX pe3ynbratax DxoKI
[2, 10, 14, 35, 39].

EOK IC (YYP C, VI 5)

Kommentapun. KT-auneuoepaghus neeounvix cocydoe
makice Modicem Obimb UCNONB308AHA 051 BbIABACHUS OpYeUX
cepoeuHo-cocyOUCmbiX AHOMANULl, 8KAIOYAs GHYympuUcepOed -
Hble WYHMbL, AHOMAAbHBLI OPEHANC Ne20UHBIX 6€H, OMKPbl-
Mblil apmepuanbHblii NPOMOK U Ne20UHble aPMePUOBEHO3HbIe
manvpopmauuu [14, 42, 43].

MPT cepana u MarucTpajbHbIX COCYJ0B

Pexomennyercs nposenenue MPT cepnua u ma-
TUCTPaJbHBIX COCYNOB mauueHTaM ¢ JII' mig oueHknm
CTPYKTYPHO-(DYHKIIMOHANBHBIX U3MeHeHuii T1K u JIA
npu HenHpopmatuBHocTH DX0KI M mepen mocraHoB-
KO¥ B JINCT OXUIAHUS TPAHCTUIAHTAIIUM JIETKUX,/KOMII-
JIekca aerkue-cepaue [2, 10, 14, 43].

EOK IC (YYP C, VI 5)

Kommentapuu. MPT cepdua u masucmpanrsuuix co-
€y008 MOUHO U B0CNPOU3BOOUMO OUEeHUBAEem pazmep, MOp-
gonoeuto u @ynxyuro npedcepouil u xcenydouxos [89-95].
Cneyuanshble UMNYAbCHBlE NOCA008AMEABHOCIU U OONOA-
HumenvHas o06pabomra U300padjicenuil no360AsHM OUEHUMb
makuce napamemput degpopmayuu JIXK u I12K. Imom memoo
He C853aH C AY4eB0ll HA2PY3KOIl, YMO 8aMNCHO Npu 00caedo-
sanuu demeil u Mo100bIx ntodeil. CneyuanvHvle UMNYAbCHbLE
nocaedogamenvHocmu U OONOAHUMENbHAS 00pAOOMKA U30-
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OpasiceHull N0360AI0M OUEHUMb Napamempul depopmayuu
muokapoa JI2K u IIK. C nomouwpro MPT cepoya u maeu-
CIMPAAbHBIX COCYO08 MOICHO Onpedeasims 00sem KpogomoKka
6 JIA, aopme, noavix éeHax, umo no3eoasem paccHumams
YO I12K, svipasicennocms eHympucepOeyHo2o uyHmuposa-
Hus, 008eM pempoepadro2o Kpoeomoka. Bosmoxcnocme evi-
NOAHAMb ¢ NOMOWbIO MACHUMHO-PE30HAHCHOU aHeuoepaguu
¢ Kormpacmuposanuem (00na obaracms) JIA, ouenusamo
nepghy3uro aeekux U cocmosiHue Muokapoa no OaHHuIM Om-
CPOYEHHO20 KOHMPACMUPOBAHUS, NO3605eM 34 00HO UC-
cnedosanue NOAYHUMb HOAHYIO UHGOPMAYUID O COCPOAHUU
cepoya u neekux. Y nayuenmos ¢ nodosperuem va BIIC MPT
cepoua modxicem Oblmd NOAE3HBIM MEMOO0OM pU HEOOHO3HAY -
Hoix pesyromamax DxoKI-uccaedosanus u KT. Maenummo-
PE30HAHCHAs aneuoepagus ¢ KoHmpacmupoganuem (00Ha
obaacmy) umeem cgou NEPCNeKmMuUBbL 8 UyHeHu cocyoucmo-
20 pycaa y nayuenmos ¢ npeonoaazaemoii XTIJIT, ocobenro
y OepemenHbIX npu NOO003PeHUl Ha XPOHUYecKue mpomoosol,
MOA00bIX NAYUEHMO8 UAU NPU HAAUMUU NPOMUBONOKA3AHULL
K Ucnoav3o8anuro coedunenuii toda (1251).

VisTpa3ByKOBOE HCCJIEIOBAHIE OPTAaHOB OPIOMIHOI TO-
JOCTH

PexomeHmyeTcst IpoBeneHue yIbTPa3ByKOBOTO MC-
CNIEIOBAHUSI OPTaHOB OPIONIHOM TMOJOCTU (KOMILIEKC-
HOTrO) BceM narmenTam ¢ JIT 115t MCKITIoueHM ST TTaToJIOTUM
TIeYeHU W/VUIN TIOpTaIbHOM runepreH3nu [2, 10, 14, 39].

EOK IC (YYP C, Y11 5)

Kommentapun. Yismpazeykogoe uccaedoganue 6prou-
HOU noaocmu G0A%HCHO ObiMb YACMBIO KOMNAEKCHO20 OuUa-
2HOCmu4ecko2o 00cn1edo8anus NAyUeHmo8 ¢ @nepeavle
duaenocmuposanuoi JII, ocobenno npu nodospenuu Ha
3abonesanue nevenu. OcHo8HOU 3adauell s6asemcs NO-
UCK namono2uu ne4eHu u/uiu NOpmanbHol eunepmeH3ull
UAU NOPMOKABANBHO20 WYHMUPOBGAHUS (Manbghopmayus
Abepnemu). Ilpu npoepeccuposaruu JII' y nayuenmog mo-
Jcem pazeueamsCsi 6MOpUtHAas OUCHYHKYUSL neHeHU U no-
yex [96, 97]. Ilpu HesicHbix pe3yrbmamax yibmpas3eyko8020
uccnedosarus npumensirom MPT opeanos 6proutroli noaoc-
mu, MPT opearos 6prouwiHOl nOAOCMU C BHYMPUBCHHBIM
xoumpacmuposarnuem, KT opeanoe 6prownoii norocmu, KT
0p2aH08 OPIOWHOLU NOAOCMU C HYMPUBEHHBIM OONIOCHBIM
KOHMPAcmuposanuem.

He pexomenmyeTcs: ipoBeieHUE OUOTICUU JETKUX
MpY OPOHXOCKOTUY WJIM OTKPBITOW OMOTICHSI JIETKOTO
st Bepudukanum JIAT [2, 10, 14, 42].

EOK IIIC (YYP C, Y1/ 53)

Tect ¢ 6-MuHyTHOI X0ABOOI

Bcem nanuenTam ¢ JII' pekoMmeHayeTcst TIipoBeneHue
TecTa ¢ 6-MuHYTHOM xonp6oi (TLIX) mnst otieHku hu-
3UYECKOll paboTOCTIOCOOHOCTU B paMKax MEepBUYHOTO
o0cienoBaHus, IPU TTOCTYTJICHUH B CTAIIMOHAP U B TIPO-
1ecce TMHAMUYECKOTO HaOJIoNeHNsT Kaxable 6-12 Mec.
[2, 10, 14, 39, 43, 94].

EOK IC (YYP C, Y11 5)

Kommenrapuu. TIIIX sieasemcs naubosee npocmouim
MemoooM OyeHKU (u3u4eckol pabomocnocobHocmu nayu-

eHMOo8, 00NONHSEeMCsl OUEHKOU 8bIPANCCHHOCIU 00bIUKU NO
bopey, dannvimu nyascokcumempuu 6 nokKoe U no 3aeep-
wenuro mecma [10, 14, 44]. Jucmanyus ¢ TIIX seasracey
nepeu4Holl KoHeuHoi moukoil 6 ooavuiuncmee PKH no u3sy-
uenuro 3pgexmusnocmu JIAI-cneyughuueckoit mepanuu [2,
7, 98]. Odnako 6 memaanasuze 22 PKH ne evis6reno do-
cmoeepHoll ces3u mexncoy yeeauvenuem oucmanyuu ¢ TIHIX
U 00120CPOUHBIM NPOCHO30M NAUUEHMO8, 8KAIOYAs CMep -
HOCMb Om 8cex NpuvuH, NOMpeOHOCMb 8 20CHUMANU3AYUU
no nogody yxyouwenus JII, mpancnaanmayuu neekux uau
Komnaekca cepoye-neekue [99].

DprocnupomeTpust

PexomeHmyeTcst TpoBeieHNe 9PTrOCTTMPOMETPUN BCEM
nanueHTam ¢ JII' mist oueHku ¢pusndeckoit paboTocro-
COOHOCTM B paMKax MEepBUYHOTO OOCIIeIOBaHUS, TIPU
MOCTYTUIEHUY B CTAllMOHAP U B TIPOIIeCCe TMHAMUYECKO-
ro HabmoAeHns Kaxaeie 6-12 mec. [2, 7, 10, 14, 39, 43].

EOK IIaC (YYP C, V11 5)

Kommenrapun. Opeocnupomempus seasemcs 6axicHbim
UHCMPYMEHMOM 0451 OUeHKU Namo@du3uonocuvecKux me-
XAHU3MO08, NPUBOOAUWUX K CHUICEHUIO MOAEPAHMHOCMU
K gusuueckoi naepysxe [100-102]. Koauuecmeennas oyex-
Ka nompebaenus KUcaopooa 8 ycaosusx 3peocnupomempuul
ocmaemcsi UHMe2PanNbHbIM NOKA3amenem, Ompaxicaroujum
@DYHKYUOHANbHOE COCMOsIHUE U KOMHEHCAMOpHble 603-
MONUCHOCIU CepOeUHO-COCYOUCMOLL, N1e204HOU U MblUUEHHOLL
cucmem. Illayuenmuot JIAI' umerom munuunyio Kapmu-
HY ¢ HU3KUM NApUUANbHbIM O0ABAeHUeM YeAeKUCA020 2a3d
6 kouye evidoxa (PETCO,), ébicokum 6eHMUAAUUOHHBIM
axsusanrenmom no yeaexucaomy easy (VE/VCO,), nuskumu
Kucaopoousim nyascom (VO,/4CC) u nuxosvim nompebane-
nuem kucaopooa (VO zpeq) [100, 101]. Cuumaemcs, umo
Hopmanvhas eautuna Vo ;e N036015€M UCKAOUUMb Oua-
eno3 JIAT [102]. Buisieaenue nammepra kax npu JIAI y na-
yuenmos XOBJI uau namonoeueil negvix omaoenos cepoya
YKa3bleaem Ha Ae204Hy cocyoucmyro bonests [103].

YBKC

Pexomenayetrcs mpoBegenne YBKC manmentam
¢ iogo3penneM Ha Hammune JIAT wmu XTOJIT mrg nmon-
TBEPXIEHUS TUAaTHO3a U OTIPEIEeICHNS] TAKTUKY JICYSHUSI
[2, 7, 10, 14, 39, 43].

EOK IC (YYP C, VI 5)

Pexomennyercs nposoauth YBKC mamwenTtam ¢ JIT
B YCJIOBUSIX 9KCIIEPTHOTO 1IEHTPA BBUIY CJIOXHOCTH BbI-
TOJTHEHUST U TIOTEHITMAJIBHOTO PUCKA OCIOXKHEHU, CBSI-
3aHHBIX ¢ TIpolenypoii [2, 7, 10, 14, 104].

EOK IC (YYP C, VI 4)

Kommentapun. YBKC nozeonsem eepughuyuposams
JuaeHo3 U OUeHUmMy msdicecms NAYUeHMOo8 U NPoeHO3 3a00-
Ne8anust, A6A595Cb "3040MmviM cmandapmom” duaeHoCmuKU
JIT [44, 47]. [Ipogedenue YBKC 66udy caoxucnocmu guinon-
HeHUsl U NOMEHUUANbHBIX PUCKO8 0451 NAUUEHMA, CBA3AHHBIX
¢ npoyedypoii, 00ANCHO OCYUeCMEAIMbC 8 IKCNEePMHbIX
yeumpax [104]. Ilpouedypa YBKC uneaszuenas, oonaxo
PUCK DA3BUMUSL CEPbE3HbIX OCAONCHEHUL NPU ee BbiNOAHe-
HUU 8 IKCHEepMHbIX UeHmpax 0080AbHO HU3KULL (cMepm-
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Tabnuua 6
femoamMHamMuyeckue napameTpbl, Nosly4yeHHbie BO Bpems npoBeneHus YBKC [7]
MapameTp HopmanbHble 3HaveHus
U3mepsembie napameTpbl
CpenHee naBneHne B NpaBoM npeacepaum 2-6 MM pT.CT.
CucTonuyeckoe [aBneHve B NEr04YHON apTepum 15-30 MM pT.CT.
Jpactonuyeckoe JaBneHve B IErO4YHON apTepumn 4-12 MM pT.CT.
CpeZHee gaBneHune B 1ero4HoON aptepum 8-20 Mm pT.CT.
JlaBneHune 3aknnH1MBaHUs B IErO4HON apTepum <15 MM pT.CT.
CeppaeyHblil BbIGPOC 4-8 n/MuH
HacbillLeHne KMcnopoaom CMeLLaHHON BEHO3HOW KpoBM (SvO,) 65-80%
HacblleHne aptepranbHoi Kposu knucnoponoM (Sa0,) 95-100%
CucTeMHoe apTepuanbHoe AaBineHne 120/80 mm pr.CT.
PacueTHbie napamMeTpbl
Jlero4Hoe cocyancToe conpoTueneHie’ 0,3-2 en. Byna
MHOeKe neroyHoro cocyamcToro ConpoTUBIEHNS 3-3,5 en. Byga x m?
OBLiee Nero4Hoe ConpoTUBNEHNE? <3en. Byna
CeppaeyHblil HAEKC 2,5-4,0 n/MuH/M?
YpapHblii 06bem 60-100 mn
MoAaTMBOCTb N1Eero4Ho apTepum® >2,3 M/I/MM pT.CT.
Mpumeuanue: Ans pacyeTHbIX NapaMeTpOB MCMOMb3YIOTCA cheaylolme GpopMynbl: | — neroyHoe cocyanctoe conpotusnenne (JICC): cpAJIA-O3M1A/CB, 2 — obuiee

nero4Hoe conpotusnenue: cpfl/IA/CB, ® — nogatmeocTb neroyHoii aptepun: YO/ (CANA-AAJIA) [7].

Hocmb, ceasannas ¢ npouedypoil (0,055%). [lpu nasuuuu
obpaszoeanus uiu mpomba, A00bIX UMNAAGHMUDOBAHHBIX
ycmpoiicme 6 npaswix omoenax cepoua, ocmpoil ungexyuu
uau HeobsscHuUMOU auxopadxku npogedernue YBKC npomu-
sonokasano. CoomHouleHue pucka U noas3sl 00ANCHO oue-
HUBamvCst UHOUBUAYANLHO Neped KaxcobiM UCCAed08aHUEM.
Hauboaee onacnoim ocroncnenuem YBKC sensiemes nepgho-
pauus JIA.

Hnmepnpemayus pezyasmamos YBKC doaxcna nposo-
dumbcs 6 KoHmeKcme KAUHUYECKOU KapmuHbl U OaHHbIX,
NOAYUEHHbIX NpU nposedenuu Opyeux OUAHOCMUYECKUX
uccnedosanuii, 6 ocobennocmu IxoKI. Uneasusnas dua-
2HOCMUKA NPOBOOUMCSL C Ueabl0 NOOMEepicOeHUs OUAeHO3a
JIAT, oyenku cmenenu HapyuieHus eeMOOUHAMUKU, 4 MAK-
Jce 0151 NposedenUst 8a30pPeaKmMUBH020 Mecma y NayUeHmos
¢ UJIAT, HJIAT, JIAT npu npueme nexapcme/mokcuHos 0as
pelienuss 6onpoca 0 gvlbope namozenemu4eckol mepanuu
u oyenku ee agppexmusrnocmu [7, 105].

Pexomenayercst npoBenenne YBKC cornmacHo craH-
JAPTU3UPOBAHHBIM TIPOTOKOJIAM C U3MEPEHUEM BCEX TTO-
KasareJieii reMmoguHaMuku [7, 10].

EOK IC (YYP C, Y11 5)

Kommenrtapun. YBKC npogodumcs 6 noaoxcenuu aexca
Ha cnuHe, ¢ NOCMOSHHbIM MOHUMOPUH2OM OCHOBHbIX (PU3UO-
Aoeudeckux napamempog. Buewnuil npeobpazoseamens das-
AeHust (mpaucovrocep) 0oaxcer O6bimb 00HYACH 8 NOAOICCHUU
nayuenma nexca Ha CNuHe HA YyposHe cpedHeepyOHOll AU-
HUU, KOMOpas paccuumoléaemcss KaxK NOA0BUHA paccmosi-
Husi mexcdy nepeduell epyOUHHOU AUHUell U NOBEPXHOCIbHO
Kposamu u coomgemcmayem ypoghio JII1 y 6onviwuncmea
nauyueumos [106]. Cpedu umeroujuxcsi 6apuaHmos 8eHO3HO-

20 docmyna Haubonee 6e30NACHLIM NPedcmagasemcs Kyou-
manvhoiil [107].

s KOMNACKCHOU OUEHKU 2eMOOUHAMUKU HeoOX00UuMOo
uzmepums caedyuiue napamempunl: cpedounee JIII, JJIA
(cucmoauueckoe, duacmoauueckoe, cpedunee), J3/IA, CB
(ouyenka memodom mepmodunroyuu uau no Duky é cayuasnx
HAAU4usi CUCIEMHO-1€204HbIX ULYHMOB), cepOeUHblil UHOeKC
(CH), YO, necounoe u cucmemuoe cocyducmoe conpomue-
Aenue, HacblujeHue KUciopooomM apmepuansHoll U 6eHO3HOLL
Kposu, a maksice Kposu U3 8epxHeil N0l GeHbl 0451 UCKAI0-
YeHUsl CUCMEMHO-Ne204HbIX uyHmos (mabn. 6). CH Heob-
X0OUMO U3MEPSIMb MemoooM MepmMoOUAIOYUY UAU NPAMbIM/
nenpsmoim memodom Duka [7, 108, 109].

HaubGonee mmpoko B KIMHUYECKON TPAKTUKE WC-
TTOJTB3YETCSl METON TEPMOIUITIONINY BBUIY €TO TTPOCTOTHI
1 OBICTPOTHI BHITIOJTHEHUSI, OMHAKO, OH YacTO JIEMOH-
CTPUPYET 3HAYUTEITBHYIO TTOTPENTHOCTh Y 00MbHBIX JIT'
¢ Hu3kuM CB, HanmmYmeM BBIPaXXEHHOI TPUKYCITUIATh-
HOIl HEIOCTAaTOYHOCTU M HEAOCTaTOYHOCTU KiiaraHa JIA
WY TIPY HAUTUYWU TIATOJIOTUYECKOTO cOpoca KpOBU TpH
BIIC. IMorpemrHocty uamepeHust CB B aTux ciryyasx
CBsI3aHA C TE€M, UYTO CO3MAIOTCST YCIOBUSI, TIPU KOTOPBIX
TeMIlepaTypa KpoBU, PeTUCTPUpyeMast TaTYNKOM, ObICT-
pee Bo3BpaliaeTcs K MCXOMHOM, uMutupys Boicokuit CB.
Tem He MeHee B HACTOSIIIIEe BPEMsI OCHOBHBIM METOIOM
n3mepenust CB ocraercst repmomwtionust. JIst BeImos-
HEHUs pacyeToB MpsiMbIM MeTonoM Duka Tpedyercs
MpsSIMOE U3MEPEHNE TOTPEOIEHUsT KUCIOPOoaa, KOTOPOe
MaJIONOCTYITHO B IMIMPOKON mpakTtuke. [Ipu Hempsimom
Metone Prka UCTIONB3yeTCsT TTOKa3aTelb JOIKHON 1Mo~
TPEOHOCTH B KUCIIOPOZE, KOTOPast PACCYMTHIBACTCS TIPO-
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TpaMMOI C YIeTOM pOCTa U Beca ImalueHTa. Takoif mom-
XOII TIpUeMJIEM, OJHAKO JOCTOBEPHOCTh METOIA B 3TOM
cilydae HeCKoJIbKO cHmkaetcd [108-110].

Bce nsmepenus, sxmouas JI3JIA, 1omKHBI TPOBO-
INUTHCS B KOHIIE HOPMAaJIBHOTO BBITOXa (0e3 MaHeBpa 3a-
NepXKu abixaHus). Hanbomblinylo TeXHUYECKYIO CI0X-
HOCTb M, IPU 3TOM ILIEHHOCTb, Tipn TipoBeneHn YBKC
npencrasisgeT onpeneneHue JI3JIA, koTopoe SBISIETCS
OTpaxXeHNEM HABIICHUSI B MOCTKAITMJUISIPHOM JIETOTYHOM
pycie. Hopmanbaoe J3JIA kosebaercss oT 6 1o 12 MM
pT.cT. Yposenb JI3JIA >15 MM PT.CT. cUMTaeTCI TTOPOTro-
BOIT BeJITMUMHOIT, YKa3BIBAIOIIEH Ha ITATOJIOTHUIO JIEBHIX
OTIENIOB CepAlla Pa3TUIHON ITUOJOTUM C TTOBBIIIEHUEM
IaBJICHUEM B JITOYHBIX BeHax. JIJIsT m3MepeHus Itapa-
METPOB LIEHTPAJILHOI réeMOAMHAMUKU U, B YACTHOCTH,
J3JIA ucronb3yeTcss MHOTO(MYHKIMOHAJIBHBIN KaTe-
Tep CBaHa-IaHIa ¢ pa3myBaeMBIM 0aJUIOHOM Ha KOH-
1e. bamnon mo3BossieT KaTeTepy MPOABUTATHCSI C TOKOM
kpoBu B JIA 10 mocTukeHUST 3aKJTMHUBAHUSI B MEJIKUX
BETBSAX COCYIHMCTOTO pycja, ITOCJIe Yero uyepe3 IMCTalb-
HBII TIOPT KaTeTepa PEerucTPUPYeTCs MOCTKAIMILIIPHOE
nmasineHue [110]. ¥V maumeHTOB cO 3HAYNMMBIMUA M3MEHE-
HUSIMU BHYTPUTPYIHOTO JABJIECHUS BO BPEMS [IBIXaTENIb-
Horo nukiaa (Hampumep, npu XOBJI, oxupenuu, npu
BBHIITOJTHCHUY HATPy30YHOM TIPOOHI) Ieaecoo0pasHo
YCPEmHUTh JaHHBIC, IO KpalfHel Mepe, 3a TpU-YeThIpe
IBIXaTeIBHBIX KA.

PexomeHmyercst n3aMepeHne KOHEUYHO-IMACTOIMIEC-
Koro maBieHus B JIK mpu HEBO3MOXHOCTH OIIpeaciie-
ausg I3JIA npu YBKC ¢ JIT [7, 10, 14].

EOK IIaC (YYP C, VI 5)

Kommenrtapun. Ha pezyrsmamor usmepenus /[3/IA eau-
AM 6HymMmpuepyoHble Koaedanus 0aaeHus 80 8pemst 0bixa-
MeAbHo20 UUKAAQ, KOMOopble Mo2ym 0blmb 0COOEHHO 8bipa-
JICeHbl Y NAUUEHMO8 C CONYMCMEYIOUUMU 3A001e8aHUIMU
NeeKux, uau HeadeKkeamHoe NO3UUUOHUPOBAHUe Kamemepa
Cean-lanca npu evipaxcenrnoit dunamavuu JIA. Ilosmomy
npu HeonpeoeseHHOCMU 6 OMHOUWICHUU MOYHOCMU U3mepe-
HUsl, credyem paccmompems 80NPOC 0 PemMpocpacHoll Kame-
mepusauuu 1eebix 0maoenos cepoya ¢ UsMepeHuem KOHeuHo-
duacmonuueckoeo dasaenus 6 JI2K uau npogederus npobdol
¢ 600HoU Haepyskou [44, 111, 112].

Pexomenmyercst BuImoHeHUe auarHoctnyeckoit YBKC
¢ pacdeToM reMommHaMUKM MeTtomoM (Puka manmeHTaM
¢ BIIC nmng ouenku omepabenbHocTH [2, 7, 14, 40, 43,
108].

EOK IC (YYP C, V1] 5)

Kommentapuu. B npoyecce YBKC neobxodumo ocy-
wecmensmo 3a00p apmepuatvHoil (U3 nepugepuueckoil ap-
mepuu uau nesvlx Kamep cepoya), eeHos3Hoi Kposu u3 I111
U cmeuanHoil eeHo3Hoill kposu (u3 JIA) ¢ onpedenenuem ea-
308020 COCMABA KPOBU 8 YCA0BUAX ObIXAHUS AMMOCHEPHbIM
6030yXOM U 8 OMCYMCMEUU uHeasauyuu Kucaopooa. Ilpu
Nn0003peHUU Ha AHOMAAbHBLI OPEHANC N1e20UHbIX 6eH OONOA-
HUMENbHO 00AJICeH Dbimb OCyuecmener 3a60p Kpoeu 0as
oxcumempuu u3 eepxueit u HIIB. Camypayus Kuciopoda

6 cmeutannoll eeHo3nol kposu (Sv0,) >75% yeeauuusaem
8EPOSIMHOCIb HAAUYUS N€80-NPAB020 COPOCa KPO8U U HA-
auyus y nayuenma BIIC [113, 114].

Pexomenayetrcss mpoBegenne YBKC manmentam
C TIaTOJIOTHEH JIEBBIX OTHEeN0B cepama (rpyrma II) mam
matojorueit nerkux (rpymma I11) mepen TpaHcTUTaHTALI-
el cepalia, JIETKUX WJIM KOMIUIEKCA cepale-jierkue [2, 7,
10, 14, 111].

EOK IC (YYP C, VI 5)

PexoMmeHmyeTcsa paccMOTPETh BO3MOXHOCTh ITPOBE-
neanst YBKC y manmeHToB ¢ TTOg03peHreM Ha MaToJo-
THUIO JIEBBIX OTHEI0B cepaia (rpymma 1) i maTomorueit
nerkux (rpymma I1I) mpu HeapheKTUBHOCTU CTaHIAPT-
HOI Tepanuu 151 tMddepeHIMalbHOro TMarHo3a v Bbl-
6opa ctpateruu nedyenus [2, 7, 10, 14, 111].

EOK IIbC (YYP C, VI 5)

Pexomennyercsa npoBeaenne YBKC y manmueHTOB
¢ JIAT n XTOJIT nnsa oueHKN 3(PpPEeKTUBHOCTH JICUSHUS
[2, 7, 10, 14, 35, 39].

ESC I1aC (YYP C, VI 5)

Bazopeakrusubie Tectsl mpu YBKC

PexomennyeTcst mpoBeneHNe Ba30PEaKTUBHOIO TeCTa
B nponecce YBKC mammentam ¢ UJIAT/HIIAT, JIAT
MIpY TIpUeMe JICKapCTB MJIM TOKCWMHOB UIST OTIPEICICHMS
noTeHIManbHOM 3¢ dekTuBHOoCcTH NeyeHust BKK [2, 7,
10, 14, 115].

EOK IC (YYP C, V] 4)

PexoMeHmyeTcsT IpUMEHSITh CICAYIOIINE KPUTEPUN
TOJIOXKUTEIFHOTO Ba30pPEaKTUBHOIO TECTa — CHIDKCHHUE
cpAJIA Ha >10 MM PT.CT. TIPA TOCTIKCHUN a0COTIOTHBIX
3HaueHU <40 MM PT.CT. B COUYCTAHNU C HEM3MEHHBIM
wm yBennuuBmmmMcs CB [2, 7, 10, 14, 115].

EOK IC (YYP C, V] 4)

Kommentapuu. Kpumepues nosoxcumenvHoeo easope-
akmugHo2o mecma docmueaiom ne oonee 10% nayuenmos
¢ HJIAT [115]. Ilo dannvim poccuiickoeo pecucmpa, 004
nayuenmoe HJIAL ¢ noroxcumenvhvim mecmom Ha 8a3ope-
akmuerocmy cocmasuna 18% [21]. Ipu ompuyamenvHom
8A30PeAKMUBHOM Mecme UAU HeBO3MOICHOCHU GbINOAHEeHUS]
sazopeaxmuero2o mecma mepanus bKK ne nokasana.

PexomennmyeTcst mpoBeeHEe Ba30PEaKTUBHOIO TeCTa
B mipotiecce YBKC B skcnepTHbIX eHTpax JIT' B cBA3M
CO CJIOXKHOCTBIO BBITIOTHCHUST 1 MHTEPIIPETALINM TaHHBIX
[7, 10, 14].

EOK IC (YYP C, VI 5)

[Ipu mpoBemeHNM Ba30pPEaKTUBHOTO TeCTa IAIeH-
tam ¢ WUJIAT, HJIAT, JIAT nipu nipuemMe JieKapCTB WIU
TOKCUHOB PEKOMCHIYETCS IIPUMEHEHIE UHTATISIIIMOHHO-
ro okcmaa asora wim #umornpocta [7, 10, 14, 116, 117].

EOK IC (YYP C, VI 5)

KommenTapun. [Ipu npogedenuu 6a3opeaxmugHoeo
mecma 8 Kauecmee 8az00UAamamopa peKomeHoyemcs uc-
noav3oeams uHeanAyUoHHbIL NO Uiy UHAAAYUOHHDBLI UAO-
npocm [115, 116].

IIpoBeneHMe Ba30peaKTUBHOTO TeCTa IIPH IIPOBEIe-
o YBKC He pekoMeHmyeTcs IMaliMeHTaM C acCOLM-
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npoBaHHbIMU opmaMu JIAT (3a UCKITIOUEHUEM TPYIIIIbI
¢ UIIAT, HJIAT, JIAT nipu npueme JieKapCcTB WU TOK-
cuHOB), a Takke mpu JII' apyroit sTuonoruu [2, 7, 10,
14, 118].

EOK IIIC (YYP C, Y1 5)

[Mpu mpoBeneHNM Ba30pEaKTUBHOTO TECTa IMaIlMeH-
tam ¢ WJIAT, HJIAT, JIAT npu nipuemMe JieKapCcTB WU
TOKCWHOB He peKoMeHmyeTcst ucronb3oBath bKK u kuc-
sopor [2, 7, 10, 14].

EOK IIIC (YYP C, Y1 5)

IIpo6a ¢ Bognoii Harpy3koii mpu YBKC

IMpu obOcnenoBaHMM MAMEHTOB C MPEKATTMIUISIPHON
JIT B ciydae momo3peHust Ha HAJIMYME TTOCTKATTUILISIP-
HOTO KOMITOHEHTa B WHAWBUIYAIILHOM TIOPSIZIKE CIIETYeT
paccMoTpeTh MpOBeNeHUE TTPOOBI ¢ BOMHOUM HATrpy3KOit
[2, 7, 111].

EOK IIbC (YVYP C, Y11 5)

Kommenrapuu. [Ipoba ¢ 6o0Holl Haepy3Koil no3eoasem
duaeHocmuposeams duacmonuueckyio oucyuxyuro JI2K
y 60avmbix ¢ A3JIA <15 mm pm.cm. npu Hasuvuu 00seKmue-
HbIX OQHHBIX, YKA3bIBAIOWUX HA NAMOAOUIO A€8bIX Omde-
108 cepdya. Y nayuenmog c¢ 3a601e6aHUEM 1€6bIX 0OMOeN08
cepoua J13JIA moxcem cuuncamocs <15 mm pm.cm. Ha ghore
npuema ouypemukos. Jlns npogedenus oupgheperyuanrbHoeo
duaerosa mexucdy JIAI u JII' ecnedcmeue duacmonuueckoil
Jucyukyuu JI2K npumensemces npoba ¢ 600HOU Haepy3-
Ku 6 eude Ovbicmpoeo esedenus (5-10 mun) 500 ma 0,9%
pacmeopa Hampus XA0puoa** ¢ noemopHviM uMepeHuem
N3JIA. Hosviwenue J3JIA >18 mm pm.cm. yka3vieaem Ha
CHc®B [111]. Oduako 6 Hacmosiuee 8pems. OmMcymcmey-
om ybedumenvuvle doKkazamenvcmea, noomeepicoarouiue
be3onacHocmbs U OUACHOCMUYECKYI0 UeHHOCMb MaKo20 No0-
Xxo00a, ymo oepanu4ugaem e20 pymuHHoe npumMeHeHue.

CeneKTHBHASI AaHTHOMYJIBMOHOTPAWS

PexomeHmyeTcst IpoBeneHNE CEIeKTUBHON aHTHO-
rpadum JIA (aHTHOITyIBMOHOTpadusI) IpU o0CcIIenoBa-
HuM mauueHToB ¢ XTOJIT mnm obcTpykumeit JIA apyroit
STUOJIOTUM IS OLIEHKU OTepabeTbHOCTU B YCIOBUSIX
SKcnepTHoro meHTpa [2, 10, 14, 35, 39].

EOK IIaC (YYP C, Y11 5)

Kommenrapun. /Iposedenue cenekmuenoll aneuoepaghuu
JIA (aneuonynvmonoepagus) npu YBKC seasemcs ob6s3a-
MeAbHbIM IMANOM UHBA3UBHO20 00CAe008aHUs 0A5 onpede-
JAeHUsi MUNQ NOPAadCcenus U peuenus 6onpoca o danvheliuleil
makmuke neveHus nayuenma. Boinoansme cesexmugHyro
aneuoepaghuio JIA (aneuonynvmornoepaguio) caedyem no-
ouepedHo 8 NPAMOIl U O0K0BOI NPOCKUUSAX 6 pedcume Jueli-
manbHoil cyompakyuu, ¥mo no3eoasem OueHums Haiuuue
30H CHUJICEHUsI nepugepureckoil nepghy3uu, oyeHums 00s-
emM u mun nopaxceHus: (NPOKCUMANbHYLI UAU OUCHANbHbLIL)
[10, 14, 35, 119]. Ceaexmusnas aneuoepagpus JIA (aneuo-
nyasmonoepagus) Heobxoduma 045 8U3yaAAU3AUUU Apme-
PUOBEHO3HbIX Manbpopmayuil seekux u Hexomopwvix BIIC
(omKpoIMbLil apmMepuanbHblil NPOMOK, AHOMANbHYLIL OpeHalC
N€20UHbIX 8eH) 0451 00CYHCOCHUs B03MONCHOCMU XUpypeute-
ckoeo neuenus [40 ,43, 120].

Koponaporpadus

PexoMeHnmyetcst mpoBeneHre KopoHaporpaduu mamm-
eHTtam c JII' Tpy HaTMIMKW CUMITTOMOB CTEHOKAPIUU WA
(bakTopoB pricka uirleMUIecKoil OONTE3HN ceprlia, B TUIa-
He 000CIenoBaHus TIepe]] JIETOUHOI HIAPTEPIKTOMUEH
WJIA TpaHCIUTaHTamei aerkux [2, 7, 10, 14, 39, 43].

EOK IIaB (YYP C, Y11 5)

IMomcomuorpadus n KkapauopecnupaTopHoe MOHUTO-
pupoBaHue

PexomenmyeTcss mpoOBOAUTH MOJTMCOMHOTpadUIo Min
CYTOYHOE KapAMOpecnrupaTopHOEe MOHUTOPUPOBAHUE
marueHTam ¢ JII' mpu momo3peHnn Ha HaJTu4Ke Hapylie-
HUI TIXaHUS BO CHE WJIW aJbBEOJISIPHON TMTIOBEHTHUJISI-
muum [2, 7, 10, 14].

PKO IIaB (YYP C, Y11 5)

KommenTapuu. Pacnpocmparnennocms HOYHOU eUnokce-
MUu u HapyueHus ObIXaHus 60 cHe cpedu navuenmos c JIAI
docmueaem 89%, umo noduepKusaem 8aiCHOCMb OUACHOC-
Mmuku u Koppexkyuu smux cocmosnuil [44, 121]. Y nayu-
eHMO8 ¢ CUHOPOMOM 2UNOBEHMUAAUUU HA (POHE 0NCUPEHUS
(cundpom Ilukeuxa) u npu couemanuu XObBJI ¢ cundpo-
Mom obcmpykmuenozo annod crha JIT ecmpewaemces uacmo
(epynna II1) u, kax npasuno, accoyuuposana ¢ OUCPHyHK-
yueir IIXK u naoxum npoenozom. B smoii nodepynne navu-
eHmos IhpexmugHa mepanus NOAOHCUMENbHbIM OABACHU-
emM 6 ObIXamenbHulX nymsx, n0380As0WAsA 8 psde ciyuaes
npaKkmu4ecky HOpMAIU308ames NOKa3amenu 2eMoOUHAMUKU
MKK [121, 122].

2.5. UHble gnarHocTuyeckue uccneaoBaHus
2.5.1. leHeTn4yeckoe obcnenosaHme

IMaumnentam ¢ UJIAT, HJIAT, JIAT nipu nipueme tipe-
mapaTroB, MOMABJSIONINX AIMIMeTUuT, (AHOPEKCUTEHBI),
a TaKkke 0eCCUMIITOMHBIM POJICTBEHHUKAM TIEPBON JIN-
Huu nanreHToB JIAT ¢ BBISIBJIEHHBIMUA MyTaLUSIMU Clie-
JIYET pacCMOTPETh MPOBEACHNE UACHTUDUKAIINYA TEHOB,
UIEHTU(DUKALIUN TEHOB METOIOM IOJUMEPA3HOU LeM-
HOI peakiuu (TeHETUYEeCKOe TECTUPOBAHNE) B MHANBU-
JIyaJlbHOM Tiopsake [2, 7, 10].

PKO IIaB (YYP C, Y11 5)

Kommentapuu. Yuumoias Huskyro docmynHocms 041
nauyuenmos JIAI' 6 naweii cmpane, eenemuueckoe obcae-
dosanue paccmampugaemcsi 8 Kayecmee 0ONOAHUMENbHO20
Mmemoda o6caedosanus. B naane eenemuuecko2o KOHCYyAbMu-
POBAHUSL OCYULeCMEASemCsl UOeHMUDUKAUUS 2eHO8, UOeH-
mugukayus 2eH08 Memooom NOAUMEPA3HOL YenHoll peak-
yuu — ckpurune mymauvuit BMPR2, ACVRLI1, ENG u 6oaee
pedxux mymayuti (KCNK3, CAVI) [11, 12]. layuenmos co
cnopaduueckoil uau cemeiinoti gopmoii JIBOB/JIKT caedy-
em o6caedosams Ha Haaruuue EIF2AK4-mymayuii. Ilpu
soisienenuu ouannenvroil EIF2AK4-mymauuu 603m0ucHO
noomeepdume duaeros JIBOB/JIKI 6e3 eucmonoeuueckoeo
uccnedosarus [88].

Beudy 603mM03icH020 6AUAHUS pe3YAbMAmMa Mecmuposa-
HUs Ha ncuxono2u4eckoe cocmosiHue 00AbH020 KOHCYAbMU-
POBAHUE NAUUEHMO8 NPOBOOUMCS MYAbIMUOUCUUNAUHADHOU
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Komanoolii, exarouarouei cneyuaiucma no JI, meouyun-
CK020 2eHemuKa, MeOUyUHcKoeo ncuxonoza. Bee nayuenmol
co cnopaduyeckumu (MJIAL) u cemeinvimu gopmamu JIAI;
JIAT npu npueme npenapamos, yeHemaruux annemum
(aHopekcueenHble cpedcmaa) 004x4CcHbL ObimMb NPOUHDOPMU-
POBAHBL O BO3MOICHOCMU HACAE0CMBEHH020 3a001e6AHUS
u 0 nogviuenHom pucke pazeumus JIAI' y urenos cemovu
6 cayuae Hocumenvcmea mymauyuu [2, 7, 11]. Ilpu Heso3-
MOMNCHOCMU UOCHMUDUKAUUU 2eHO8, UOCHMUDUKAUUU 2eHOB
MemooomM NOAUMEPA3HOU UenHoll peakyuu (2enHemuueckoe
mecmupoganue) aeHvl ceMbU 00AICHbL OblMb NPOUHPOPMU-
PO6aHsl 0 paHHux npusHaxkax u cumnmomax JIAIL oas ceoe-
8pemMenH020 ycmarnoeaeHus duaerosa [10].

2.5.2. lnarHocTU4eckuii anroputm

ANTOpuTM 00CeOOBaHUSI MAIIMCHTOB C ONBIIIKOM
U OPYTUMU CUMIITOMaMU/IIPU3HAKAMU, BBI3BIBAIOIIN-
MU TIomo3peHue Ha Hammuue JII, BKIogaeT mepBUIHOE
oOceqoBaHNe MO MECTY KUTEIbCTBA C IIEIbI0 OTOOpa
MMAlIMEHTOB IJIsSI CIIeIUAIM3UPOBAHHOIO J000CIenoBa-
HUS B 3KcrepTHOM IieHTpe (puc. 1, Ilpmioxenne b).
Poccuiickie skcmepThl amalTUPOBAIA OTHMATHOCTUYC-
ckmit anroput™ pekomeHmanuiit ESC/ERS 2022r ¢ yue-
TOM 0COOEHHOCTE KIMHUYECKOW MpakKTUKU B Hallei
crpane. [MaumeHTs ¢ BeicoKUM puckom JIATI (Ct3CT,
BIIC, mopranbHas runeprensust, BUY-undexmnus) umm
XTOJT (mepenecernnas TOJIA, Hammame (hakTOpOB puC-
Ka), TP HaJIUYUHM CPemHEH/BBICOKOM BeposTHOCTU JIT
o maHHBM DXoKI' mOoKHBI He3aMeIIMTEIFHO HaIlpaB-
JISIThCS B 9KCIIEPTHEIN 1IeHTp |14, 21].

Jog ynyamenns panHeii nnarHoctuku JIAT u XTOJIT,
Kak 3a0oJIeBaHUIT ¢ KpaitHe HeOIaronpusITHBIM IIPOTHO-
30M, IIPUMEHSIETCS KOMIUIEKCHBIN momxon: (1) CKpuHUHT
B 0CCCMMIITOMHBIX TPYIIIIaX BHICOKOTO PYCKa, BKITIOYAS
nauueHToB ¢ CCJI (pacrnpocTtpaHeHHOCTh: 5-19%), Ho-
cureneit myrauun BMPR2 (14-42%), Gavkailliux pom-
CTBEHHUKOB nauueHToB ¢ HJIAT, mauueHToB, Mpoxo-
ISIIAX 00CIemoBaHNe Tepel TpaHCIDIaHTalle TTeYeHN
(2-9%) [7]; (2) paHHee BbIIBIEHHUE Y MALIMEHTOB C CHUM-
IITOMaMU B TPYIIIIaX PUCKa: IIPU MOPTAJTBbHOI TUIIepTEeH-
sun [123], BUY-undexuun (0,5%) [124], Ct3CT 6e3
CCJI, ipu KOTOPBIX OTMEYAlOTCSI HU3KME ITOKa3aTen
pacripoctpaHeHHOCTH JIAIL, 4To 0OGOCHOBBIBAET OTCYT-
CTBHUE HCOOXOMMMOCTH CKPUHHUHTA Y O€CCHUMIITOMHBIX
OONBHBIX [125].

Cucremnas ckjeponepmust

PexomeHmyeTcs TIpoBeleHNE eXXeTOMHOM OLICHKH PHC-
Kka pasputus JIAT y maumenTtoB ¢ CCJI [7, 14, 125].

EOK IB (YYP C, VI 5)

Kommentapuu. @axmopsr pucka JIAI npu CCJ] éxaio-
yarom: (1) kaunuueckue u demoepagpuueckue gaxmopbi
(o0bika, cyxocms Kodxcu, cunopom Peiino, dueumanvrole
A36bl, NONCUNOU 803pACM, MYNUCCKOU non); (2) pesyrvma-
mbul 0bcaedosanus (nogvluleHue Mumpa aHmuHyKAeapHbIX
anmumen, neexkas cmenenwv M3JI, cnuxcenue DLCO, noswi-
weHue COOMHOULeHUst (hOPCUPOBAHHOU ICUSHEHHOU eMKOCmU

neekux (PXEJ) k DLCO uau uccaedosarnue yposus NT-
proBNP 6 kposu [126, 127].

Y B3pOCHBIX MAMEHTOB C AiauTenabHOCThi0O CCJI
>3 netr npu ®KEJ >40% u DLCO <60%, njst BbIsIB-
sneHus 6eccumntomHoii JIAIT pekoMeHayeTcsl UCII0JIb30-
Bath anroputM DETECT [128].

EOK IB (YYP A, V]I 2)

YV maumenToB ¢ CCJl cnenyer oneHUBaTh puck JIAT
Ha OCHOBAaHWM aHAJIN3a BBIPAKEHHOCTU OJNBIIIKU, TaH-
HbIx DX0KIT, uccienoBaHus HECTIPOBOIIMPOBAHHBIX JbI-
XaTeTbHBIX OOBEMOB U TIOTOKOB, MCCIEIOBAHUST YPOBHS
NT-proBNP B kposu [126, 127].

EOK IIaB (YYP C, V]I 5)

KommenTtapuu. Paspabomano HecKoabKO ancopummos
CKPUHUH2A C UCNONb308AHUEM KOMOUHAUUU KAUHUHECKUX
npusnakos, danHvix IxoKI, uccredosanus nHecnposoyupo-
BAHHBIX ObIXAMEAbHBIX 006€M08 U NOMOK08, UCCAe008aHUS
ypoeuss NT-proBNP 6 kpoeu, das ombopa nayuenmos CCII,
mpebyrowux nposedenus YBKC [128]. IIpoepammor ckpu-
HuHea noseonsiom eviaeums JIAI na pannux cmadusix 3a60-
AeBAHUS NPU MEHee bIPANCEHHbIX 2eMOOUHAMUHECKUX HapY-
WEHUSIX U OOCIUICEHUU AVYULeL] BbIJICUBAEMOCIU NAUUEHMO08
[129, 130]. [Ipumenenue modeau, 8KaruaOueil KAUHUYecKue
cumnmomvt, DLCO u ypoeenvs NT-proBNP, nossoasiem 6bi-
A8UMb NAYUEHMO8 ¢ KpaiiHe HU3Koll eeposmuocmoio JIAT,
Komopble He mpebylom danveilue2o oocredosanus [7].

Y manueHToB ¢ MepeKpPeCTHBIMU 3a00IeBAHUSIMU CO-
ENVHUTEIHPHON TKAHU CJIEMYeT PACCMOTPETH €KETOMHYIO
olleHKY pucka passutus JIAT [7].

EOK IIaC (YYP C, Y11 5)

Ipynmer pucka JIAT

PexomeHmyeTcst IpoBeeHNE €XeTOMHOTO CKPUHUHTA
y HocuTesie myrauuii, Bei3biBatominx JIAL, u y Ommkaii-
11X pOACTBEHHUKOB MauueHToB ¢ HJIAT [7].

EOK IB (YYP C, VI 5)

Kommentapun. B nepeune mymayuii, komopwie accoyu-
uposanul ¢ pazgumuem JIAL onvim ckpununea, KaK npaguno,
oepanuuusaemcs Hocumensmu mymauuu BMPR2 ¢ puckom
pazsumus JIAI' ¢ meuenue ycusnu 20% npu 6onee 6bicoKoi
HeHempaHmHocmu npu Hocumenvcmee y weenugur (42%) no
cpasuenuro ¢ myxcuunamu (14%) [131]. beccumnmommvim
POOCMBEHHUKAM C BbISIBACHHIMU MYMAUUIMU, BbI3bIBAIOULU-
mu JIAL, naubosee wacmo ¢ yeavto CKpuHuHea npedasazaem-
cs exceeoonas IxoKI [25, 26]. Ckpununeosoiii areopumm
sxnouaem IKI, uccaedosanue yposus NT-proBNP 6 kposu,
uccaedosarue oupgyzuonnoii cnocoonocmu aeekux, IxoKI,
apeocnupomempuro u, npu Heobxooumocmu, YBKC [132].

PexomeHnyeTcst mpoBeneHre CKpUHUHTA TAllueHTaM
yepe3 3-6 mec. nocie koppekuuu BIIC ¢ momormibio
kinHn4eckoi oneHku, DxoKI' 1 DKI u B xome moaro-
cpo4yHoro HabmoneHud [14, 21].

EOK IB (YYP C, VI 5)

IMaumeHnTam, HampaBJIeHHBIM HAa TPAHCIUIAHTAIIUIO
reyeHu, pekoMeHayetcst nposeneHre IxoKI™ must ckpu-
aunra JIT [14, 21].

EOK IC (YYP C, V1] 4)
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Y mauuenTtoB ¢ cumnromamu JII' mpu Hamuuyuu
Ct3CT, moptanpHoii tTunepteH3nu, BUY uHbexunn
ciemyet paccMoTpeTh npoBenenue DxoKI, nccrenona-
Hue NT-proBNP B kpoBu, mncciaegoBaHne HECIpPOBO-
IIMPOBAHHBIX TbIXaTEbHBIX OOBEMOB M TIOTOKOB /WU
aprocrnupoMeTpun ajist ckpuaunra JIAT [7].

EOK IIaB (YYP C, VI 5)

Kommentapuu. Cxpunune nposodumcsi 045 8bis6AeHUs
beccumnmomubix auy, u3 epynnut pucka JIAI. Uncmpymenmot,
ucnoavsyemoie 0as ckpununea JII, exarouarom IKI, IxoKI'
[7]. IIpu Cm3CT 6e3 CC/ 603m03cHO NpUMeHsmb cOOM-
nowenue QXKEJI/DLCO u daunvie 3peochupomempuu [7,
125]. Cpeou nabopamophbix mecmoe caedyem NpUMeHSIMb
uccaedoganue yposrss NT-proBNP 6 kpoesu [7].

XTHJIT

[ManrenTam ¢ mepcuUCTUPYIOIE WIN BIIEPBHIE BO3-
HUKIIEH ONBIIIKOW MW YXYAIIEHUEM TePEHOCUMOCTH
¢dusnyeckoil Harpy3Ku Iocie IepeHeceHHor THJIA
PEKOMEHYEeTCST TPOBEeHNE NaTbHEUIIIeTo TUarHoCTh-
yeckoro oociienoBanud g uckioueHnsd X1TOBJ nin
XTOIT [7, 14, 119].

EOK IC (YYP C, V1] 5)

Kommentapun. /1ooxodvt k pannemy evisenenuro XTIJIT
nocae ocmpoii THJIA ocHogansl Ha 6biseAeHUU NAYUCH-
M08 ¢ NOBbIUEHHBIM PUCKOM pa3eumus 3abonesanus [35].
JanvHeliwee duaenocmuueckoe 06credoganue yeaecooopasHo
y beccumnmomubix nayuenmos ¢ gpakmopamu pucka XTI
yepe3 3-6 mec. nocne neperecernoii TOJIA [39, 119].

PexoMenayercst He3aMemIUTENbHOE HaTpaBICHUE
B OKCIIEPTHBIN LIEHTpP ManneHToB ¢ cumntoMamu JIT mo-
ciie riepeHeceHHol TOJIA mpu Hanumuuy nedeKToB Tep-
(y3um nerkux crycts 3 mec. 3 GEKTUBHON aHTUKOATY-
JISHTHOM Tepamnuu Tociie OlleHKU pe3yasraToB DxoKT,
ypoBHsI BNP/NT-proBNP u/unm sprocriupomerpnn [7].

EOK IC (YYP C, V1] 5)

Kommenrtapuu. YV nayuenmog ¢ nepcucmupyioweii uiu
6HO6b 603HUKUel 00btukol nocae THJIA npumensiomes
IxoKI ons oyenxku eeposmuocmu JII' u cuunmuepagus
AeeKux nephy3uoHHas 045 viséAeHUs CIMOUKUX OegheKmos
nepgysuu. Ilpu nodospenuu na XTIJIT IxoKI seasemcs
MemoooM nepeoil AUHUU 045 NAYUEHMO8 C CUMNMOMAMU
[47, 121]. Cmoiikue deexmbl nepgyzuu nocie ocmpoi
TOJIA coxpansomes noumu y 50% nayuenmos, 00HaAKO Ux
KAUHUYECKAs 3Ha4UMocmy ocmaemcsi HescHoll [7, 35, 132].
Y nayuenmoe ¢ cumnmomamu npu 00OKA3aHHOM MPOMOO-
muueckom nopaxcenuu JIA duaenocmupyemes XTI uau
XTBBJI npu omcymemeuu JII [81].

[MosBnsII0OTCS TaHHBIE O BO3MOXKHOCTU MCITOJTh30Ba-
HUST KOMITBIOTEPHO-TOMOTpacdryeckoil anrnorpadun yie-
rouHbIxX cocynoB, MPT nerkux, MPT OT'K. [ns uckimo-
yeHns XTOJIT mMoryT ObITh UCIONIB30BaHKI JleineHckue
KPUTEPUU C 11eJIbI0 00OCHOBAaHUS JabHEHIIEro ooce-
nmoBaHud [35, 133]. DprocrmmpoMeTpus TTO3BOISIET BhISI-
BUTH XapaKTEepPHbIC TTPU3HAKN OTPAHUUYEHUST (PU3NIECKOM
pabdotocriocooHocTH. g panHero BoisBieHuss XTOJIT
OMTUMAJIbHO OOCeIOBaHUE TMAIMEHTOB C CUMIITOMA-

MH gepe3 3-6 mec. mociie octpoii TDJIA, 4ro coBmamaer
C PYTHMHHOI1 OIICHKOIT TTOCjIe Havyaja aHTUKOATyISTHTHOM
Teparmu, OTHAKO MOXET pacCMaTpUBaThCs W OoJiee paH-
HSISI OIICHKA Yy TMAaIlMeHTOB ¢ KIMHWYCCKUM YXYIOIICHUEM
[35]. TammenTam ¢ cumrmromamu JIT mocie octpoit TDJTIA
cJieyeT MPOBOANTH KOMILIEKCHbIE TPOTPaMMbl CKPUHUH-
ra, XOTs OO HACTOSIIETO BPEMEHM ONTHMAaIbHasl CTpaTe-
THUST OCTAeTCS HEOIIPENeICHHOM, UTO TPeOyeT ITPOBEICHIS
MEXIYHAPOTHBIX MHOTOILICHTPOBBIX MCCIeOIOBaHUM [7].

Ausroputm

IIIar 1 (momo3penme). IMaeHTOB C MTOTO3pEHUEM
Ha Hanuuue JII' KOHCYIbTUPYIOT Bpauu OOIei mpak-
TUKH, BpauyHd-TepamneBThl, Bpaul-KapanuOJIOru, Bpadm-
MyJIBMOHOJIOTH, BpauM-peBMaToIord. HavanbHasT orieH-
Ka BKJIFOYAaeT cOOp MEOUIIMHCKOTO (B T.4. CEMEITHOTO)
aHaMHe3a, TIIATeIbHBIA (DM3UKATbHBIN OCMOTpP (BKITIO-
Jas I3MEpPeHUE apTepUaJIbHOIO MaBJICHUS Ha Tepude-
PUYCCKUX apTePHUsIX, YACTOTHI CEPAIICOMCHMS U ITYIhCO-
kcuMeTpun), peructpaunio DKI B 1Tokoe, IPUIICTBHYIO
pentrenorpaduio OI'K, nccienoBanne HeCIIPOBOLIMPO-
BaHHBIX OBIXaTCIHBHBIX 00BEMOB M ITOTOKOB, YIBTPa3By-
KOBOE HCCIIEIOBAaHNE OPTaHOB OPIONIHOI ITOJIOCTH (KOM-
TUIEKCHOE), TAOOpaTOPHBIC TECTHI.

JII' MOXeT OBITH BBISIBJIEHA CJIy4ailHO IIPU BHITIOIHE-
HUHU TpaHCTOpakaabHOU DX0KI 1Mo mpyrnm moka3zaHUsIM.
Kax ocHOBHOI MHCTpYMEHT cKpuHUHTA, DX0KI mo3Bo-
JISIET OTPENeuTh BeposITHOCTb Hasimuus JIT. ITainmentam
¢ akropamu pucka pasputus JIAI unmu XTOJT npu
HU3KoM BeposgTHocTH JII' MOKa3aHO TMHAMUYECKOE aM-
OynaTopHOE HAOIIOACHUE IO MECTY KUTEIhCTBA C TIe-
puognueckuM BoimonmHeHneM DXoKI. ¥V mauueHTOB 6€3
3HauYNMBIX (pakTopoB pucka JIAL/XTOJII npu cpenHeit
¥ BBICOKOU BeposaTHOCTH JII' MTOKHO OBITh TIPOIOJKEHO
o0cenoBaHMe IO MECTY KUTEIbCTBA. [1anmeHTsI ¢ hak-
Topamu pucka JIAI npu cpenHeil i BBICOKOU Bepo-
atHocTH JII' MOJKHBI He3aMemJIUTEeIbHO HAIIPaBISATHCS
B 3KCIEPTHBIN LEHTp IJ1d 1000CIeI0BaHMS, B T.U. HA OC-
HOBaHUH 3aKITIOYCHUS TeJIEMETUIIMHCKON KOHCY/IBTAIINI
CITeIIMAICTa SKCIIEPTHOTO IICHTpA.

IIar 2 (BeisiBnenue). BTopoii aTam BKITIOYAET Tpaau-
IMOHHOE 00clienoBaHue JIeTKuX U cepaua. DxoKI n sp-
TOCITMPOMETPHSI TTO3BOJISIIOT JUATHOCTUPOBATH ITaTOJIO-
THIO JIEBBIX OTAENIOB CEpIlia, MUTPAITHLHOTO/a0PTATLHOTO
knanaHoB (rpyrma II). [Ipu mpoBeneHUN TIpUIICTBHOM
pentreHorpadumn OI'K, ncciaenoBanus nudy3noHHON
CIIOCOOHOCTH JIETKMX, MCCIIeAOBAaHUS HECIPOBOIUPO-
BaHHBIX JIBIXaTeIbHBIX 00beMOB M MMoTOoKOoB, KT OT'K
C BHYTPUBCHHBIM OOJIFOCHBIM KOHTPACTUPOBAHUEM BBI-
SIBIISTIOTCS 3a00JeBaHms Jierkux (rpymia I111). ns ckpu-
HuHra XTOJIT mpoBoauTcd cCUMHTUTpadUs JIETKUX TIep-
(y3moHHas ¥ cOUHTUTPAGUS JETKUX BEHTWISSIIMOHHAS.
BoabHbBIEe ¢ HanmmuueM mephy3MOHHBIX Oe(hEeKTOB IIpHU
OTCYTCTBUHM HaPYIICHU BEHTWISIINY 1/ UIN U3MCHCHUIA
nmerouHoit mapeuxuMbl Ha KT OI'K moimkHBI Hampsmyto
HAIIPaBJISIThCSI B 9KCIIEPTHBII LIEHTP IJIST J000CIemoBa-
Hus B tiaHe XTOJIT u oneHkm omnepadenbHoCcTH [35].
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Iar 3 (Bepudukanusi). [TareHTHI TOKHBI OBITH Ha-
MIpaBJICHBI B 3KCIIEPTHBIN LIEHTP IJI JaJbHEHIIero 00-
CJICMOBAHUS B CICOYIOIINX cUTyaunsax: (1) mpu cpemHeii/
BBICOKOI1 BeposTHocTH JIT'; (2) mpu Hamuunm (hakKTopoB
pucka JIAT unu TOJIA B anamuese. [1pu HabmoneHNN
3a TTallMCHTAMU CJICOYET BBHIIBIISTH IMIPU3HAKUA KIWHU-
YeCKOTO YXYIIICHUs, CBSI3aHHBIC C XYIIINMHI MCXOMaMU
U TpeOyIoIIre CPOYHOrO BMeIlaTelIbCTBA — OBICTPOE
mmporpeccupoBanne cumnromatuku (OK III/IV (BO3)),
KJIMHU4Yeckue npusHaku gucyHkuuu 12K, odoMopoku,
mpu3Haky Hu3koro CB, TsoKenble apuTMHH, HapyIIeHUE
WIN YXYAIIeHHe TeMOTMHAMUYECKOTO cTatyca (TUIIOTO-
HUS, TaXUKapaus).

B xome KOMITJIEKCHOTO 00CIIenOBaHUS B SKCIIEPTHOM
LIEHTpe MpoBOAUTCA muddepeHIINaNIbHAasT TUAaTHOCTHUKA
IIJIST YCTaHOBJICHUSI KIIMHMYecKoit rpymmsl JII, a Takxke
WHBa3WBHAas OICHKA UIST OIpeNesICHNUS] TeMOTMHAMMYIC-
ckoro tutma JII' u, ipn He0OXOIMMOCTH, Ba30peaKTUBHO-
ro tecta mpu YBKC [10, 13, 14]. B skcnepTHOM LIeHTpe
JIT aHamm3upyioTcs pe3yiabTaThl paHee BBHITTOJHECHHBIX
HCCIIEAOBAHUI, TIPY HEOOXOMMMOCTH KITIOUEBBIC MCCIIC-
MIOBAaHUS MOJDKHBI OBITH TIPOBEICHBI TTIOBTOPHO.

IMauuenTtam ¢ npexkamwuisipHoit JII' mpoBoautcst no-
TTOJTHUTENIbHAST TMAaTrHOCTUKA IJIsI BepU(UKAIIUN TPYII-
el 1 (JIAD) u rpynmsl V (opyrue penkue COCTOSIHUS).
B CIIOXHBIX KIMHUYECKUX CUTYAlIUSIX W IIPU OICHKE
onepabeapHocTy manyeHToB ¢ BITC u XTOJIT Heob-
XOONMO TIPOBECTU KOHCWJINYM MYJIBTUIVCIUTIIMHAP-
HOI KOMAaHIbI CIEUMAaJMCTOB, BKJIIOYAIOIIC Bpadeii-

PEHTIEHOIIOTOB U Bpaudeii-CepaeuHO-COCYAUCTBIX XUPYP-
roB [39, 43].

2.5.3. OueHka TaxecTy 3a60s1eBaHNS U NPOrHo3a

Pexomennyercst oneHuBath Tskecth JIAILT ¢ onpene-
JICHUEM pUCKa CMEPTHOCTH HAa OCHOBAHUM KOMIIJIEKC-
HOTO aHaJN3a JAaHHBIX KIMHUYECKOTO cTaryca, (hyHK-
LIMOHATBHBIX TecToB, DXx0oKI, uccremoBanus ypoBHs
NT-proBNP B KpoBM, reMOOMHAMUUYECKUX TTI0Ka3aTelieit
y BCEX MAIlMEHTOB C BIIEPBbIC YCTAHOBJICHHBIM AUATHO-
30M ¥ B MPOLIeCCe TMHAMUIECKOTO HAOMIONCHUS KaXIble
6-12 mec. [2, 5, 7, 10, 14].

EOK IB (YYP C, V1] 5)

Kommenrapun. Ha ocnosanuu komnaexchoeo oocredo-
8aHUSI C NpUMEHeHUeM MHO020paKmopHOi Modeau cmpa-
mugpuxayuu y écex nayuenmos JIAI caredyem onpedeaums
cmamyc pucka Kak HU3Kuil, npoMedCymOoUHblil U 8bICOKUL
COOMBEMCMBEHHO NPU OUEHOUHOU 200UUHOU CMEePMHOCIU
<5%, 5-20% u >20%, coomeemcmeenro ([puroxncerue I'l)
[7]. Aannvie cospemennbix pecucmpog nokasaiu, 4mo Ha-
ontodaemble nokazameau cmepmuocmu 6 meuerue 1 eoda
8 epynnax NpPoOMejNCymoyHo20 U BbiCOK020 PUCKA Npeablula-
tom panee npoenosupyemvie [134, 135]. Kpumepusmu nu3z-
xoeo pucka seasromess PK I uau 11 (BO3) npu ducmarnyuu
6 TIIIX >440 m, oasaenuu 6 I1I1 <8 mm pm.cm. u CH >2,5
a/mun/m? [5]. Ipynna npomexcymouroeo pucka npedcmag-
snena nayuenmamu PK I11 (BO3) ¢ ymepeHHO cHUMNICCHHOU

@usuueckoil aKmUeHOCMbl0 U NPU3HAKAMU OUCHYHKUUU
112K 6e3 kaunuveckux nposieaeHuil npagoscesy0o4Kosoll
CH. Bvicokuii puck cmepmuocmu caedyem NpocHO3UPOBAMy
y nayuernmog DK I1I-1V (BO3) ¢ npoepeccupyrouum meye-
nuem JIAIL, nposieaenusmu npasoscenydouxosoit CH u eémo-
puuHoll ducynkuyueil dpyeux opeanos. Hzeecmrno, umo
nokazamenu Mo2ym OMHOCUMbCS K PA3HbIM KAMe2opUIM
pucka, umo onpedensiem 6vl00p MAKMUKU AEHEHUS..

B pexomendayusx ESC/ERS 2022e peanruzosar noo-
X00 nN08MOpPHOI cmpamuukayuu pucka y nayuenmos,
noayuarouux JIAI-cneyuguueckyro mepanuio, ¢ yuemom
moeo gakma, umo 60-70% 6oavHbIX cOXpaHsOm npo-
mexncymouHolii puck [7]. Boidenenue Koeopm nayuenmos
NPOMEINCYMOUHO-HU3KO020 U NPOMEICYMOUHO-BbICOKO20 PUC-
Ka cmepmHocmu no3604sem 8 3apy0edcHoli npakmuke pac-
cmMampueams nooxoobl K dCKarayuu cneyuguyeckoil mepa-
nuu. B poccuiickoil npakmuke 00 Hacmosuieco pemeru He
3apeeucmpuposansl napenmepansvhvle anaroeu I11[, umo ne
n0380/151em UCNO0Ab308AMb NPEON0ICEHHDbLI ANCOPUMM CIPA-
muguKkayuu pucka ¢ yeavio OnMUMU3ayUU mepanuil.

Kaunuueckas oyenka npedocmasnsem GaANCHYH UH-
gopmayuio ons onpedenenus maxcecmu JIAI''y nayuenmos
¢ ycmaHoeneHubim ouaenozom. [lpu dunamuueckom nabaro-
deHuu credyem yvumol8ams Haiuyue 00MOpoKo8, Kposo-
Xapkanwvsi, 60aeil 6 epyodu, NPU3HAK08 NPaso’cesy004K080ll
CH. Ilpu ¢usuxanrvHom ocmompe npogoosmcs usmepeHue
apmepuanbHo2o 0aeienuss Ha nepugepuvecKkux apmepu-
5X, U3MepeHue 4acmomsl cepoueduenus, Haiudue yuaHo3a
U pacuiupenus spemMHbiX GeH, OMeK08, acuumada, naespanb-
Hoeo evinoma. K (BO3) ocmaemcs odnum u3 naubonee
BAJICHBIX NPeOUKMOpO8 eblicugaemocmu nayuenmos ¢ JIAI
KaKk npu ycmamoeieHuu 0uacHo3a, mak u npu ouHamuue-
cKkom HabardeHuu, yxyouieHue Komopozo mpedyem 0000-
€1e008aHUs1 0151 BbISIGACHUS. NPUHUHbL/NPUMUH KAUHUYECKO020
yxyowenus [10, 14, 136, 137].

TIIIX seasiemesn Haubosee OOCMYNHBIM MemMOOOM OUeH-
Ku ¢husuueckoii pabomocnocobHocmu nayuesmos, 00Ha-
K0 00cmogepHoll ces3u Medxucdy ygeaudeHuem OUCMAanyull
6 TIIIX u doneocpouHvimM NPOSHO30M NAUUEHMOB, BKAHHUAS
CMEPMHOCMb OM 6CeX NPUHUH, 20CHUMAAU3AUUYU NO NOBO-
0y kaunuueckoeo yxyouerus JIAI, mpancnaanmayuu nee-
KUX uau Komnaekca cepoye-neekue, no 0auHolM 22 KAUHU-
yeckux uccaedosanuii, He evisieaeno [98]. Buecme ¢ mem,
ycmaHnoeaeHsl nopozogvie 3Havenus ducmanyuu ¢ TIIX,
YKasvlearouwjue Ha HaUXyoulyro u HauaAyuuLyo 200UMHyH 8bl-
acusaemocmv nayuenmos ¢ JIAI <165 m u >440 m, coom-
semcmeernto [138]. B psde uccaedosarnuii nokazano, 4mo
OUEHKA 4acmombl cepoeuHblX COKPAaueHUll U camypayuu
nepugepuyeckoil Kposu npu nyabCoKCUMempuy 6 OUHaMuKe
MOJICem YAYHUUMb NPOSHOCIMUYECKYI0 3HAYUMOCHb Memood
[138-140].

Koauuecmeennas oyenka nompebaenus Kuciopooa npu
apeocnupomempuu ocmaemcs Haubosee MOYHbIM UHME-
2PANbHbIM HOKA3amenem, Ompancarouum QyHKyuoHalbHoe
COCMOsIHUE U KOMHEHCAMOPHble 803MOICHOCMU CepOeYHO-
cocyoucmoil, 1e204HOU U MblIULeYHOU cucmem, U Moxicem
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Obimb uCnoav306ana 045 oueHku cmenenu msaxcecmu JIAT
u npoenosa [100-102]. IlIposedenue 3peocnupomempuu 603-
MOJICHO UCKAIOUUMENBHO 8 IKCHEPMHBIX YEHMPAX, YMo 02pa-
HU4UBAEM WUPOKOEe NpUMeHeHUe 8 PYMUHHOU NpaKmuke.

Busyaauzauus cepdya uepaem 6axcHyr poav npu Ha-
onroodenuu 3a nayuenmamu ¢ JIAI Pao DxoKI- u MPT-
napamempog ¢ NpOSHOCMUYECKUM 3HAYeHUeM, HO0380-
asom Koumpoauposams Gyukyuio [12K 6 dunamuke
(Ilpunoxcenue I'l). B npomokore MPT cepdua oas cmpa-
mugukayuu pucka caedyem UCHOAb308AMb CAeOVIOUjUe
napamempol, KOmopwle YKa3ul8arOm HA HU3KULL, CPeOHUL,
evicokul puck cmepmuocmu: DB 12K >54%; 37-54%;
<37%, coomeemcmeenno; yoapuwiii unoexc >40 ma/m?; 26-
40 ma/m?; <26 ma/m?, coomeemcmeenHo; uHoekc KOHEUHO-
cucmonuueckoeo obsema IIK <42 ma/m?; 42-54 ma/m?;
>54 ma/m?, coomeemcmeenno [7]. B omauuue om IxoKT,
dannvie MPT cepoya u maeucmpanbHsix cocydog 803MONCHO
OUEeHUBAMb UCKAHOHUMENbHO 8 IKCNePMHbIX UeHMPAx, Ymo
02paHuuuBaem WUpPOKoe NpumMeHeHue Memooa 6 pymuHHoll
npakmuce.

Haubonee cunvnoii npoeHocmu1eckol 3HAYUMOCMbIO
y nayuenmos ¢ JIAI obaadarom eemodunamuyeckue noxKa-
sameau — daenenue ¢ IIII, CH u SvO, [2, 7, 137, 13§].
Haesaenue ¢ I daem Koceernoe npedcmasnenue o 6bi-
paxcennocmu Jucpynkuyuu I12K. Beauuuna CH 3a6ucum
om YO u ompaxcaem mo KoAU4eCmeo OKCUeHUPOBAHHOIU
Kpo8u, KOmopoe 8036paujaemcs U3 Ae2Kux 6 negvle omaoe-
avt cepouya. CpllJIA He 6xodum 6 nepeuensb npoeHocmu4e-
CKU 3HAYUMBIX 2eMOOUHAMUYECKUX noKazameneli, NOCKOAb-
Ky ee0 cHudiceHue modxcem Obimb credcmeuem OUchYHKYUU
11K, Yayuwenue kaunuueckoeo cocmosinus 6oavroeo ¢ JIAI
Kpaiine pedKo npueooum K HOPMAAU3AYUUU UAU CHUNICCHUID
cpllVIA. Hckaouenue cocmaeasiom nayueHmol ¢ NOAONCU-
MeAbHbIM 8A30PeaKMUBHbIM MeCHOoM, NOAYYalouue mepa-
nuto BKK [115]. Cpedu ouenxu buomapkepos Haubonvuiee
3HaueHue umeem uccredosanusi ypoeus NT-proBNP 6 kpo-
8L, YPOBEHb KOMOPO2O KOppeaupyem ¢ eeMoOUHAMUYECKUMU
NOKA3amMensimMu U CmpyKmypHo-@yHKYUOHANbHBIMU USMEHe-
Husmu 112K y nayuenmos JIAL [2, 7, 10, 14].

Pexomennyercst onenuBath Tskecthb JIAIT ¢ onpene-
JIECHMEM pUCKAa CMEPTHOCTH y BCEX TMAIMEHTOB, TOJTyda-
omux JIAI-crieuuduueckyro Tepanuio, Ha OCHOBAaHUU
anamms3a @K (BO3), muctanuum B TIIX, BNP/NT-
proBNP, u, npu HeoOXoqUMOCTH, TOMOJTHUTEILHBIX T1a-
paMeTpoB BU3yaJM3allMU MPaBbIX OTIEIOB CEp/la U Te-
MOIWHAMUKH, B TIPOIIECCe TMHAMUIECKOTO HAOIIONCHNS
Kaxible 3-6 Mec. ¢ IeTbI0 CBOEBPEMEHHON 3cKalaluu
Tepanuu [7].

EOK IB (YYP C, V1] 5)

KommenTtapun. HeuneasusHoiii Memoo oyeHku pucka,
OCHOBAHHBII HA UCNOAb308aHUU mpex Kpumepues: DK I-11
(BO3), oucmanuyus ¢ THIX >440 m u NT-proBNP <300
He/n/BNP <50 ne/n, ons evisenenus nayuenmos JIAI, do-
CMULAIOWUX U COXPAHAIOWUX CMAMYC 04eHb HU3K020 PUCKA
[136, 141]. Yucao kpumepues HU3K020 puUcka mo4Ho npeo-
CKa3b18an0 06eccoOObIMUIIHYIO BbINCUBAEMOCHb U NO360510

udeHmuguUUUpPo8ams Ko2opmy nauUeHmo8 ¢ HUKUM PUCKOM
CMepmMHOCMU OM A100bIX NPUHUH NO OGHHIM (PAHUY3CKO20
pecucmpa u 'y enepebie 8bla8AeHHbIX NAUUEHMO8 8 pecucmpe
COMPERA. Ilpu naruuuu mpex Kpumepues HU3K020 pUcKa
Y nauyuenmos c enepsuie gvisaérernoll JIAI nabawodancs Hau-
bonee Gnazonpusmublil 00120CPOUHBLI NPOeHO3. B npouecce
OuHamu4eckoeo HabaOeHus: npu HeoOXo0oUMOCMU YMoYHe-
HUs pucka caedyem NpUMeHsmMb OUYeHKY 00NOAHUMENbHbIX
napamempoe 8u3yaiu3ayuu cepoya u eeMoOUHAMUKLU.

3. JleyeHune, BKNo4as MeAMKaMEHTO3HYIO

N HeMeaunKamMeHTO3HYI0 Tepanuum,
aueTtoTepanuio, 06esbonusaHune,
MeaAuUuMHCKMe noka3aHud U NnpoTuBonoKa3aHus
K nppuMeHeHuto MeToaoB Jie4eHus

B coBpemeHHOIT cTpareruu BeneHus naueHToB JIAT
CJIeyeT BBIACTSATH O0IIMe PeKOMEHAAINY, TTOIIEPXKUBA -
oIIyI0 1 criennduueckyio tepanuio [2, 7, 10, 14]. Ecim
MMpUMEHEHWE TPeTnapaToB MOMIEPXKUBAIOIIEH Tepanuun
HE 0Ka3bIBACT BJIMSHUS HA BHDKMBAEMOCTH TMAIlMEHTOB
¢ JIAT, To mpemapaThl MaTOT€HETUYECKOTO ACHCTBUS
CITOCOOCTBYIOT YBETUUCHUIO MPOAOJIKUTETBHOCTH K13~
HU TIALIMEHTOB, CHIKEHUIO TIOTPEOHOCTU B TOCTIUTAIU-
3alMSIX ¥ YBEIMUYEHUIO BPEMEHU [0 KIMHUYECKOTO YXYII-
LIEHWs U TpaHCIUTaHTaunu [24-26, 42].

Hasnauenme JIAI-crienmduyaeckoit Tepanum peKo-
meHnyeTcsa manueHTaM JIAT co cpAJIA >25 MM pT.CT.
n JICC >3 en. Byna B cOOTBETCTBUM C JI0Ka3aTeJIbHOM
6a30ii TT0 MpuMeHeHuIo nperapaTtoB [7, 10, 14].

PKO 1A (YYP C, V]I 5)

Kommenrtapuu. Coenacno cogpemennwvim Kpumepu-
am, duaenos3 JIAI ycmarnasausaemces npu cpllJIA >20 mm
pm.cm. u JICC >2 ed. Byda [7]. Odnaxo sgpghexkmusrnocmo
npenapamos, 000bperubix ons nevernus JIAIL, é nacmosuee
épems 00KA3aHA UCKAIOMUMENbHO Y nayuenmos co cpllIA
225 mm pm.cm. u JICC 23 ed. Byda. [lpu evicokom pucke
paseumus JIAI, nanpumep, nayuenmos ¢ CCIH uau poo-
cmeeHHUuK08 nepgoit aunuu boavHolx HJIIAL credyem nanpa-
eumo 6 sxcnepmuolii yenmp JII' 05 obcredoéanus ¢ yeavro
pannei duaenocmuxu JII' u 8vibopa onmumansHol mak-
muku neuenus. Ilayuenmam co cpll/IA 21-24 mm pm.cm.
uJICC 2,1 do 2,9 ed. Byoa npu nasuuuu cumnmomos JII'
caedyem npoeodums OUHaMu4eckoe HabawoeHue, 6KAUA-
rowee IxoKI' u TIIX, pewenue o nposedenuu YBKC npu-
HUMaemcsi Ha UHOUBUOYANbHOLL OCHOBeE.

B xauectBe nenu tepanuu rnauueHToB JIAI pekomeH-
JIyeTCS UCTIOIb30BaTh TOCTMKEHUE U TIOMIEPXKaHUE TIPO-
(bwst HU3KOTO pUCKa B pe3yibraTe TPOBOAUMON CIICTIH -
(uueckoit Tepanmu [7, 10, 14].

EOK IB (YYP C, VI 5)

Y nauunenToB ¢ JIAI ycraHOBJIEHHOM 3TUOJIOTUH, TIPU
HAJIMYUU COITYyTCTBYIOIINX 3a00JIeBAHUN ONTUMU3ATIUS
Tepanuu A0DKHA ObITh PACCMOTPEHA B MHAWNBUIYAIBHOM
TOPSIIKE C YYETOM TOTO, UTO TOCTVXKEHUE TMPOhUIIST HU3-
KOTro pucKa He Bceraa BO3MOXHO [7].

EOK IIaB (YYP C, Y11 5)
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3.1. O6wme pekomeHaaUUn

I1pu ycranosnenun guarsosa JIAI' u B xome HaOJ0-
JIEHUST 3a MallMeHTaMU CJIeAyeT OOCYXIaTh WHIWUBUILY-
aJIbHBIN PeXUM eXeTHEBHOU (pU3MYECKOil aKTUBHOCTH,
IUTAHUPOBAaHUE CeMbU, KOHTPALICTIIINIO W ITOCTMEHOIIA-
Y3aJIbHYI0 TOPMOHO3aMECTUTEIBHYIO TepaIlnio, TOITO-
TOBKY K IJIJAHOBBIM XMPYPTHMYECKUM BMEIIATEeIbCTBAM,
MpoUIaKTUKY UH(MEKITMOHHBIX 3200JIeBaHUI, TICUXOCO-
IVAJTBHYIO TIONIEPKKY, MYTEIIECTBUSI, TIPUBEPKEHHOCTh
JIEKapCTBEHHOM Tepaniy 1 HEOOXOOUMOCTh HAOTIONCHUS
crienuaaucTamMu skcreptHoro nentpa JII [2, 7, 44, 121].
IIpumepHo y 35% naunentos c¢ JIAI' pa3BuBaioTcst Tpe-
BOXHBIC COCTOSIHUS, TTAHWYECKUE aTaKd U JeIIPeccus,
KOTOpPBIE TECHO B3aMMOCBSI3aHBI C TSDKECTHIO CHUMITTOMA-
tuku JIAI' 1 orpannyeHreM (puU3NIECKUX BO3ZMOXKHOCTEH
[10, 141]. IMamuenTtam JIAT n uyneHaM MX ceMeit ciemyer
PEKOMEHIOBATh IICUXOJIOTUUYECKYIO TTOMOIIb, aKTUBHOE
y4JacThe B MAIIMEHTCKUX OPTaHM3AIMIX, YTO MOXKET IT0JIO-
KUTETHHO BIMSITh HA amallTalliio B PE3y/IBTaTe KOHCTPYK-
TUBHOI COBMECTHOI paboThl 60JIbHOTO M Bpaya [2, 10].

Du3uyeckasi aKTHBHOCTb W PeadumTanus

PexomeHmyeTcsa okazaHHUE YCIYT IO MEOUIIMHCKOM
peadMIMTAIINY TAlMEHTa ¢ 3a00JIeBaHUSIMHU CepACTHO-
COCYIVCTOI CUCTEMEBI B BUIIC MIPOBEICHUS €XKETHEBHBIX IO~
3UPOBAHHBIX U PETYIMPYEMBIX (PU3MUECKIX HATPY30K TIOI
HaOJTIONCHUEM CITCIIMAIMCTOB SKCIIEPTHOTO IIEHTpa CTa-
OunbHBIM TTaneHTaM JIAIT HU3KOro pucka, mojiydarolum
agexkBatHyI0 JIAI-criermudndeckyro tepammio [2, 7, 10].

EOK IA (YYP C, Y] 5)

Kommenrapun. 3a nociednue 2006l 6 KAUHUYECKUX UC-
C1e008aHUAX NOKA3aHA 3hpexmusHocms npoepamm hu-
3u1eckoll peabuiumayuu, 8KARUYAUWUX AIPOOHbIe Pu-
3uvecKue Haepy3Ku, Cunosvle Hazpy3ku, O0bIXameabHYH
2UMHACMUKY U 2/1eMeHmbl 02U, Ha pabomocnocoOHOCmb
nauuenmos JIAI ¢ docmosephbim yseauuernuem OuCmManyuu
6 TIIIX u VO,peak, nokazameneii kauvecmea xcusuu [142-
144]. Yuacmue 6 mpenupogounvix npoepammax caedyem
npednaeamos cmadbuabHbiM nayuenmam, noayuarouwum JIAI-
cneuu@uuecKkyo mepanur, 8 SKCHePMHbIX YEHMPAx ¢ ONbl-
mom eederuss smoil kameeopuu boavuoix [2, 7, 10]. Kak
npasuno, npoepammsl GU3UHECKol peadbuiumayuu npoeo-
0smcs 8 YCA08UAX CMAUUOHAPA, YMO SBASLEMCS 3a1020M
obezonachocmu. Haunywwue pesyromameor 6viau docmuery-
Mol 8 KAUHUYECKUX UCCAe008AHUSX NPU NPOBEOCHUU MPeHU -
PDOBOUHBIX NPOSPAMM 6 meyenue 2 4acos 6 OeHvb 5 pasz 6 Heo.
npu coHemaHuu aspooHbIX HAePy30K HA 6e103peoMempe Uil
mpeomune Ha 8bIHOCAUBOCHb, CUNOBBIX MPEHUPOBOK C UC-
N0AB308AHUEM MAN020 6eCA U YAPAICHEHULL 045 Jblxamenb-
Hotl myckyaamyput [142]. B npocnexkmuenom PKH nokasa-
HO yayuuieHue noxasamenell 2eMOOUHAMUKU Y NAUUCHMO8
¢ JIAI' u neonepabenvnoii XTIJII 6 éude docmoseproeo
yeeauuenuss CH, cuuncenus cpll/IA u JICC no cpasuenuro
¢ KoHmponavHoil epynnoil [ 144].

B Haweil cmpane npomokoast ¢usuueckoil peabusuma-
yuu o nauuenmog ¢ JIAI naxodsmces ¢ cmaduu paspa-
obomku.

[TauuenTam ¢ JIAI He pekoMeHayeTCsl U30BITOUHAS
¢du3myecKkass aKTUBHOCTh, IIPOBOIIMPYIONIAS BhIPasKeH-
HYIO OIBIIIKY, TOJIOBOKPYKCHHE, CHHKOITE, OO B TPYI-
HOI KJIeTKe, cirabocTh [2, 10, 14, 42, 43].

EOK IIIC (YYP C, VI 5)

KommenTapuu. Yuacmue 6 mpenupogouHvix npoepam-
Mmax npomueonoxaszano nayuenmam c JIAIL ¢ ycarobamu na
boau 6 epyou, npucmynst cepoueduerus, nPecuHKONdabHbl-
MU U CUHKONAAbHBIMU COCIMOSHUAMU HA (PoHe husuyecKkux
Haepy3ok, ¢ cumnmomamu npasoxcenyoouxosoii CH, nedas-
Hell eocnumanu3ayueti uau 00caedo8anuem 6 cesa3u ¢ Kau-
Huueckum yxyouwenuem [143].

InanoBbie XUpPyprudecKue BMemaTeIbCTBa

PexoMmeHmyeTcsT MPOBOOUTh MYJIBTUAMCIUILIMHAP-
HBIII KOHCUJIUYM B COCTaBE Bpada-KapAuoJjora, Bpada-
aHeCTe3MOoJI0ra-peaHnMaToJIoTa, Bpada-Xupypra 3KcC-
MEPTHOTO IIEHTPa M, IPU HEOOXOMMMOCTHU, IPYTUX CIIC-
IUAJUCTOB TP OOCYXICHNU XUPYPTUICCKOTO JICUCHUS,
BBIOOpA TUIIA aHECTE3UU W TICPUOIIePAITMOHHOM TaAKTUKI
BeneHus nauueHToB JIAI A MMHUMM3alUMU PUCKOB
BMemaTesnbeTBa [7, 10]

PKO IC (YYP C, VI 5)

IIpu MIaHOBBIX XMPYPIrUUECKUX BMEIIATEIbCTBAX
clleAyeT OTHaBaTh IPEOMNOYTCHUE PETMOHAPHOI, B T.U.
SMUAYpaIbHON aHecTe3uu, y nauueHToB JIATL nist mpeny-
npeXneHust ocaoxuennit [2, 10, 14].

EOK IIaC (YYP C, V11 5)

[Ipy maHMpOBAaHWU JIFOOOTO XUPYPIUICCKOTO BMeE-
IIaTeNIbCTBA Y ManueHToB ¢ JIAI BO3MOXHO paccMOTpPETh
€T0 BBITIOJIHEHNUE B YCIOBUSX 3KCIIepTHOTO IieHTpa JIT mst
MUHUMM3ALNKT TIEPUOITEPALIMOHHBIX pUCKOB [4, 144].

PKO IIbC (YYP C, VI 5)

Kommenrapun. Xupypeuueckue émeuiamenscmea y nayu-
enmos JIAL ces3ambl ¢ NOBbIUEHHBIM PUCKOM NPABOICENYO0U -
koeoti CH u cmepmuocmu, accouuupoB8anHbvim ¢ mMsicecmoio
3abonesanus [2, 7, 144]. B npocnexmugrom mexncoyHapooHom
peaucmpe, exarouarowem 114 nayuenmos ¢ JIAI, nepenecuiux
Hekapouoxupypeu1eckue U HeaxKyuiepckue emeulamenscmed,
NepuonepauuoHHAas CMepMHOCMb COCIABUAA NPU NAAHOBLIX
u HeomaoxcHvix npouedypax 2% u 15%, coomeéemcmeento
[145]. Hauboavwiue pucku u mpyoHocmu nepuonepayuoH-
HO020 6edeHuUs HAbAOAMC Y NAUUEHMO8 C 6Nepable 8bl-
saenennol JII' Ha momenm onepamusHo2o emeulamenscmea.
Ilo o3moxcHocmu HeoOX00uMo nepenecmu 6pemst GbINOAHe-
HUsL NAAHOB020 XUPYP2UHECK020 6Meulamenscmea U Hanpa-
8UMb NAYUEHMA 8 IKCNePMHbLU YeHmp 0As MUuamenbHo20
o6caedosanus ¢ evinoanenuem YBKC u, npu neobxodumo-
cmu, 8a30peaKmugHO20 mecma, ¢ nocaedyruum noobopom
JIAT-cneyuguueckoit mepanuu [2, 10]. Caedyem ouerumo
2eMOOUHaMU1ecKuil U QYHKUUOHAAbHBII CIamyc nayuexsma,
demanvHo 0bcydums 0bsem onepayuu, aHecmesuoN0U4ecKoe
nocobue, 603MOICHOCMb UCHOAB308AHUS OKCUOA a3oma, uno-
npocma u SKCMpakopnopanbHoil MemOpanHoll OKCueeHauuu
(PKMO). Bce obcnedosarus u onmumuszayuro mepanuu JIAT
JcenamenvHo 8bINOAHUMb He No30Hee Yem 3a 2 Hed. 00 npeo-
nonazaemoeo onepamuernoeo emeuiamenvscmea [144]. Ilpu
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NAGHUPOBAHUU XUPYDEUHECK020 8Meulamenscmea ciedyem
UHPOPMUPOBAMb NAYUEHMA O BO3MONCHbIX NEPUONEPAUUOH-
HbIX DUCKAX, CBA3AHHBIX C XAPAKMEPOM ONepamueHo20 eme-
WamenbCmea u aHecmesu0A02UHecK020 nocodust, 0 603MOIC-
Hom yxyowenuu meyenus JIAI u pucke aemanvroeo ucxooa.
¥V mauuenToB ¢ JIAI' pekoMeHIOBAaHO PacCMOTPETh
IIPOBEICHNE MUHM-JIAIIAPOTOMUYECKOTO TOCTYMA IS
npenynpexaeHus: ociaoxHenui |10, 146].

PKO IIbC (YYP C, V]I 4)

Kommentapuu. YV nayuenmos ¢ JIAI' nanodxcenue nueg-
MONEepUMOHeyMa uau Komnpeccus ouagpazmovi Mo2ym yxyo-
wamo GeHMUAAYUIO N€2KUX U 3HAYUMENbHO YEeauvums
nocmuaepysky I12K ecaedcmeue eunepmonuueckoeo Kpusa
no MKK [144, 146].

IIpodunakTuka uHdekumin

Jlnst mauueHToB ¢ JIAT pekoMeHI0BaHO pacCMOTPETh
BaKIIMHAIINIO TIPOTUB BUPYCA TPUIINA, THEBMOKOKKOBOM
nHpexuun, SARS-CoV-2 misa npenynpexXnaeHUsT Ipo-
rpeccupoBaHUS 3a001eBaHMSI HA (POHE MHTCPKYPPEHT-
Ho¥ MH@ekum [2, 7, 10, 14].

EOK IIaC (YYP C, Y11 5)

Kommentapun. Y nayuenmog ¢ JIAI' nneemonuu Oviau
npuuunoti cmepmu 6 7% cayuaee [2]. Hecmomps na om-
cymcemeue PKU, credyem npoeodums éaxyunayuio npo-
mue eupyca epunna, nneemoxokka, SARS-CoV-2 [2, 7].
Hckarouenue cocmasnsitom nayueumor ¢ Cm3CT u BUY
UHeKyuei, y Komopuix peuieHue 0 aKyuHauuu 00ANCHO
APUHUMAMBCS C Y4emom aKmUEHOCMU OCHO8HO20 3a004e-
BAHUS U NPOBOOUMOU UMMYHOCYNPECCUBHOL Mepanuu.

IIpuBep:KEeHHOCTH Tepanuu

dakTopaMy, BIUSIOIMIMMHI Ha TIPUBEPKEHHOCTD Te-
panuu nauueHToB ¢ JII, aBasgioTcs nemorpaduyeckue
0COOCHHOCTY, KOTHUTUBHBIC HAPYIICHUS, COIYTCTBY-
foIIre 3a00JIeBaHUS, TICUXOJOTUICCKHIT cTaTyC, TTOJIH-
ImparMasnsi, mooouHbIe 3(DMEKTHI JJeKapCTBEHHOI Tepa-
M1, TPAMOTHOCTh B BOIIPOCAaX 3M0POBbS M ITOHNMAaHUE
3agay yieueHus [10, 147, 148]. ITameHTHI JOKHBI OBITH
MHGOPMUPOBAHBI O IEISIX Tepallid, MEeXaHW3Me Ieii-
CTBUSI OCHOBHBIX T'PYIII JIEKAPCTBEHHBIX CPEACTB, Ba-
pHaHTaX JCYCHUS M BO3MOXHEIX ITOOOUYHBIX SIBICHUSX,
a TaKsKe TTOCJICMCTBUSIX HECOOMIONCHUS PEXXMa TepaITii
1 HEOOXOMMMOCTH COOOIIATh JIeUallleMy Bpady O JTIOOBIX
M3MEHEHUSX B JIeKapcTBeHHOM cxeme. Cpenut (pakKTOpoOB,
CBSI3aHHBIX C BPauyoOM, CJICOYEeT YYUTHIBATH OIBIT, 3HA-
HUE peKOMEHIAINA, MyIbTUANCIUTLUIMHAPHBIN TTOIXO;
C CHCTEMOH 3IpaBOOXpPAaHEHUSI — YCJIOBUS PabOTHI, T0-
CTYII K TIperapaTaM U CTOMMOCTD JieueHus [7, 148].

IlyremecTBus

[IpoBeneHNe OKCUTEHOTEpAIIUM IIPU aBHUAIIEpEIIC-
Tax peKOMEHIOBAHO pacCMaTpWBaTh y MalMeHTOB ¢ JIT'
II-1V ®K (BO3) mipu HanpsokeHUH KUCTIOpoaa B apTe-
puanbHoil KpoBu <8 kIla (60 MM PT.CT.) B MOKOE WJIN
IIPY HACBIILIEHUN KPOBU KUCIOPOoAOoM <92% 1o TaHHBIM
ITyJIbCOKCUMETPUH TIPY TBIXaHUU aTMOC(HEPHBIM BO3MIY-
XOM, JIUTSI Tpo(pMIaKTUKK oclioxkHeHwuit [2, 7, 10, 14].

EOK IIaC (YYP C, YJI1 5)

Kommenrtapuu. [loxazano, umo kKpamkogpemeHHas
(MeHee 00HUX CYMOK) HOpmMobapuueckas cunokcemus, KaK
npasuno, Xopoulo NepeHoOCUmcst KAUHU4eckU cmabunbHbMu
nauuenmamu JIAI 6e3 eunoxcemuu na ypogne mops [121,
149]. Ilayuenmam, ucnoav3yrouum Kuciopod, npu aguane-
penemax pekomeHoyemcs npo8ooUmMs UHeANAYUIO KUCAOPO-
da npu PaO, <8 klla (<60 mm pm.cm.) uau SvO, <92%
(6 nokoe npu dvixanuu ammocpeprsim 6030yxom) [2, 7].
Ilockonvky aghgpexmot 8030elicmeus eunokKcemuu om yme-
PeHHoll 00 OnumenvHoil (yacwvi-0nu) npu JIAL usyueno: He-
docmamouHo, credyem peKoMeH008amy nauueHmam usoe-
eamb npebvlearus Ha evicome sviuie 1500 m 6e3 npumererus
uneansuuu Kucaopoda [121]. Ckopocmv nomoka Kucaopoda
2 /MU nosblULGeM KOHUEHMPAUUIO0 KUcaopooa 80 edvixae-
MOM 8030yXe 00 00bIUHbIX 3HAUEHUI Ha YposHe Mops. Y na-
YUeHmog ¢ NoOmpeOHOCIMbI0 OAUMENbHOU OKCUReHOMepanuu
npu asuanepensemax Modxdcem nompe608amocs yseauteHue
ckopocmu nomoka kucaopoda [7, 150]. Ilayuenmam caedy-
em nymeulecmeos8ams Npu HAAUMUU NUCbMEHHOU UHPOpMa-
yuu o Haauyuu JIAI, nposodumoii mepanuu u KOHMAKMHOU
uHgopmayuu o dbauxcaliuiem K mMecmy HaxoxncoeHus yeHmpe
JIT [2, 7, 10].

3.2. MepuKkamMeHTO3HOE fleuyeHune

JlexapcTBeHHas Tepanus y nauueHToB ¢ JII' Bkiatoua-
€T CpelcTBa IMoAepKUBalolleil Tepanuu (opajbHbIEe aH-
TrKOAryiIstHTH (ATX aHTUTpOMOOTHYECKHE CPENCTBa),
IUYPETUKU, CEPACUYHBIC TIMKO3UIbI, OKCUTCHOTEPATITHS)
n JIAT -cnetmduueckue npenapatel — BKK, antaronmc-
TH pellenTopoB 3HOoTennHA (ATX aHTUTUTIEPTECH3UB-
HBle cpencTBa g JedeHus JIATL, ADP), nHrubuTopsl
dbochommacrepasnr Tuma 5 (MDOIAD-5) (ATX mpemapatsl
IJIS1 IEYEHUS SPEKTWIbHON OUCOHOYHKIINYA, UHTUOUTOPBI
N®DOD-5), cTUMYIITOPH pacCTBOPUMOI TyYaHUJIATIIM -
kia3sl (pI'll) (ATX aHTUTUIIEpTEH3UBHBIC CPEICTBA IUIS
neuenus JIAL, ctumynsropsr pI'll), Aramorn ITI —
npoctaHonnbl (ATX AHTHarperaHTBI KpoMe TellapuHa),
aroHucThl petentopoB [T (ATX AHTHarperaHTbl KpoMme
remapuHa) [2, 7, 10, 14].

3.2.1. NoppepxuBaiowas Tepanus

Bnusinue nonnepxuBaromieit repanuu JIAI Ha BbIKU-
BaeMOCTh MaleHToB He n3ydanoch B PKM. OnHako B py-
TUHHOM TIpaKTUKe TToKa3aHa 3(P(PeKTUBHOCTh OKCUTCHO-
Tepanuy TIPU COITYTCTBYIOIICH ITaTOJIOTUU JICTKUX WU
WHTCPKYPPEHTHBIX 3a00JIEBAaHUX, BINSHUC TUYPETUKOB
Ha CUMIITOMBI TipaBoxenynoukoBoit CH [2, 15, 41, 121].

AHTHKOATYJISIHTBI ¥ JIe3arperantbl

Y nmauuenrtoB ¢ UJIAT, HJIAT, JIAT npu npueme Jie-
KapCTBEHHBIX IIpeIrapaToB BO3MOXHO pacCMOTPETh Ha-
3HAYEHUE OpaJIbHbIX aHTUKOATYJISIHTOB (ATX aHTUTpOM-
OOTUYECKHE CPEACTBA) IJIsI TIPOMUIAKTAKI TPOMOOTH-
YyeCcKUX OCJIOXHeHwuit [2, 7, 55, 151-154].

EOK IIbC (YYP B, VIJ 2)

Kommenrapun. Ob6ocHosanuem 0451 HA3HAYEHUs. AHMU-
Koaeynaumuoi mepanuu npu JIAI seunocw viseaenue opea-
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HU308aHHbIX MPom00308 in situ 6 meakux JIA 6 eucmonamo-
noeuueckux oopasuax neekux nayuenmos ¢ UJIAL [44, 151].
IIpu JIAT-BIIC sviseasiomess mpomo03bl aHespusm cmeona
u eemeeil JIA [40, 113, 152]. Y nayuenmos JIAI onucarv:
HapyweHus ceepmuléaiowjell U GuopUHOAUMUHECKOll cucme-
Mbl, UMO C8UOeMeNbCMEYem 0 NPOKOAYAHMHOM COCHOS -
Huu [2, 42].

Jlannvie PKH no usyuenuro anmuxoazynisHmHou me-
panuu npu JIAI omcymcmeayrom. Jlea memaanaausa no-
Kazanu, 4ymo npuem aHmuKoazyasiHmos MoJcem YAy4ulums
soicueaemocms nayuenmos ¢ UJIAI [153, 154]. Ilo daw-
HbIM POCCUIICK020 pecucmpa, aHMUKOa2yAsHmMHAas mepanus
naznauaemes 61,5% ooavnoim JIAL, eéxnouas eapgapun™*
(51,6%), nuskomonexynaspuoie eenapunvt (ATX epynna ee-
napuna) (5,9%) u npsmoie OpanbHble AHMUKOALYASHMbL
(ATX npsimote uneubumopvl mpomouHa, npsmole UHSUOUMO-
pot paxmopa Xa) (4,2%) [46].

VY maumenToB JIAT, acconnupoBanHoii ¢ Ct3CT,
BO3MOXHO PacCMOTPETh Ha3HAYeHUe aHTUTPOMOOTUYE-
CKUX CPEICTB B MHAWBUIYATHHOM TOPSIIKE TIPY HATMYUY
CKJIOHHOCTH K TpoMboduauu [2, 10, 14, 129].

EOK/PKO IIbC (YYP C, V1] 4)

Kommenrtapun. /Jlannbie pecucmpoé u memaaHaniu3os
noKazaau, Ymo HAa3HaseHue opaibHbiX AHMUKOA2YAsSHMO8
npu JIAI, ceszannoii ¢ CCI, cés3ano ¢ puckom Kpogome-
venuil [7, 42, 125].

He pexoMeHayeTcsi pyTUHHOE Ha3HAuYeHWE aHTU-
TpoMOOTHYeCKUX cpeAcTB nanueHTaM ¢ moptolll u JIAT,
acconuupoBanHoii BUY-undekuueii [2, 7, 10, 14].

EOK IIIC (YYP C, Y11 5)

Kommentapun. V nayuenmos ¢ nopmolll wacmo 6via6-
ASIeMCsl 2UNOKOGRYASAUUSL 30 CHem HapyueHus cunmesa/oeepa-
dauuu ghaxkmopos ceepmoiéarus u mpomobouumonenuu [42,
44]. Y nauyuenmog c yuppo3om nevweHu UCMOYHUKOM KPOBO-
meueHuss Mo2ym Oblmb paculupenHble 6eHbl NUWee00a U ee-
MoppoudanvHvle 8eHbl. DpghexmusrHocms u 6e30nacHOCMb
COBMECMHO020 HA3HAYEHUsI AHMUMPOMOOMUUECKUX cpedcme
U NPOMUBOBUPYCHBIX NPENApPamos8 CUCMEMHO20 0ellCmeus
mano usy4ersvt y nayuenmos ¢ BU9-ungexyuei [10].

He pexomenmyeTcss aHTUKOATYISTHTHAST Teparust aH-
taronuctamu ButamuHa K (ABK) mauuenrtam c JIAT,
accortuupoBanHoit ¢ BIIC, mpu oTcyTcTBUU IPYTUX TO-
Kasanwuii [2, 10, 43].

EOK IIIC (YYP C, Y11 3)

Kommenrtapuu. PKH no npumenenuro aHmumpomoo-
muueckux cpedcme y navuenmos ¢ JIAI-BIIC omcymcmay-
tom. Ilpuem anmukoacyissHmHoOU mepanuu c8s3aH ¢ No-
BblUEHHbIM PUCKOM KpogomeueHus: y nauuenmos ¢ BIIC
OMMeuaromces HapyuleHus: cunmesa/oeepadauuu GaKmopos
ceepmoléanusi u mpomboyumonernus. Y nayuenmos ¢ BIIC
UCMOYHUKOM KPOGOMeUeHUs: MO2Yym Oblmb pAculUpeHHble
oponxuanvhvle apmepuu. Hasnauenue anmumpombomuue-
CKUX cpedcmeé He 0KA3bleano CYulecm@enH020 GAUSHUS HA
8bIIICUBACMOCIb NAYUEHMO8 C CUHOPOMOM DilzeHMeHeepa
[43, 155]. Haszunauenue anmumpombomuueckux cpedcme
MOJICem paccmampueamscsi NpU HaAuduy apmepuanbHoix/

BEHO3HBIX MPOMO0308, ubpurrsyuu/mpenemanus npeo-
cepduii, npasoxceaydouxosoit CH [2, 152, 153].

He pexomenmyercss Ha3HaUEHUE TIPSIMBIX WHTUOUTO-
pPOB TpOMOMHA, TIPIMBIX MHTMOUTOPOB (pakTopa Xa ma-
ueHTtam ¢ JIAT, umerommm GuOpUIISLIMIO IPEACepAniA,
B CBSI3U C OTCYTCTBUEM TOATBEPXKACHUS NX (PDexTrn-
HoctH [2, 10, 14].

PKO IIIC (YYP C, V]I 5)

He pexoMeHayeTcsi Ha3HAUeHUE aHTUATPETAHTOB,
Kpome remnapuHa, namueHtam ¢ JIAI nmpu oTcyrcTBuUmM
JOTIOJTHUTETbHBIX TMOKA3aHWN B CBSI3U C OTCYTCTBUEM
noaTBepxaeHus ux adpdexkrtusHoctu [10, 14, 39].

PKO IIIC (YYP C, VI 5)

JuypeTuku

IMammenTtam ¢ JII' pekoMeHIyeTcs Tepanus "TIeTIeBHI-
MU" TUYpEeTUKAMU TIPU 3a7ePKKe KUIKOCTU WIN KINHU-
YeCKUX MPOSIBIIEHNUSIX OTeYHOro cuHapoma [2, 7, 10, 14].

EOK IC (YYP C, VI 5)

Kommentapun. /Ipagoxuceaydouxosas CH cesazana c 3a-
depaickoil HcudKocmu, CHUdNCeHUeM NOYeHH020 KPOBOMOKA
u akmugayuell peHuH-aneUuomeH3uH-aib00CmepoHoB8oLl Cu-
cmemvut [38, 44]. PKHU no npumenenuro duypemuxos y na-
yuenmos JIAI omcymemeyrom, 00HAKO KAUHUHECKULl ONbLM
nOKa3bl6aem omuemaugoe yaydiulenue CUMRMOMAmuKy npu
HasHayeHuu "nemaegvix” uUypemuKoe nauyueHmam ¢ 3a-
cmotinoit CH. Ilenecoobpasno couemanue "nemaeswvix” ou-
ypemurxos (Qypocemud™**, mopacemud) ¢ aHmazonucmamu
anvdocmepona (cnupoHoNaKkmon™*, InnepeHon), npu Gol-
PANCEHHOM 3acmoe — ¢ uHeubumopamu Kapooaneuopasol
(auemoszonamud™**) [14, 151, 156]. Y nayuenmos, noay-
YaowuM mepanuro OUypemukamil, credyem pecyasapHo ocy-
Wecmensimo uamepenue mMaccsl meaa u onpedenerue 00sema
Mouu, uccaedosanue apmepuanrbHo20 0aéaenus, ucciedo-
8anue ypoGHs KPeamuHuHa 8 Kposu, Uucciedos8anue ypoeHs
Hampusl 8 Kposu, Ucciedoganue yposHs Kaus 8 Kpogu, Uc-
cnedoganue ypogHs Xaopudos 6 kposu. B ycirosusx ewipa-
HCEHHOU CUCMEMHOU 2UNOMOHUU U AHACAPKU 1eAeco00pasHo
8sedenue hypocemuda™* eHympuseHHo KaneabHo NOO KOH-
mpoaem apmepuanbHo2o 0asaeHus, YeHMpaibHO20 8EHO3HO-
20 daenenus u nouacosoeo ouypesa. llpu naruvuu nokasa-
HULL Modcem 00cyscdamucsi Ha3HaveHue 8a3onpeccopos nod
KOHmMpoAem 2eMOOUHAMUKU 8 YCA0BUSX PEAHUMAYUOHHO20
omadeneHus.

Okcurenorepanusi

PexomeHmyeTcst MPOBOMUTH OKCUTEHOTEPATTUIO TIAIT-
eHtaM ¢ JIAI 1ipu CTOMKOM CHUXXKEHUM IapLUaIbHOTO
JaBjaeHus Kuciaopona B KpoBu <8 kIla (<60 MM pT.CT.)
WJIU TIPY HACBIICHUU KPOBU KHUCIOpOnoM <92% B IoKoe
MpY IBIXaHUM aTMochepHBIM Bo3myxoM [2, 7, 42, 121].

EOK IC (YYP CA, V11 5)

Kommenrtapuu. Oxcueenomepanusi cnocoocmeyem cHu-
aceruro JICC, yeeauuenuro CH u yayuwenuro nepeHocumo-
cmu ¢husuueckux Haepy3ok y nayuenmos JIAIL, oornako do-
cmogepHble OaHHble 0 NOAOICUMENbHOM BAUSHUU HA MeYeHue
3aboneeanus omcymcmeyom. boavuwuncmeo nayuenmos
JIAT npu omcymcemaeuu ompsimozo 08aabH020 OKHA, 3a UC-
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Karouenuem cayuaes BIIC u necouno-cucmemHoix ulynmoas,
UmMerom Ae2Kylo Cmenenb apmepuanbHoll 2UnoKcemuu 6 no-
Koe. Y nauuenmog ¢ cuHopomom Diizenmeneepa OnumenbHas
OKCU2eHOmepanus He 6AUsiem HA eCMeCmeeHHoe meveHue
JIAIL. Tunokcemus modxcem Obimb 00yCA08A€HA CONYMCMBY-
rowell namosnoeueil neekux, Aevenue Komopoii 8 couemanuil
¢ oKcueenomepanueil 0641a20NPUSMHO 6AUsIeM HA MedeHUe
U NepeHoCUMocme husuvecKux Haepy3ok y navuenmog JIAI
Hasznauenue okxcueenomepanuu modxicem paccmampugamscs
0151 yAyMUleHUsl CUMRIMOMAMUKU U YMeHbUleHUs decamypa-
yuu npu Qusuueckoi Haepyske [2, 7, 151]. Hounyro okcuee-
Homepanuio caredyem npoeooums NAyUeHmam ¢ decamypa-
yueit 6o epems cua <90% [121].

CepaeuHbie NIMKO3WIbI M IPYTHE CEPAEYHO-COCYIUCTDIE
npenapathl (ATX npenapatbl 1S JedeHns 3a001eBaHMii
cep/ua)

PexoMenmyetcs Ha3HaUeHME TUTOKCUHA** TTaliueH-
taM ¢ JIT' 11 KOHTPOJIST YacTOThI CEPAEYHBIX COKpaIlie-
Huit ipyu pubpmwuisuun npencepauii [2, 10, 14, 151].

EOK IB (YYP C, VI 5)

Kommenrtapun. I¢gpexmuenocms dueokcuna™* y 60ao-
noix JIAI nokazana ¢ omkpbimuix HEpaHOOMU3UPOBAHHBIX
uccaedosanusx. Eeo naznauenue noseonsiem 3amedaums
Jcenydoukosuiii pumm y nayuenmos JIAI ¢ maxucucmonu-
ueckoll ghopmoil ubpunnsyuu npedcepouii [7, 44].

He pexomMenmyetcst Ha3HauyaTh MHTUOUTOPHI aHTUO-
TEH3WHIIpeBpalainero hbepMeHTa, aHTaTOHUCTHI pe-
HentopoB aHruoreHsmHa lI, Bajmcapran+cakyOuTpu,
WHTUOUTOPHI HATPUI3aBUCUMOTO TIEPEHOCYNKA TITIOKO-
361 2 TUIIa, OeTa-aApeHOOJOKATOPHI, MBaOpaguH** mis
nedenns manueHToB JIATL [2, 7, 12, 44].

EOK IIIC (YYP C, Y1 5)

Kommenrapuu. B nacmoswee épems omcymcmeyom
ybedumenvHvle danHble 0 Noab3e U O€30NACHOCMU Bblllie-
nepevucieHHbIX KAaccog npenapamog y nayuenmog ¢ JIAIL
Hasznauenue paccmampueaemcsi 6 coomeemcmeuu ¢ noKa-
3AHUSMYU NPU HAAUMUU CONYMCMBYIOUWel Namoaoeuu ¢ yye-
mom 603moxucHo2o chuxcenus CB ecaedcmeue eunomonuu
u bpaduxapouu.

AHemusi U xejie301e()UIIMTHOE COCTOSTHHE

PexomeHnnyercst mpoBOAUTH KOPPEKIUIO neduiinTa
JKenesa U JjedeHre aHeMmuu y namuveHToB ¢ JIT most mpo-
$UMIaKTUKK TIporpeccupoBaHus 3aboneBanud [2, 7, 10].

EOK IC (YYP C, V1] 5)

[Mpu oTcyTCTBUM aHEeMUU PEKOMEHIOBAHO PACCMOT-
peTh Koppekiuio aedunurta xenaesa y naueHToB JIATL [7].

EOK IIaC (YVYP C, Y11 5)

Kommenrapun. Y nayuenmog c JIAI degpuyum sncenesa ac-
coyuupyemcsi ¢ HapyuieHuem QYHKyuU mMuokapoa, nogluieH-
HbIM PUCKOM KAUHUMECKO020 YXYOUleHUs: U CMEePMHOCMU He3a8U-
cumo om msycecmu anemuu [ 7, 10]. Hegpuyum xncenesa ycma-
HaeAueaemcs Npu yposHe cbleopomouro2o geppumuna <100
mre/n uau 100-299 mie/n npu HacvlujeHuu mpanceppuna
<20%. XKeaezodeduyummnie cocmosinus eviseasiomes y 43%
navyuenmos ¢ UJIAIL, 46% nayuenmos ¢ JIAIL, accoyuuposan-
noti ¢ CCJI, y 56% nayuenmog ¢ cunopomom Jiizenmerneepa

[7, 155]. Y ecex nayuenmos JIAI' pexomendyemcs npoeodums
PeYISIPHbLI MOHUMOPUHE COCMOsIHUSL Jicene3a (Ucciedosanue
VPOBHS Jicene3a Cbl8OPOMKU KPOBU, Ucciedosanue yposhs gep-
PUMUHA 8 KPOBU, UCCAe008aHUe HACBIUEHUs MPAHChepputa
acenezom). PKU no cpasnenuro sghghpexmusrocmu nepopans-
HbIX U HYMPUBEHHBIX (POPM NPenapamos icenesa y nayueH-
moe ¢ JIAI omcymemayrom. DgghekmusHocms npenapamos,
codepacauux nceneza (ATX BO3A) mooxcem bbimb CHUdICCHA
vy nauuenmos ¢ JIAI' [157, 158].

Jist ipoUIaKTUKY KITMHUYECKOTO YXYIIIIEHUS Y T1a-
nueHToB ¢ JIAI mpu pasButuu GUOpWUISIIUU TIpeacep-
JIUIA CIIeNyeT pacCMOTPETh CTPATeTUI0O KOHTPOJISI PUTMa
C TIPOBENEHUEM HAPYXXHOU 3JIEKTPUIECKON KapauoBep-
cnu (DepUOPMIIIALINS) W TTOCIECAYIOIIMM Ha3HAYCHUEM
amuomapoHa** [7, 10].

PKO IIaC (YYP C, Y11 5)

Kommentapun. YV nayuenmos c JIAI npeobaadarom nao-
Jcenydoukosvle maxuapummuu u QuOpUIIAUUS npedcepoull
[2]. Pazeumue ubpusrsyuu/mpenemarus npeocepoui
npugooUm K KAUHUYECKOMY YXyOuleHuro, paszgumuro u de-
Komnencayuu npagodxcenaydouxosoii CH, accouyuupoeano
¢ ygeauuenuem pucka cmepmuocmu. Boccmanognrenue cu-
HYC08020 pumma cnocoocmeyem YAyHuleHur0 KAUHU4ecKko2o
cocmosHus, chudxcenuro yposus NT-proBNP u yayuwenuio
svicusaemocmu nayuenmos ¢ JIAL [7]. Memoder 6oc-
CMAHO0BACHUSI CUHYCO8020 PUMMA 3A8UCAM OM XaApakmepa
HapyuwleHuii pumma U KAUHUHECKO20 COCMOAHUSL 00AbHO-
20. Y nayueumos ¢ mpenemawnuem npedcepouii ciredyem
paccmompems GblHOAHEHUE PAOUOHACMOMHOU abAsyuU
apumMOReHHbIX 30H KAGOMPUKYCAUOAAbHO20 UCMMYCA UAU
Modudukayuu ampuoseHmpuKyasipHo20 coeouHeHus npu
NApoOKCUMAaNbHOU PeyUnpoKHOU ampuo8eHmpUKyIspHOl
V310800 maxukapouu. Y nayuenmos c gubpuirsyueil npeo-
cepouii npu JIT paduouacmomuas abaayus 1e204HbIX 6eH He
svinoausiemes. Ilpu necmabunvHoll eemoOuHaMuKe nPoGo-
dsamces ceepxuacmas CuMyAsyus, d1eKmpudeckas U meou-
Kamenmosnas kapouosepcus. Ilocae ycnewnoii paduouac-
MomHOI abaayuu apummo2eHHblX 30H NayUueHmbl 00bIYHO
He HYxuc0aromcesi 6 aHMUAPUMMUYECKOl mepanuu, Npu Gul-
Oope Opyeux memooo8 80CCIMAHOBACHUSI CUHYCO8020 PUMMA
Haznauaemcs amuodapon™* [151, 159]. Ilpu neo3modc-
HOCMU 80CCMAHOBACHUSI CUHYCO8020 PUMMA NPUMEHSIeMCs
PUMM-Ypedcaruyas mepanusi.

3.2.2. Cneuuduyeckasa Tepanus

CoBpemenHas JIAI-crienmmdpnyeckas Teparms BKITIO-
vaeT BKK mns neuenuns namuentos UJIAT, HJIAT, JIAT
BCJICICTBHE TIpHieMa JIEKapCTBEHHBIX ITPeNapaToB/TOK-
CHHOB TIpY HAJIMYKNH TTOJIOKUTEIHHOTO Ba30PEaKTUBHOTO
TecTa; IMPH OTPULIATEILHOM TECTe Ha Ba30PEaKTUBHOCTH
WU y MauueHToB ¢ apyrumu popmamu JIAI ipumeHsi-
FOTCSI TISITh KJIACCOB JIEKAPCTBEHHBIX ITpETIapaToB IaTO-
TEHETUYECKOTO MEUCTBUSI, MOKa3aBIIMX 3(PPEeKTUBHOCTD
n 0e3ormacHoCTh — ADP, ®JID-5, ctumynarops pI'Ll,
agamoru I11 (mpoctanomnmsr) (ATX, AHTHArperaHThbl
KpoMe rermapuHa) aroHucTH perenTtopos I1L [7, 10, 14].
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KNMHWYECKME PEKOMEHZALNN

3.2.2.1. BKK

Pexomennyercss HazHaueHue bKK — mpousBogHbIX
auruaponupunvHa win #aunruazema 240-360 mr/cyr.
st neueHus nauueHtoB WAL, HJIATL, JIAT npu nipu-
eMe JIeKapCTBEHHBIX ITPeIrapaToB P HATUIUU TTOJIOXKH-
TeJIbHOTO Ba3opeaKTUBHOTO TecTa [2, 7, 10, 14].

EOK IC (YYP C, V]I 5)

Kommentapuu. Tepanus BKK npodemoncmpuposa-
aa aghpexkmuenocms 6 HebOALUION NOOSpYNNe NAUUEHMO8
¢ JIAI — HJIAL, HJIAT u JIAI, accouuuposartoii ¢ npuemom
NeKaAPCMBEHHbIX NPenapamos, UMEHOUUX NOA0NCUMENbHBLI 6a-
30pPeaKmuGHbILL mecm npu Omcymcmeull 18AeHUN npagoiceny-
douxoeoti CH [115]. Beibop BKK 3asucum om ucxo0dHoil uac-
MOMbL CepOeUHbIX COKPAUICHUI: NPU CKAOHHOCMU K CUHYCOBOUL
maxukapouu caedyem HazHavamo Houamuazem 240-360 me,
NpuU HOPMAABHOLL Yacmome cepOeuHbIX COKpaujenuti — Hamno-
Oounur 10-15 me unu #rugpedunun 120-240 me [14]. Tepanuro
BKK nauunarom ¢ MUuHUManbHoi 003UpO8KU ¢ NOCMENneH-
HbIM MUMpPosaruem 003bl 00 MAKCUMAAbHOU NOO KOHMpoaem
apmepuanvrozo dasaeHusi u nepesocumocmu (mabn. A3.1,
IIpunoxcenue A3). Ilpu Heeo3ModNCHOCU HA3HAUEHUS! BbICO-
xux dozvt BKK caedyem paccmompems Hezameonumenvroe
npucoedunerue dpyeux JIAI-cneyuguueckux npenapamos [14].

He pexomMeHmyeTcss Ha3HAYaTh TepaITio BeparaMu-
mom** mmanmenTaMm ¢ JIAI B ¢BSI3M ¢ OTpUIATEIbHBIM
WHOTPOIHBIM 3 dextom [2, 10, 14, 42].

EOK IIIC (YYP C, Y11 5)

He pexomenayercsa Ha3zHauaTh BKK mammenTam
¢ UIIAT, HJIAT, JIAT npu nipueme JieKapCTBEHHBIX IIpe-
ImapaToB IIPW OTPUIIATEIBHOM Ba30pEaKTMBHOM TECTE
I HEBO3MOXHOCTH eTo mpoBeneHus [2, 10, 14].

EOK IIIC (YYP C, Y11 5)

He pexomennyetcs HazHaueHue BKK mns neyenus
MaIMeHTOB ¢ acCCOMUPOBAaHHBIMU dopmamu JIAT tipu
OTCYTCTBUM ITOKa3aHMWII K Ha3HAYCHUIO 3TOTO Kjacca
npermapatoB [7, 10, 14].

EOK IIIC (YYP C, Y11 5)

Pexomennyercst nponoykuth Tepanuio bKK B Beico-
kux go3ax y nmauueHTtoB UJIAT, HJIAT, JIAT nipu nipueme
JIEKapCTBEHHBIX TIPEMApaToOB MPU JOCTUKEHUN OJIM3KUX
K HOPMaJIbHBIM 3HAYCHUI IMOKa3aTeIeii TeMOTMHAMUKI
(cpdJIA <30 mm pr.cT. 1 JICC <4 en. Byma) mo maHHBIM
YBKC u I-1I1 ®K (BO3) [7].

EOK IC (YYP C, VI 5)

* YV IamueHTOB C TOJIOXKUTEIHLHBIM Ba30peaKTUB-
HbIM TecToM, noaydamimux bKK mpu HemocTmkeHumn
OJIM3KUX K HOPMAaJIbHBIM 3HAUCHUI ITOKa3aTeNneil TeMo-
mrnHamukn (cpdJIA <30 mMm pr.ct. u JICC <4 en. Bymna)
o manHeIM YBKC, coxpanennu I11-1V @K (BO3) cie-
IYEeT PacCMOTPETh BOIIPOC O MPOMOKCHUM JICUCHUS
BKK coBmectHO ¢ ADP, ctumynstopom pI'll, UDIAD-5,
IIpocTaHOMAaMu, aroHucToM penentopoB ITI (ATX
AHTHarperaHTel KpoMe TermapuHa) [7, 10, 14].

EOK ITaC (YYP C, Y] 5)

Kommenrtapuu. Yepes 3-4 mec. nocae nauara mepa-
nuu BKK nayuenmor ¢ noaojcumenvHuiM 8a30peaKmueHbiM

mMecmoMm 00ANCHbL OOCIUSHY b BbIUEYKA3AHHbIX NOKA3ame-
aei eemodunamuru no dawnoim YBKC npu I-11 @K (BO3)
[7]. Hayuenmot ¢ doaeocpounoii agppexmusnocmoro BKK
ecmpenaromcs KpaiiHe peoxko u mpebyrom muameabHoco Ha-
04100€eHUs1 0151 CBOEBPEMEHHOU ICKANAYUY MEPanuU 3a cHem
npucoedunenus dpyeux npenapamoe JIAI'-cneyugpuueckoii
mepanuu [14].

3.2.2.2. ASP

OT-1 — menTun 3HIOTEINAIBHOTO TTPOUCXOXKICHMS,
BBI3BIBAIONINIT BAa30KOHCTPUKIWIO U MPOIUDEpaIINIo
IIAIKOMBIIIICYHBIX KIIETOK COCYIMCTOM CTEHKM, aKTHBa-
LU0 CHHTE3a OeIKOB BHEKJIETOUHOTO MaTpuKca (rOpo-
OJTacTaMM TIpH CBSI3BIBAHMM ¢ perierrropamu tira A (OTA)
[160]. BosneiictBne DT-1 Ha peuernropsl Thma B sHpore-
JIMAJTbHBIX KJIETOK 3a CYET YCUJICHUS KIIMPEHCa B JISTKUX
¥ mocpencTBoM yBenmdeHust nponykuy NO u ITL ctu-
MyJIMpYyeT Ba3ommiaTaiiio. B HacTosIee BpeMs JoKa3aHo,
yTO KJIMHN4YecKast apdexrnBHOCTE ADP npn celeKTMBHOIM
onokane DTA-pelienTopoB WM HECeIeKTUBHOM OJIOKa-
IIe PEICIITOPOB 00OMX TUIIOB SIBIISICTCSI COTIOCTABMMOIA,
a pa3IIMs OIPEAeISTIOTCS (papMaKOKMHETIIECKIMHK OCO-
oenHocTsaMu npenaparos [2, 10, 14, 161]. B Poccuiickoit
Deneparynm mtst nedenust JIAI onodpensl Tpu ADP: cenexk-
TUBHBINA aHTaroHUCT DTA-pelenTopoB aMOpU3eHTaH**,
HecelneKTuBHBIe ADP 603eHTan™* 1 ManureHTan** (TadI.
A3.1, Ilpmnoxenne A3) [10]. PekoMeHmyeTcs exkeMecsTIHOe
olpene/icHNe aKTUBHOCTU acIlapTaTaMUHOTpaHC(epassl
¥ aJJaHMHAMHWHOTpaHchepa3bl B KPOBU Ha (pOoHE TIpreMa
ADP (ATX AHTUTUIICpTCH3UBHBIC CPEICTBA IS JICUCHUS
JIAT) [2, 10, 14, 160].

PKO IB (YYP C, VI 5)

PexoMenmyeTcst mcciieqoBaHne YpoOBHSI OOIIETO Te-
Moro0uHa B KpoBU y nanueHToB ¢ JIAIL, monydaromumx
ADP [2, 161].

PKO IB (YYP B, V1] 2)

Kommenrapun. /[o nauana neuenus u 6 xode dunamuue-
CK020 HAOAO0eHUs PeKOMEeHOYemcs ecemecsiuHoe onpeoe-
JNeHue aKMmueHOCMU AcnapmamamuHompancgepassvt u aia-
HUHAMUHOMPAHCHepasvl 8 KPosu ¢ Y4emom PUCKa eenamo-
moKcuyHocmu u 0bueeo (KAUHUYecK020) aHaiusa Kposu
8 C8A3U C BEPOSMHOCHIbIO CHUMICCHUS YPOBHS 2eM02100UHA.

PexoMennyercst agekBaTHasT KOHTpALCIIIUS Y BCEX
nauueHToK ¢ JIAT, momygarommux ADP [2, 7, 10, 14].

PKO IB (YYP C, VI 5)

KommenTtapuu. ADP obaadarom mepamoeentvim Oeli-
cmeuem u npomu8onoOKasanvl 80 8pems bepemenHocmu [2,
10]. Ilpu nasnavenuu 603enmana™* Heobxo0umo npumene-
Hue 0B0UHOL KOHMPAUEeNnUUl 8 C8513U C MENCAEKAPCMBEHHbIM
83aumodelicmeuem npenapama ¢ 20PMOHANbHbIMU KOHMPA -
yenmueamu cucmemroeo oeiicmeusi [ 7, 14].

AmMOpuseHTan** — Hecyab(GOHAMUIHBIN CEICKTUB-
HBIT aHTaroHucT DTA-pelenTopoB B ABYX INIalebo0-
koHTposmpyeMbix PKM ARIES-1 u ARIES-2 nokazan
a(pdexTuBHOCTD y TTanieHTOB JIAI' B OTHOIIEHNM CUM-
TITOMOB, YIYUIICHUS IEPESHOCUMOCTU (hM3MIECKOIT Ha-
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TPY3KM ¥ TTapaMETPOB TeMOAVNHAMUKH, YBEIIMUYECHUS Bpe-
MEHM 10 KJIIMHWYecKoro yxymmenus [44, 161]. B PKU
moaTBepXaeHa 3P (GeKTUBHOCTD Iperapara y ImalneH-
toB ¢ WUJIAT, HJIAT, JIAT, acconuupoBannoii ¢ Ct3CT,
nmetomux 1I-11T @K (BO3). IIpu HazHAaYCHUN aMOpH-
3eHTaHa** B cyTOYHOI no3e 5 m 10 Mr oTMeYanoch yBe-
JIMYCHUE YaCTOTHI ePU(PEPUICCKIX OTCKOB TP HU3KOM
BEPOSITHOCTU TIOBBIIIICHHUS YPOBHS IIEUCHOUYHBIX TPaHC-
amuHa3 (0,8-3%) [7, 160, 161].

PexoMeHmoBaHO Ha3HaueHUE aMOpU3eHTaHa™* ma-
uueHTtam JIAT gng yaydineHus IepeHOCUMOCTU hu-
3MYECKOUM HATrpy3KU M 3aMEIUICHUS IIPOrPECCUPOBAHMS
KIIMHUYECKUX cuMNTOMOB [2, 10, 14].

EOK IA (YVYP C, YI/J 5) nna nanuentos I1-1IT @K

EOK IIbC (YYP C, VI 5) nna nanuenTos IV @K

Bo3enran** — HeceleKTUBHBIN ADP, GIoKMpyIommit
penenTophl HAOTeIMHA THIIOB A 1 B, mokasain yiyudiire-
HHE TepeHocnMocTH (pusmdeckoil Harpy3ku, @K (BO3),
ImoKazaTesicii TeMOIMHAMKMKY 1 YBEJIMYCHIE BPEMEHU JIO
KnnHn4Yeckoro yxynmenus B mectn PKM (Study-351,
BREATHE-1, BREATHE-2, BREATHE-5, EARLY,
COMPASS-2) y mattmerros ¢ MJIAT, JIAT-Ct3CT, cun-
IpoMoM DiisenMenrepa [2, 14, 162]. bozeHtan** y B3poc-
JIBIX Ha3HA4aeTcs B 1o3e 62,5 Mr 2 pa3a/CyT. ¢ HOCIEIyIo-
M YBEIIMICHUEM J036I 10 125 Mr 2 pa3a/cyT. uepes 4 Hel.
ITocjie KOHTPOJIS JTaOOPaTOPHBIX TecToB. Jlo303aBucMOe
MTOBBIIIICHNE AaKTUBHOCTU TIEYCHOUYHBIX TpaHCAMUHA3 MO-
KeT Habmomatbes y 10% manneHToB (0OpaTUMOE I10CIIe
CHIDKCHUS TO3BI WJIY TIPEKPAIICHMS JICUCHHSI ), 9TO TpeOyeT
TIIATEJTLHOTO €KEeMECSIHOTO KOHTPOJIS TTIEYCHOUHBIX TeC-
TOB — OIIpeelicHIe aKTUBHOCTH acliapTaTaMIHOTpaHCche-
passl 1 aJlaHMHaMuHOTpaHcdepasbl B Kposu [163]. B ka-
YyecTBe HambOoJjiee BEpPOSITHOTO MEXaHM3Ma ITOBBIIICHMS
YPOBHS TICUCHOYHBIX (PEPMEHTOB PacCMaTPUBAIOT MHIH-
OMpoBaHMWe TpaHCIOpTa XeJYHbIX coseit [164]. Ha ¢one
mprieMa 003eHTaHa** MOXET CHIDKATBCS YPOBEHB T€MOIIIO-
O1HAa, pa3BUBAIOTCS TIeprhEePUISCKIEC OTCKI.

CrenyeT yYMTHIBATh IMMPOKUI CIIEKTP MeEXIIeKap-
CTBCHHBIX B3aMMOICIHCTBUI O003eHTaHa™™ ¢ mpemapara-
MM, KOTOPEIC META0OIM3UPYIOTCS B TIEUYCHU C YIaCTHUEM
cuctembl nuroxpoMoB CYP3A4 n CYP2C9. Ha done
npuema 6o3eHTaHa** cHIXKaeTcd 3P PEeKTUBHOCTDL TOp-
MOHAJIBHBIX KOHTPAICITUBOB CUCTEMHOIO NEeHCTBUS,
YTO TpeOyeT MpUMEHEHUSI TBOMHBIX METOIOB KOHTpa-
nermuu, u BapdapuHa**. CoBMecTHOE MCITOIb30BaHNUE
0o3eHTaHA** M cuImeHadWIa IPUBOAUT K CHIKCHUIO
KOHIEHTpaluu mnociaenHero Ha 50% c¢ yBennuyeHUEM
KOHIIeHTpaun 0o3eHTaHa™* Ha 50%, 4TO yBeaIM4YMBaET
PUCK TenaTOTOKCMYHOCTH [163].

Pexomennyercss HazHaueHMEe Oo3eHTaHA** mMmamu-
entam ¢ WJIAT, JIAT na ¢pone CT3CT, cuHApOMOM
Dii3eHMEHTepa UIS YIYYIIeHUS TTIepeHOCUMOCTU (PU3U-
YeCKUX HATPy30K M CHIKCHMS YaCTOTHI TOCIUTAIN3a-
it mo mpuumHe yxymmenus JIAT [2, 10, 14].

EOK IA (YVYP C, YI/J 5) nna nanuentos 11-1IT @K

EOK IIbC (YYP C, VI 5) nna nanuenTos IV @K

PexoMeHmyeTCsT UCTIONB30BaTh TBOITHOM METOI KOH-
Tpauenuuy Ha (GoHe mpueMa 603eHTaHA™™ g mpemy-
npexnenust 6epementoctu [7, 10].

PKO IC (YYP C, V11 5)

ManureHtan®** — HeceJIeKTUBHBIIA ADP ¢ BbICOKOIT
TKAaHEBOM CHEIM(PUIHOCTHIO CIIOCOOCTBYET YIIyUIIe-
HUIO MEPEHOCHUMOCTH (PU3MYECKUX HATPY30K M CHH-
JKaeT PHCK 3a00JeBaeMOCTH/CMEPTHOCTUA TAIlMEHTOB
JIAT npu onieHKe KOMOMHUPOBAHHON KOHEUHOM TOY-
KM, BKJTIOYAIOIICH BpeMs M0 HACTYIDICHUS IIEPBOTO CO-
obiTus TporpeccupoBaHus JIAT (KauMHUYECKOE YXYI-
IIeHKNE, aTPUOCEIITOCTOMUS, TPAHCIUIAHTAIIAS JIETKUX,
MOTPEeOHOCTh B HA3HAUCHNU TTapeHTEePaAIbHBIX aHAJIOTOB
I1L iy cMepTHOCTU OT JIOOBIX MPUYUH TI0 Pe3yJibTa-
TaM IJINTEIBHOTO MHOTOIICHTPOBOTO IBOMHOTO CIIETIO-
ro 1urane6o-koHTpoaupyemoro PKM SERAPHIN [45].
V nauueHtoB JIAT' BbISIBI€HO JOCTOBEPHOE CHUXXEHME
JICC u nioBeimiene CU, nokazana 3¢ (OEeKTUBHOCTD Te-
panmmy MaMTeHTAaHOM™** He3aBUCHMO OT IIPEIIICCTBYIO-
meit JIAT-cniemmudpuyeckoit reparmuu UDAD-5 winm nH-
TATSIMUOHHBIMU TIPOCTAHONIAMM.

Manutentan** obJyrazaeT XOpOIIMM CIIEKTPOM 0e3-
OITACHOCTH: YacToTa 00JIee YeM 3-KpaTHOTO IMOBBIIICHMS
TpaHCAaMWHA3 U Pa3BUTHS MepUGEepUICCKUX OTEKOB HE
pas3nmyagach B TPYIIIAX JICUCHHS, YTO YKa3bIBaeT Ha OT-
CYTCTBHUE TEMaTOTOKCUYHOCTHU Tpemnapara. I1pu HazHa-
YeHUM MaIlUTEeHTaHa™* JOCTOBEpHO Yallle B CpaBHCHUM
¢ TuTarebo oTMevajaach aHEeMUs: CHUKCHHUE YPOBHS Te-
MornobuHa <8 r/min Habaoganoch y 4,3% mnauueHTOB,
TOJIyJ9aBIIMX MalIMTeHTaH** B no3e cyrouHoii 10 mr [45].
ManuTteHTaH™** — eMMHCTBEHHBI ITperapat, 3P deKTnuB-
HOCTb 1 0€30TIaCHOCTb KOTOPOTO M3y4YeHa y MalleHTOB
¢ moptolll' B PKM PORTICO [127]. 3HaUMMBIX MeXJIIe-
KapCTBCHHBIX B3aMMOICHCTBUI y MallUTeHTaHA**, B T.4.
TIPY COBMECTHOM Ha3HAYCHUM C CHIIeHAa(pUIOM, HE OT-
MedeHo [2, 7, 10].

PexomeHmyeTcsT Ha3HaYeHHE MallUTeHTaHA** ITaIly-
eHTtaM ¢ JIAT mig ynyduieHus: QyHKIMOHAJIBHOTO CTaTy-
ca ¥ IIpemoTBpAIIeHUS IIPOrpecCuPOBaHUS 3a00IeBaHMS
[2, 10, 14].

EOK/PKO IB (YYP C, VI 5) nas nauuenton 11-
III ®K

EOK/PKO IIbC (YYP C, VI 5) nns namentos IV @K

3.2.2.3. Nda3-5

B marorenese JIAI' nokazaHa pojb CUTHAJIbHOIO
nyti NO-pl'll-umuknnyeckuii ryaHo3mHMOHOdOochaT
(uI'M®): 3¢ppexTsl OKCHIa a30Ta peaan3yloTcs IIyTeM
aktuBanuu pI'll u yBemmuenus cunresa ul M@, pery-
JINPYIOIIETO PEJIAKCAIINIO TIIaIKOMBITIICYHBIX KIETOK CO-
CYIOB, TIPOHUIIAEMOCTb SHIOTEIMS, TIPOIIECCH TTPOJIH-
(epaumy 1 BocmajgeHUs, arperaiuio TpoMooLIuToB [44,
121]. B cocymax nmerkux nanueHToB ¢ JIAI 3HaunTEND-
HO MOBHIILIEH YpOBeHb (pochoauscrepassl 5-T0 TUMA —
depmenTa, HUBeMpyoomero 3¢ dekTol 1l M®, Kak BTO-
puaHOro MecceHmkepa NO.
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Cunmenadpun — nepsbrit UDJID-5, omoOpeHHBIN I
neuenns namueHToB ¢ JIAT [10, 14]. B 4-x PKH y maum-
eHtoB ¢ JIAT mpemnapar mpoaeMOHCTPUPOBAJI TTOJIOXKHU-
TeJIbHOE BIUSHUE Ha MEePEeHOCUMOCTDh (PM3NUECKUX Ha-
rpy3ok, ®K (BO3), remommHaMIUIecKe TTapaMeTpHl [2,
7, 165]. IIpenapat Ha3zHavaeTcs B go3e 20 mr 3 pa3a/cyT.
bonbimmHcTBO mOOOYHBIX 3P (eKToB cuineHadguia BbI-
pakeHBI B JIETKOM WJIM YMEPEHHOM CTEIeHW M, B OC-
HOBHOM, CBSI3aHBI C Ba3ommIaTalincii (ToJoBHasI OOJIb,
rurepeMus Jimia, HocoBoe KpoBoTeueHue) [165, 166].
B mmrane MexxiIeKapCTBEHHBIX B3aMMOICHCTBHIN CIeayeT
VUUTBIBATh PUCK MHOTOKPATHOTO YBEIMUCHUS KOHIICH-
Tpanuu criaeHadmIa Ha (hoHe ITpreMa BBICOKOAKTUBHOM
AHTUPETPOBUPYCHOI Tepanuu. Y TMaIMEeHTOB, MOJIyYaro-
IIMX WHTUOUTOPHI TIPOTEa3, COOOINAI0OCh O 3HAUYNTEIIb-
HOM TTOBBIIIeHNM KoHLeHTpauuii UDJID-5, uto TpedyeT
Ha3HAYCHUS B HU3KUX 103aX C TIIATCIHHBIM KOHTPOJIEM
MOTEeHILIUATbHBIX TT000UYHBIX 3(P(EKTOB, BKIIIOYAS] TUITO-
ToHuIo [166]. OMHAKO B pyTUHHOM ITPAKTUKE N3MEHEHMUS
no3upoBaHus cuigeHadmia y nanueHToB ¢ JIAI-BHUY,
Kak IpaBuiio, He TpedyeTcst. CoBMECTHOE MPUMEHEHNE
criaeHaduIa, MOJICUIOMIHA, OPTAaHNICCKIUX HUTPATOB
" puolnryaTa** IMpoTHBOMOKA3aHO M3-3a PHCKA TUTIO-
TEH3UU U CUHKOMAJIBHBIX cocTosgHmit [2, 7, 164].

PexomMeHmoBaHO Ha3HaYCHUE CrUIAcHADIIIA TS YITyd-
IIEHUST TIEPEHOCUMOCTH (PU3MICCKIX HArpy30K M (hyHK-
IMOHAJIbHOTO cTatyca nmamueHTtoB ¢ JIAT [2, 7, 10, 14].

EOK IA (YYP C, YI/J 5) nna naouentos I1-1IT @K

EOK IIbC (YYP C, VI 5) nna nanuentos IV @K

Tamanmapun — mepopanpHbii UDAD-5 misg puema
1 pas/cyr. (nepuon noaysbiBeneHus 17,5 u)*. B PKU
PHIRST y 406 manuenTos ¢ JIAT, moay4aBimmx tamaia-
un B no3zax 10 40 mr/cyt. (53% Haxogmwiuch Ha 6a30BOit
Teparnmuu 003¢HTAHOM), TTOKa3aHbI TOJIOKUTEIBHEIC (-
(eKTHI JIeYeHNS Ha MMePEHOCUMOCTD (PU3NIECKUX HArpy-
30K, BEIPAXXKCHHOCTh CUMIITOMATUKU, TTOKAa3aTeI TeMO-
IVMHAMUKY C YBEJIMYEHUEM BPEMEHM 10 KIMHUYECKOTO
yxynmenud [7, 14, 167, 168].

I[Ipodmrs HeXenaTeTbHBIX SBICHUN COIOCTaBUM
C TaKOBBIM IIpU IIpUMEHEHUM crmeHadumaa. OmHako
B uccnenoBanuu SITAR y 35 manmenrtos ¢ JIATI mokasa-
HO, UTO TIepeBOI ¢ criIaeHadmIa Ha Tamajgadui compo-
BOXIAJICS OOJIBIIEH yIOBICTBOPECHHOCTHIO MAIIMCHTOB
Ka4eCTBOM JICUCHHS. DTO MO3BOJISICT paccMaTpUBaTh Ta-
KyI0 3aMEHY V MAIlMeHTOB C BBIPAasKCHHBIMHU ITOOOYHBI-
Mu 3ddexramu Ha doHe npuema cuianeHabwna [169].
PexomennosanHad mo3a cocrasiager 20-40 Mr oxHo-
KpaTHO B cyTku [7, 14]. Cnenyetr Ha3HayaTh Tagajiaui
B HU3KUX J103aX C TIIATCIbHBIM KOHTPOJIEM ITOTCHIINATh-
HBIX TTOOOYHBIX 3(h(PEKTOB, BKIIOUYASI TUTIOTOHUIO.

* PexoMmeHmoOBaHO Ha3HaueHHWe Tamanacduiaa IS
VIYUYIICHUSI TIEPEHOCUMOCTH (DU3MIECKUX HATPYy30K
1 GyHKLUOHAIbHOTrO craryca nauueHToB ¢ JIAL I1-111
@K [7, 167].

EOK IB (YYP C, VI, 5) nna nanuentos 11-11T @K

EOK IIbC (YYP C, VIA 5) nnsa nanueato IV OK

3.2.2.4. Ctumynsitop prL,

Puomuryat**, iepseiit ctumynstop pI'Ll, mveer nBoii-
HOM MexaHU3M AeicTBus: ceHcuounmusupyet pI'Ll x sH-
moreHHOMY NO IIyTeM CTaOWIM3alliy UX CBSI3U, a TaKXKe
HAIIPSMYIO CTUMYIHUPYET (DEPMEHT Uepe3 APYTroif yIacTOK
cBs13u, He3aBucumo oT NO [170]. B otmnune ot UDID-5,
KOTOpHIe mpeaymnpexnaior aerpaganuio il M@, ctumy-
nsgtopsl pI'll moBBIIIAIOT €ro MPOIYKIIMIO B YCIOBUIX
HapylmIeHN OKHUCIUTEIhHO-BOCCTAHOBUTEIBHOTO CTa-
tyca pI'll [164, 171, 172]. B 12-Hen. ABOTHOM CJIETIOM
nnaue6o-koHTpoaupyemom PKW PATENT-1 npone-
MOHCTpHpOBaHa 3G (HEKTUBHOCTh pHOIIUTYaTa** y Talim-
eHToB ¢ JIAI (n=443) (44% v 6% Ha doHe Tepanu ADP
wim aHajoramu I111, cooTBeTCTBEHHO) TIpY Ha3HAYCHUN
B Io3e 10 2,5 Mr 3 pasa/cyT. ¢ yIydIIeHUEeM KIIMHIIC-
CKOIf CUMIITOMATUKH, TIEPEHOCUMOCTH (PU3MIECKUX Ha-
Tpy30K, remonnHaMudeckux nmapamerpos, @K (BO3),
YBEIUYCHUEM BPEMCHU OO Pa3BUTHUS KIMHUICCKOTO
yxymmeHus [171]. [To maHHBIM OTKPBITOTO ABYXJIETHETO
nccienoBannsts PATENT-2 nByxjieTHSISI BBIKMBAeMOCTD
nauueHToB ¢ JIAT Ha ¢oHe Tepanuu pronuryatoM™* co-
craBwia 93%, nipu 3ToM y 79% TMaliMeHTOB He HabJona-
JIOCh KJIMHUYECKOTro yxXyaiueHus. 83% malueHTOB yepe3
2 Toma TMPOMOJIKAIU TIpHEeM pUOIINTyaTa** B KauecTBe
MoHoTeparuu [172]. Puonuryat** obnagaer XOpouum
CIIEKTPOM 0€30IT1aCHOCTHU, MPOPUJib ITOOOYHBIX 3 deK-
TOB pHUOIIATYaTa aHajgorndeH TakoBomy y UDID-5 [44].

Tutpaums puonmryata** ¢ mo3sl 1 Mr 3 pasza/cyT. ocy-
mecTBIsieTcs Kaxnble 2 Hem. Ha 0,5 mr 3 pasa/cyT. Ton
KOHTPOJIEM TIEPEHOCHMMOCTHA W YPOBHSI CHCTOJIMYECKOTO
apTepUaIbHOTO HaBJICHUS (B MOJIOXEHUU CUIS B I10-
Koe >95 MM PT.CT.) 1O MaKCUMAaJbHON CYTOYHOIT HO3BI
7,5 mr. Cnenyet nHGOPMUPOBATH MAIIMEHTOB O HEOOX0-
IUMOCTH OTKa3a OT KYPEHUS C YIETOM CYIIEeCTBEHHOTO
CHIKEHMST KOHIIEHTpaus puonuryara** B kposn [171].
Puonmryar** mpoTtuBoIToKa3aH IIpu 6¢peMEeHHOCTH, TI0-
CKOJIBKY 001amaeT TepaToreHHBIM 3¢ dexTom [10, 14].

PexoMeHmOBaHO Ha3HAUYCHHWE pHONMUTyaTa*™* musg
VIYYIIeHUS] TIEPEHOCUMOCTU (U3MIESCKUX HATPy30K,
yayutennss @K (BO3) u nmpenoTBpaliieHusT IIpOrpeccu-
poBanug JIAT [2, 10, 14, 171].

EOK IB (YYP B, VI 2) nna namuentos I1-111 ®K

EOK IIbC (YYP C, YO/, 5) nnsa nanuento IV ®K

He pexoMeHmyeTcst KoMOMHAIMS puomuryara**
n UDD-5 us-3a pucka pa3BUTHUS CUCTEMHON TUIIOTO-
HUU U Opyrux nobouHsix a¢dekros [2, 10, 14, 164, 168].

EOK IIIB (YYP C, Y] 5)

3.2.2.5. Avanoru ML (npoctaHonapl) (ATX AHTrarperaHThl
KPOMe renapviHa)

OpnHoli 13 TaTO(PU3NOTOTUICCKIX MUIIICHEH IS Jie-
KapcTBeHHOTO BozzaeiicTBus npu JIAD gBasercs Hapy-
meHue cuHtesa I — MonrHoro BazonuiaaTaTopa C -
TONIPOTEKTOPHBIM, aHTUTIPOIU(EePATUBHBIM, IIPOTUBO-
BOCTTAJIMTEIBHBIM U Jie3arperaHTHBIM 3 dexToM [173].
Ero neiicTBue OCyIIECTBISIETCSl Yepe3 aKTUBALIUIO pe-
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uernropoB I11 (IP) 3a cueT yBennueHus: NpOLyKUUKU 11~
KJIMYECKOTO ameHo3nmHMoHOoMochaTa. B KimmHmIecKoi
npaxkTuke mist Koppekuuu aeduuura [ npumMensiores
€ro CUHTeTHMYECKNE aHAJIOTH — TIPOCTAHOWIEI.
WaonpocT — eNMHCTBEHHbIN cTabWIbHbIN aHanor L]
B a3p030JIbHOI (popMe, 3aperucTpupoBaHHEIT B Poc-
cuiickoit Menepanuu, npuMeHsieTcs 6-9 pas/cyrt. ¢ no-
MoIIbI0 mesh HeOymnaiidepa B J103€, SKBUBAJCHTHOI CO-
IepxkaHUio 2,5-5 MKT IIpemiapaTta Ha ypOBHE ajbBEOI.
DD DHEeKTUBHOCTh MHTAISIIMOHHOTO WIOIIPOCTa OLICHNBA-
nack B 12-nen. PKU AIR-1 y paHee He TonyJaBIINX Jie-
yeHus nanueHToB ¢ JIAI u HeorepabenTbHBIMU (DOpMaMU
XTOBIT HI-IV ®K (NYHA) [174]. Ha ¢one Tepanmu miio-
IIPOCTOM OTMEUAJIOCh IOCTOBEPHOE YIIYUIIICHUE TOJIEPAHT-
HocTH K msmueckoit Harpyske, @K (BO3), mokazarerneii
TeMOIMHAMUKN W KIWHUYCCKUX COOBITUMA IIPU IIpUEMe
WJIOIIPOCTA TI0 CPaBHEHUIO C TPYION 1urane6o. OmHAKO
ITATEIbHAST MOHOTEpAusl WIOTPOCTOM He IIPHBOAMIIA
K YJIy4IIEHUIO BBDKMBAeMOCTU UM 3abojieBaemoctu [175].
[IpenmoutnTeIFHO TIPUMEHEHNE MJIOMIPOCTAa B COCTaBe
koMbuHupoBaHHoi JIAT-cnieumdmaeckoit Teparmu [10].
Hau6Gomnee yacteie moO0OYHBIE 3P (HEKTH MITOMPOCTa
(romoBHas 00Jb, TUIIEPEMUSI JINIIA, C CUCTEMHOIT Ba3o-
IUTaTalueid MM HeCeJICKTUBHBIM BO3ICHCTBIEM Ha pe-
uenrtopsl I11 (6onb B uemoctu, auapest) 174, 176]. Ha
¢oHe mpueMa WIOIPOCTa MOXET ITOSIBUThCSA Kalllelb 3a
CUCT MOBBIIICHNUST PEAKTUBHOCTU BEPXHUX IBIXaTEITbHBIX
nyTeil, 0COOEHHO y MalMeHTOB C OPOHXOOOCTPYKTUB-
HBIM CHHIpOMOM. MiompocT objamaeT BBIpakeHHBIM
nIe3arperaHTHBIM 3 ¢GEeKTOM, ITO3TOMY eTO IMPUMEHEHHE
y TIAIIMEHTOB C KPOBOTCUCHUEM TIPOTUBOIIOKA3aHO.
PexoMenayeTcst Ha3HaAUCHUE MJIOMIPOCTA B MHTAIIS-
HuoOHHOU dopme misa aeueHus:t nauueHtos WMJIAI, Ha-
crencreennoit JIAT, JIAT BcaenctBue Ct3CT, JIAT Ha
¢doHe mpuemMa JieKapcTBeHHBIX IperapaToB ¢ [11-1V @K
(BO3) mng ymydiieHHST IepeHOCUMOCTHA (hU3UIECKUX
Harpysok, yayumenus @K (BO3) u npemoTBpameHus
porpeccupoBanus 3aboneBanud [2, 7, 10, 14].
EOK IB (YYP C, VI 5) ansa mamuentos 111 OK
EOK IIbC (YYP C, VI 5) nna nanuenTos IV @K

3.2.2.6. AroHucT peuentopos L, (ATX AHTrarperaHTbl
KpOoMe renapuHa)

Cenekcunar** — TIepBBIN TTepPOPATBHBIN CEICKTUB-
HBIN aroHUCT IP-perenTopoB HEMPOCTAHOUITHOM CTPYK-
Typsl B KpyrmHoMacmtabHoM PKU 3-it paser GRIPHON,
BkimovasiieM 1156 maumenTtos ¢ JIAT, mokasaHo, 4TO
cnenmnduuecKast Teparms, BKIIOYaBIIas CeJIeKCUITar+*,
MIPUBOANMJIA K YBEIMICHUIO BPEMEHU IO HACTYIUICHHUS
IIepBOro coObITUS 3a00JIeBaeMOCTH/cMepTHOCTH Ha 40%
[177]. DddexTUBHOCTD celekcuiiara™* gokaszaHa B OT-
nomenuun UJIAT, HJIAT, JIAT-Ct3CT, JIATI, accouu-
MPOBAHHOI ¢ KOMIIEHCHPOBaHHBIM TIpocThiM BIIC mpu
HaszHaYeHNHW B KomouHarun ¢ UPAD-5 n/umu ADP unu
B BUIe MOHOTEpAITUM HE3aBUCHMO OT BO3pacTa IaieH-
TOB 1 3THoNoruu JIATL [7].

Tepanus cemekcummaroM™* HaumHaetcsd ¢ 1031 200
MKT 2 pa3a/CcyT. ¢ eXeHeOeIbHON TUTpalneii pa3oBoid
1036l Ha 200 MKT 10 MaKCHUMaJIbHO MEPEHOCUMOI 10~
3p1 1600 Mmkr 2 paza. B PKUU GRIPHON 42,9% nauu-
€HTOB IoTyyanu Bbicokue a03bl (1200-1600 MKr 2 pasa),
31,2% — cpennue u 23,2% — nuskue (200-400 mMkr
2 paza). Haubomee gacTeiMu TTOOOYHBIMA 3 DeKTaMuI
OBLIN TOJTIOBHAS 00JIb, AUApesl, TOITHOTA U OOJIb B YEITIOC-
™. HexkenaTenbHBIC SIBICHUS, CBI3aHHBIC C IIPUEMOM
cenekcumara®*, scrpedanuchd B 14,3% ciaydaes 110 cpaB-
HeHuio ¢ 7,1% B rpymie miamebo, yTo B psiAe CilydyaeB
OBUTIO MPUYMHON MPEKpallcHUs TalbHEHUIIETO yIacTus
B uccnenopannu GRIPHON (p<0,001) [7].

PexomeHnyeTcss Ha3HaUCHHE CelIeKCHITara** B Kade-
CTBE MOHOTepanuu W B KoMouHaumm ¢ UPAD-5 u/umm
ADP manmenrtam c JIAT II-111 ®K mrg npenynpexneHns
nporpeccupoBanus 3adoiesanus [2, 7, 10, 14, 168].

EOK IB (YYP C, VI 5) nna namuentos I1-1I1 @K

EOK IIbC (YYP C, YO/, 5) ansa nanuentos IV OK

3.2.2.7. Ctpareruun cneunduyeckon Tepanum
3.2.2.7.1. CtapToBas MOHOTepanus

BKK B BhICOKMX 103aX — OINTUMAaIbHbII BEIOOP CTap-
tToBoit Tepanuu it mamveHToB UIATL/HIIAT /JIAT tipu
TpreMe JIKApCTBEHHBIX IIPEIApaToB C IOJIOXUTEILHBIM
TECTOM Ha Ba3opeakTWBHOCTH (puc. 2, Ilpmnoxkenue b,
pasmen 3.2.2.1) [2, 7, 10, 14]. BaxHoi1 3agadeii sIBISIETCS
TIIATEIFHOE TUHAMUYECKOEe HAOJIOACHME 3a OOJBHBIMU
yepe3 3-4 Mec. C IIeNTbI0 CBOEBPEMEHHOM KOPPEKIINH Te-
panmu Ipy HEMOCTYDKEHUH OIITUMATBHBIX PE3YIIBTATOB Jic-
yenns (pasmern 3.2.2.1). [lpu peanmzamuu 1ieneil JIedeHUs
B MHAVBUIYATBFHOM TIOPSIIKE CIIEMyeT PACCMOTPETh ITOCIIe-
JIYIOIIMEe BU3UTHI HAOMIOAeHNST Kaxkble 3-12 mec. [14].

CyugeToM crrekTpa onoopeHHBIX JIAT -criennduaeckmx
TIperapaToB M 0COOCHHOCTEH JIEKApCTBEHHOTO OOecIe-
yeHUs B pernoHax Poccuiickoit Degepaliny mpeacTaB-
JISIeTCS 11eJIecCo00pa3HBIM MPUMEHSITh CTPaTeTUi0 Ha-
YajabHOII KOMOMHUPOBAHHON Tepanuu y 00abHBIX JIAT
IpOMEXKyTOUHOro pucka. ¥ 6oabHbIX JIAIT HM3KOTO pHC-
Ka TI0cjIe Ha3HaYeHUS HadJaIbHOIT MOHOTEpAIluu Clic-
IyeT TIIATeJIbHO KOHTPOJHUPOBATH PE3YIbTAThI JICUCHUS
C IICTBI0 CBOCBPEMEHHOM 3CKaNallu B PeXUMe paHHEH
TOCJIEAOBATEIFHOI Tepaluy He TTo3aHee 3-4 Mec. Mocie
HavaJa JICUCHMSI.

Y nmauuentoB WUJIAI, HJIAT, JIAI nipu nipueme Je-
KapcTBeHHBIX npenapartos, JIATI Ha ¢pone Ct3CT, pe3u-
nyanbHOI JIAI' mocie KoppeKUuu NpOoCThIX CUCTEMHO-
JIETOYHBIX IIIYHTOB HM3KOTO pHCKa 0e3 cepaeuHo-
JIETOYHOM KOMOPOUIHOCTH PEKOMEHOYeTCS HadaJdbHas
MoHoTteparusg ADP, UDID-5, puounuryatomM™* mimm ce-
Jekcumarom™* [2, 7, 10, 14].

EOK IA-B (YYP C, VI 5)

Kommenrapun. Cmpameeuss cmapmogoil MOHOmepa-
nuu, exaouaroueii AP, UDJ[D-5, puoyueyam™* uau ce-
aekcunaz**, moxcem paccmampusamocs y nayuenmog JIAI
(HJIAL/HJIATL, JIAT npu npueme aekapcmeeHHbIX npena-
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pamog) npu omMpuyamenbHoOM 8a30pPeaKmugHoOM mecme;
a makce npu pezudyanvroil JIAI nocae xoppexkyuu npo-
cmoix cucmemuo-ne2ounvix wynmos, JIAI-Cm3CT nuskoeo
pucka (maba. A3.7, pazden 3.2.2.2-3.2.2.6) [2, 10, 14]. Ilo
OQHHbBIM COBDEMEHHBIX Pe2Uucmpos, 0045 NAYUeHMO8 HU3KO-
20 pucka npu ycmaosaenuu ouaenosa JIAI eapsupyem om
12,3% 0o 23% [134-136]. [Ipu oyenke KymyasmueHoii evi-
acueaemocmu nayuenmos JIAI Huzko2o pucka, noayuaguiux
CMapmosyro MOHOMePAanuio U 0B0UHYI0 KOMOUHUPOBAHHYIO
mepanuto, no dannsim Opanyysckoeo peeucmpa, docmosep-
HbIX pazauyuil evisigaeHo ne o6viio [178].

Y nmaumenrtoB ¢ UJIAI/HJIAT /JIAT ipu nmpueme Jie-
KapcTBeHHBIX npemnapatos, JIAT Ha ¢pone CT3CT, pe3u-
nyanbHOI JIAI mocie KoppeKUuu MPOCTHIX CUCTEMHO-
JIETOYHBIX NIYHTOB 0€3 CepAeyHO-JIETOYHON KOMOp-
OMIHOCTU TIPU HA3HAYEHUUW CTAPTOBON MOHOTEpANUU
HU3KOTO PUCKA CJIEIyeT pACCMOTPETh pellieHrne 00 dcKa-
JIalluY Tepanuu yepe3 3-4 Mec. mociie Havaja JIeYeHUst
[7, 10, 14].

EOK IIaC (YYP C, Y1 5)

Kommentapuu. [lpu evibope cmapmosoii cmpameeuu
nevenuss nayuenmos MIIAL/HIIAT/JIAT npu npueme ne-
xapeme u JIAI-Cm3CT ¢ pexomendauusix ESC/ERS 20222
énepevie npediazaemcsi Cmpamu@ukayuu Ha 08e Koeopmol
6 3A8UCUMOCMU OM HAAUYUS UAU OMCYMCMBUsL CepOedto-
ne2ounoil komopouonocmu [7]. B 20182 samom nodxoo 6Obin
npedaoxcen skcnepmamu Keavrckoeo koHcencyca: cpedu
nayuenmos ¢ ykazauwnvimu gopmamu JIAI evidensemcs
Kaaccuyeckuil penomun npexanuansproil JII' 6e3 Komop-
oudnocmu u eHomun ¢ 3a604€6aAHUAMU 1€6bIX OMOEN08
cepduya u accoyuuposanHvimu cocmosHuamu (>3 gaxkmo-
P08 pucka namoaoeuu 1esblx omaenos cepoya: caxapHulii
duabem, oxcupeHue, apmepuanrvias eunepmonus, uopun-
aauus npedcepouil) uau namonoeuell neekux (Hasuque eu-
noKcemMul, 3HAYUMENbHbLI CIAdC Kyperus, (paKxmopsl pucka
3a0onesanuil neekux, OPBI <60%, PXKEJ <70%; DLCO
<45%) [4, 179]. s nayuenmosg JIAI ¢ kKomopbuorsimu
COCMOSIHUAMU, KAK NPABUAO cmapuiell 8603pACMHOLL epYnnbl
He3a8UcUMO Om PUCKA NeMANbHOCMU, NPEON0NCEHO UCNONb-
308amb MOHOMEPANUK ¢ NOCAeOVIouell OueHKolU ¢hpex-
muerHocmu U UHOUBUOYANbHBIM DelleHUeM 0 HA3HaA4eHUulU
nocaedosamenvHoil KOMOUHUPOBAHHOU mepanuu (puc. 2,
IIpunoxcenue b) [7].

V mauuentoB WUJIATL, HJIAT, JIAI ipu nipueme Je-
KapcTBeHHBIX npemnapatos, JIAT Ha ¢pone CT3CT, pe3u-
nyanbHOI JIAI mocie KoppeKUuu MpOCTHIX CUCTEMHO-
JIETOYHBIX LIYHTOB IIPY CEPAEYHO-JIETOYHON KOMOpPOU-
HOCTHU CJIeyeT PacCMOTPETh MPOBEACHUE HAYAITHHOMN
MoHotepanuu UDID-5 nou ADP [7].

EOK IIaC (YYP C, Y1 5)

KommenTtapuu. Hasnauenue cmapmogoii KOMOUHU-
posannoii JIAI-cneyuguueckoii mepanuu y nayueHmos
¢ HWIIAT/HJIAT/JIAL, accoyuuposanHoii ¢ npuemom aexap-
cmeennbvlx npenapamos, JIAI-Cm3CT cmapuux eo3pacm-
HbIX eDYNA NPU HAAUYUU CepOeUHO-1e20YHOU KOMOpOUud-
HOCMU He NOKA3an0 pe3yismamos, Habaodaemvix y 6oaee

M0a00bIX Kaaccuueckux navyuenmos ¢ JIAL [180]. Caedyem
OMMemumb, Mo 3HAUUMAsL CONYMCMEYIOULas Namoao2us.,
sKAloMas 3a0601e6aHuUs cepoya U AeeKux, mpaduyuoHHo s16-
ASAACH Kpumepuem UCKAIOYeHUs: 045 Y4acmus nayueHmos
60 écex PKU no ouyenke sgpgpekmuernocmu/6ezonacnocmu
JIAT-cneyudghuuecroii mepanuu [2, 180, 181]. Ilo danubim
peeucmpa COMPERA, 35,8% 6oavnbix HJIAL umeau na-
monoeuio neevix omoenos cepoua u 51,6% — 3abonresanus
neekux [135]. Ilo cpasuenuio ¢ nayuenmamu 6e3 cepoevHo-
A€204HOU KOMOPOUOHOCMU ) OONBHBIX ¢ NAMOAO2UCH 1e6bIX
omoenos cepoya uau NeeKux ommeuaemcs Xyouui omeem
na JIAT-cneyuguueckyro mepanuro u MeHbuas 8eposim-
HOCMb 00CMUdICeHUs CMamyca HU3K020 pucka, 0ojee 8bl-
COKUIl PUCK NpeKpaujenus aevenus no npuiune Hedpex-
MUBHOCMU UAU NA0XOU nepeHocumocmu u cmepmuocmu [7].

Y nauuento WUJIAI, HJIAT, JIAI nipu nipueme Je-
KapcTBeHHBIX TipertapaToB, JIAT-CT3CT, pe3uayanbHOI
JIAT mocne KOppeKIIMu MPOCTHIX CUCTEMHO-JIETOUHBIX
ITYHTOB C CEPIEYHO-JETOYHOW KOMOPOWIHOCTHIO, CO-
XPAHSIONINX TTPOMEXYTOUHBII/BBHICOKMIT PUCK Ha (hoHE
moHotepannu UDID-5 mim ADP, BO3MOXHO paccMOT-
peTh BOMPOC O HA3HAYEHWU JOTIOJTHUTEIBHBIX TIperapa-
TOB 17151 JiedeHus JIAT B uHOIMBUAYyaIbHOM Topsiake [7].

EOK IIbC (YYP C, VI 5)

KommenTtapun. C yuemom 6vipajicenHoll eemepoeeHHOC-
mu NONYAAUUYU NAYUEHIMO08, UCXOOHO CIMPAMUPUYUpo8aH-
HbIX 8 2PYNNY HU3K020 PUCKA U B03MONCHOCMU NPO2PECCUpo-
sanus JIAIL cnedyem obecneuums mujamenvroe HabawOeHuUe
3a 60abHbIMU Kadcobie 6-12 mec. ¢ ueavio c60espemMeHHO
koppexyuu mepanuu [10, 182]. Ilo danubim memaarnanusa
3apybedxcubix peeucmpos, y nauuenmos JIAI' ¢ ucxoonvim
I-1I @K uepes 3 eoda HabawOenus 1emarbHOCMb COCMA-
suna 22% [183].

CrpaTerust CTapToBOil MOHOTEPAITUN TIPEIITOYTUTEb-
Ha y nauueHToB ¢ JIAI-BUY, noptolll, npu cunapome
Dil3eHMeHrepa ¢ y9eTOM OTCYTCTBUS TaHHBIX O BIUSTHUU
CTapTOBOI KOMOMHMPOBAHHO Tepany Ha BBKMBAEMOCTh
u niporpeccupoBanue JIAI (pasmern 4.1) [4, 7]. CrpaTerust
MOHOTEpaIy MOXeT ObITh 000CHOBaHA KPUTEPUSIMU 0€3-
OMACHOCTH: Y TIAITUEHTOB C TTOA03PEHUEM WJIA BBICOKOH Be-
postHOCTRIO JIBOB/JIKT, a Takske TIpy BOZMOXKHBIX ITPO-
TUBOTIOKA3aHUSIX, HATIPUMED, TSKEJION MaTOJIOTUH TIeUeH!
[10]. TIpu Ha3HAYeHUM HAYAJBHONW KOMOWHUPOBAHHOI
JIAT-cnietucbrueckoit Teparnuu ciiemyeT YIUThIBaTh Opra-
HU3aIMOHHBIC, IOPUANIECKUE U Ipyrue (popMaibHOCTH,
TIPUBOISIINE K CIOXHOCTSIM JIEKAPCTBEHHOTO obecriede-
Hug B pernoHax Poccuiickoit ®eneparun [184].

Y mauuentoB ¢ JIAIL, accouunupoBanHoit ¢ BUY-
nHDEKIMel, CenyeT pacCMOTPETh MPUMEHEHNE Hadalb-
HOI MOHOTEpanuu ¢ MOCIeAYIOIIUM Ha3HAUeHUEM, TIpU
HEO0OXOIMMOCTHU, TTOCTIENOBATETbHON KOMOMHUPOBAH-
HOIl Tepanuu ¢ y4eTOM COMYTCTBYIOIIMX 3a00JIeBaHUIA
¥ MeXJIeKapCTBEHHBIX B3anMoaeiicTeuii [7, 10, 14].

EOK IIaC (YYP C, Y1 3)

Y nmauuenToB ¢ noprolll’ caexyetr paccMoTpeTh Mpu-
MEHeHUE HayaJlbHOUW MOHOTEpPATINU C TOCICTYIOIIAM
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Ha3HAYCHHUEM, TP HEOOXOMMMOCTH, TIOCIICI0BATEIIbHOM
KOMOMHNPOBAHHOM TepaIliy ¢ YICTOM ITaTOJIOTUN TIede-
HU ¥ TIOKa3aHWIi K TpaHCIIaHTauuu nedenu [7, 10, 14].

EOK ITaC (YYP C, Y] 5)

Y manmeHTOB ¢ CUHIAPOMOM JDi3eHMeHTepa IJs
VAYYIICHUS TIEPEeHOCUMOCTH (PM3MICCKON HATPy3KU pe-
KOMEHIyeTCs TIpUMeHeHue 0o3eHTaHa™™* [185].

EOK IB (YYP B, VI 2)

V B3pocnbix ¢ BIIC, Bkioyast cuHIpOM Dii3eH-
MEHTepa, CIeOyeT PacCMOTPETh BOIIPOC O HAa3HAUCHUU
npyrux APD, UDD-5, puonuryata**, mionpocra Uin
cenekcumara** [7, 10, 14].

EOK ITaC (YYP C, Y/ 3)

Y B3pOCIBIX TAIMEHTOB C CUHIPOMOM Dii3eHMeHTepa
PEKOMEHIOBAHO PAaCCMOTPETh BOIIPOC O Ha3HAUYCHUU
IMoCJIeA0BaTEIbHON KOMOMHUPOBAHHON Tepanmuy IpU
HEeOCTVIKEHUN TieJieit meueHud [7, 14, 43].

EOK ITaC (YYP C, Y] 5)

3.2.2.7.2. CrapToBasi KOMOMHUPOBaHHas Tepanusi

IIpu coBmectHoM HaszHaueHuu JIAI-crienuduueckux
MIpeTapaToB, BIUSIONMINX Ha HECKOJIBKO ITyTe#l Iarore-
He3a 3a00J1eBaHUsI, HAOIIOOACTCSI CHHEPTU3M OCHCTBHSI.
DPHeKTUBHOCTL KOMOMHUPOBAHHOM TePAITM OIIPENes-
€TCSI C YUETOM BO3MOXKHBIX MEKJIEKapCTBEHHBIX B3aMMO-
neficTBUI 1 pricKa 1mo0ouHbIX 3 dexTos [10, 14, 168, 184].

IMammentam UJIAT/HJIAT /JIAT tipu ripueme Jiekap-
CTBEHHBIX IIpernaparoB, pe3unyanbHoii JIAT mocie xKop-
PEKILMU TIPOCTHIX CUCTEMHO-JIETOUHBIX IIYHTOB, JIAI-
C13CT npoMexXyTOYHOTO prcKa 0e3 cepIeuHO-JIETOYHOMI
KOMOPOMITHOCTU PEKOMCHIYETCSI HadaabHasT KOMOWHM-
poBanHas Tepanusg ADP B couetanum ¢ UDID-5 nnu
puonuryatom™** [10, 14, 184, 186, 187].

PKO ITaC (YYP C, VI 5)

IMatmmentam UJIIAT/HJIAT /JIAT tipu ripueme Jiekap-
CTBEHHBIX IIpernaparoB, pe3unyanbHoil JIAT mocie Kop-
PEKILMU TIPOCTBIX CUCTEMHO-JIETOUHBIX IIYHTOB, JIAT-
C13CT npoMexXyTOYHOTO pHrcKa 06e3 cepIeuHO-JIETOUHOMI
KOMOPOMITHOCTU PEKOMCHIYETCSI HadaabHasT KOMOWHM-
poBaHHas Tepanus puonuryarom** i UDID-5 B co-
yetanuu ¢ ADP [184, 188].

PKO IIbC (YYP C, Y1 5)

I[Mammenram UJIAT/HJIAT/JIAT npu mpueme Je-
KapCTBEHHEBIX IIpemnapaToB, pe3unyanbHoit JIAI mocie
KOPPEKIIMHU TIPOCTHIX CUCTEMHO-JIETOUHBIX IITYHTOB,
JIAT-Ct3CT mpoMeXyTOYHOro prucka 06e3 cepaedHo-
JIETOYHOM KOMOPOMIHOCTH PEKOMEHIYeTCS HadajbHas
KOMOMHMpPOBaHHAs Tepanus ceJleKcumaroMm™* mim mio-
npoctoM B couetannu ¢ ADP [184, 188].

PKO IIbC (YYP C, Y1 5)

IMaumentam UJIIAT/HJIAT /JIAT tipu ripueme Jiekap-
CTBEHHBIX IIpernaparoB, pe3unyanbHoii JIAT mocie Kop-
PEKILMU TIPOCTHIX CUCTEMHO-JIETOUHBIX IIYHTOB, JIAI-
C13CT BoIcoKoro pucka (>20% B rom) 0e3 cepmedyHo-
JIETOYHOM KOMOPOMIHOCTH PEKOMEHIYeTCS HadajbHas
koMOuHupoBaHHas JIAT-cneuududyeckas Tepanus

NDID-5/puonuryatoMm**, ADP M WMHTaIIIUOHHBIM
wionipoctom [7, 10, 14, 43].

EOK IIbC (YYP C, VI 5)

[Matmentam UJIATL/HJIAT /JIAT tipu mipueme Jekap-
CTBEHHBIX IIpemnapaToB, pe3uayaibHoit JIAI' mocie
KOPPEKIIMHU TIPOCTHIX CUCTEMHO-JIETOUHBIX IIYHTOB,
JIAT-Ct3CT BBICOKOTO pHCKa 0e3 cepaeYyHO-JIETOYHOM
KOMOPOMITHOCTH PEKOMEHAYETCS HadadbHAsT KOMOWHM-
poBanHas JIAI-cnenmududeckas tepanuss MDID-5/
puonuryatom**, ADP u cenekcumarom™* [7, 10, 14, 43].

EOK IIbC (YYP C, VI 4)

3.2.2.7.3. [NocnenoBatenbHas KOMOUHMPOBAHHas Tepanusi

bonpmuucTBo PKU mipoBoauiocs B pexxuMe mocie-
JIOBaTeIbHON KOMOMHUPOBAHHOM Teparuu, 4To oTpaxa-
eT KOHIIEMINIO yBeandeHus oobema JIAT cnenudpuue-
CKOI1 Teparuu Mpu HENOCTMKEHUW KPUTEPUEB HU3ZKOTO
pucka JetaJbHOCTH [44, 121, 184].

Pexomennmyetcst ocyiiecTBisITh 3cKananuio JIAI-cre-
nuduIecKoil Tepanuu Ha OCHOBAHUU JAHHBIX OI[EHKU
pucKa CMEPTHOCTH M OOIIMX JIeYeOHBIX cTpaTeruii [7].

EOK IC (YYP C, V1] 5)

PexomeHnoBaHO Ha3HaYeHWE MallUTEHTaHA** Tanu-
entam c JIAT, He gocTUTIIUM 1ieNield JiedeHus TIpU Ha-
3HayeHU M DJID-5 miam MHTAISIMOHHOIO MJIONPOCTa,
JUTSI CHIDKEHUST pucka 3a00JIeBaeMOCTH/CMEPTHOCTH |2,
7, 10, 14, 168].

EOK IB (YYP C, VI 5)

Kommentapun. B PKU SERAPHIN 63,7% nauuenmog
¢ JIAT noaywanu 6azosyro cheyughuueckyio mepanuio, npe-
umymecmeenno UDID-5, 5,4% nayuenmos — ananoeamu
II1]. Ha ¢ore nocredosamenvHoli KOMOUHUPOBAHHOI mepa-
nuu, 6KAUAGULET MAUUMEHMAaH* ™ puck HebAa2onpusmHblxX
cobbimuil (eocnumanuszauuu, cmepms, yXyouleHue meveHus
JIAT, mpauncnaaumauus/ampuocenmomomust) CHUNCAACS HA
38% (p=0,009) [45].

IMauunentam ¢ UJIATL, HJIAT, JIAI BcnenctBue npu-
€Ma JIEKAPCTBEHHBIX MPETapaToB/TOKCUHOB PEKOMEHTY -
eTcsl mobaByieHre ceekcumara** st CHIDKEHUsT pucka
3a00J1€BaEMOCTH/CMEPTHOCTU TIPU JOCTUXKEHUU TIPO-
MEXYTOUYHOTO prcKa Ha ¢oHe Teparmu UDID-5 u/umum
ADP [7, 177, 189].

EOK IB (YYP C, VI 5)

Kommentapuu. B PKH GRIPHON puck nebnaeonpu-
AMHBIX cobbimutl cHuxcaacs Ha 37% 6 epynne nauyueu-
mos, noayuasuiux cenekcunae** ¢ donoanenue Kk mepanuu
HDND-5 u ADP (n=179) no cpagnenuro ¢ epynnoii, noay-
yaeueil 080UHYIO KOMOUHUposaHuyro mepanuto (n=197)
[177]. Puck nebaaconpusmuoix cobvimuii 3a 30-mec. ne-
puoo natawdenus 6 PKU GRIPHON ymenvuwancs na 63%
y nauuenmos co 11 @K (BO3) Ha ¢ghone nocredosamenvroi
mpoinoi mepanuu (n=55) no cpasnernuio ¢ deoiinoul JIAI-
cneyuguueckoii mepanueii (n=60). Hauboavuiee cHudicerue
PUCKQ HebAa2ONPUSMHBIX COObIMULL PecUCMPUPOBANCs NPpU
HasHaveHuu cenekcunaza** e Kauecmee 6mopoeo uau mpemo-
eeo npenapama no omuouenuro K UDPAI-5 u/uru AP
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y NAUUeHMO8 HU3K020 PUCKA U 68 meueHue nepevix 6 mec.
nocae ycmanognenus ouaenosa [ 141, 189].

PexoMeHmoBaHO Ha3HaUYeHUE pHOILUTyaTa** OOJb-
HbIM JIAI, He TOCTUTILIMM lieJieii JiedueHUs Mpu Ha3Ha-
yeHUM OO03eHTaHA**, IS YIyJIICHUS MEPEHOCUMOCTHU
¢dusnueckoii Harpysku [2, 10, 14, 171].

EOK IB (YYP B, VI 2)

11 yirydIeHusT IIepeHOCUMOCTH (DM3UIeCKOM Harpy3-
K1 PEKOMECHIOBAHO PAaCCMOTPETh NOOABICHIE MHTAJISIIN -
OHHOTO WJoNpocTa K 6o3eHTany** [2, 10, 14, 190, 191].

EOK IIaB (YYP B, YIJ 2)

Jiis1 yoydireHus IepeHOCUMOCTH (PU3NIEeCKO Ha-
IPY3KH peKOMEHIIOBAaHO PACCMOTPETh TO0OABICHIE MHTa-
JISIIMOHHOTO MJIOINIPOCTa K aMOpM3eHTaHy ™ MIM MaIu-
TeHTany** [2, 10, 14].

EOK IIbC (YVYP C, Y11 5)

Jiis1 yoydiieHus IepeHOCUMOCTH (PU3NIEeCKOil Ha-
IPY3KM PEeKOMECHIOBAHO PACCMOTPETh MJOOABICHHUE aM-
opusenrana** k UDJD-5 wim puouuryary** [192, 193].

EOK IIbC (YVYP C, Y] 4)

Jiis1 yoydiieHus IepeHOCUMOCTH (PU3NIEeCKOi Ha-
IPY3KN PEeKOMECHIOBAHO PACCMOTPETh MJOOABICHHE Ma-
nuTeHTaHa** K puoumryaty** [184, 194].

EOK IIbC (YYP C, Y] 5)

st yrydimeHus: IepeHOCUMOCTH (PU3MIECKUX Ha-
IPY30K pEeKOMEHIOBAHO PacCMOTPETh JOOABICHME Tama-
snadmia K 6o3eHTaHy** [7, 168].

PKO ITaC (YYP C, Y] 5)

JlobaBimeHue 6o3eHTaHA™* K cuiageHaduIy He pe-
KOMEHIYETCST JUIST CHIDKCHUST prcKa 3a00JIeBacMOCTH/
cmeptHocTH [7, 10, 195].

EOK IIIB (YYP C, Y11 5)

Hob6aBienne puonuryata** K cuiameHadmiy/Tamana-
¢umy He peKOMEHIYETCS B CBSI3U C PUCKOM HEXKeJIaTeIb-
HBIX gaBienuit [7, 10].

EOK IIIB (YYP C, Y11 5)

3.2.2.7.4. Ctparerus nepekio4eHns

YV nmanuenToB ¢ JIAT, moxyyatomux MDJID-5 B Kom-
onHanuu ¢ ADP, mpu coxpaHeHUM MPOMEXKYTOYHOTO
pucKa cienyeT paccMoTpeTh 3ameny MDID-5 Ha puo-
uuryar [4, 14, 168, 196].

EOK IIaB (YYP B, V]I 3)

Kommentapuu. B npocnekmusnom ucciedoganuu
RESPITE enepsvie nokaszano sgpghexmuenocms cmpame-
euu nepexaiovenus nayuenmos JIAI 111 @K 6e3/c conym-
cmeyrueii mepanuu AIP ¢ HeadeKkeammuvim KAUHUYECKUM
omeemom ¢ mepanuu curdeHa@uiom Ha puoyueyam**
[197]. 3amena UDI[3-5 6 evicokux dosax na puoyueyam**
conpogodcoanrace yayuuenuem oucmanuyuu ¢ TIIX, DK,
NT-proBNP, JICC u CH. B npocnekmugHom uccie0o8aHuu
vy nayuenmog HUJIAI nepexarouernue ¢ HDPID-5 na puovu-
eyam** cnocoocmeosano yayuuenuro OK, TIIX, cucmonu-
yeckoil pyukuyuu IIXK u conpsocenus 12K u JIA 3a cuem
ymeHbuleHus dghghekmusHoll wcecmrkocmu nocaeoneil [19§].
B PKU REPLACE npu usywenHuu cmpameeuu 3ameHbl

HUDI[D-5 na puoyueyam™* 6 cpasHenuu ¢ npoooajiceHuem
HUDI[D-5y 60abnbix JIAT npomexncymounoeo pucka nokasa-
HO docmudiceHue KAUHUYECK020 YayuuleHus (nepeuutas Ko-
HeuHas mouka ¢ 0OCMUdICeHUe KaK MUHUMYM 08YX U3 mpex
napamempog: npupocm oucmanyuu ¢ THIX >10%/>30m,
docmuncenue 1/11 K u chuncenue NT-proBNP >30% no
CPABGHEHUID C UCXOOHbIM NPU OMCYMCMBUU KAUHUYECKO20
yxyowenus) y 41% nayuenmog ¢ epynne puoyueyama** no
cpasnenuro ¢ 20% 6 epynne HDJD-5 [199].

Y nanmenTtoB ¢ JIAIL, coxpaHSOIIMX BBICOKUA PUCK
Ha (oHe TpoifHOI Teparuu, BKmovaloneit MOIAD-5
i puounryat**, ADP u cenmexcunar**, memxecoodpas-
HO PaccMOTPETh BO3MOXHOCTh 3aMEHBI ceJeKcurara™**
Ha MHTAISIMOHHBIN miorpocrt [7, 14, 168].

EOK IIaC (YYP C, Y11 5)

INepexiioueHne ¢ OMHOTO TIperapara Ha JAPYroi
B pamMKax ogHoro kinacca JIAI-crienunguyeckoii Tepanuu
WY Ha JIEKApCTBEHHBI TIperapaT Ipyroro Kjiacca BO3-
MOXHO PacCMOTPETh MPU Pa3BUTUU KIMHUIECKU 3HAUM-
MOTO HeXenaTeabHOTO 3hheKTa 1 HEBO3ZMOXHOCTH TIPO-
nojpkeHust tepamuu |7, 10, 168].

PKO IIbC (YYP C, VI 4)

Kommenrapun. /1o dannvim memaanarusza 9 npocnek-
MUBHBIX KO2OPMHBIX UCCAe008aHUll, éKAroaruux 408
bonvrnvix JIAL, 3amena 6o3enmana™* uau ambpuzenmana™*
Ha mauyumenman** yayuwana ducmanyuio ¢ TIIX, @K,
npoghuns 6ezonacHocmu 6e3 CyuecmeeHHo20 6AUAHUSL HA
yposru NT-proBNP, eemodunamuxy u napamempor IxoKI'
[200, 201]. B césa3u ¢ omcymcmeuem MHO2OUEHMPOBHIX
PKHU no uzyuenuto eausuus nepexaiovenuss AP na kaunu-
ueckoe meuenue JIAI yesecoobpaszna 3amena moavko npu
paseumuu HexiceaamensHuix 3¢h)pekmoe npenapama uiu
HeOAa2ONPUSIMHBIX MEeNCAEKAPCMBEHHBIX 83AUMOOCUCMBUSIX.

3.3. Xupypruyeckoe nevyeHue
3.3.1. NMpepcepgHas cenTocToMUs

PexomeHmyeTcsT paccMOTpPeTh BO3MOXKHOCTD TIPE-
cepaHoit centoctomMuu maumentam ¢ JIT TII-IV ®K
(BO3), gacTeIMu cHMHKOTIC U/WIH pepaKTePHOM K MaK-
cuManbHOi JIAIl-crienuduueckoit Tepanuum mpaBoxke-
nynoukoBoii CH, a takkxe mpu HegocTymHocth JIAT-
crnermdudeckoit repanuu |7, 202-206].

PKO IIaC (YYP B, V] 2)

Kommentapun. Obwuii npunyun npedcepoHoi cenmo-
cmomuu — cozdanue U OaumensHoe CoOXpaneHue mexcnpeo-
cepoH020 coobujenuss ¢ Mmakol GeAuvUHOU GeHO-apmepu-
anbHoeo copoca, komopas obecheuusana Obi 0eKOMNPeccuro
npaswvix omoenog cepoya (¢ ymeHbUleHUeM KAUHUYECKUX
NpOsABACHUIN NPABONCENYOOUKOBOU HeAOCMamo4HOCMU)
U Npu dMOM Y8eAuuU8ana npedHazpysKy 1eevix (c ygeauue-
Huem CB u docmasku k mxansm kucaopoda) 6e3 @vipaicet-
Holl eunokcemuu [7, 202-206]. Jannvie memaanasuza 16
HabawdamenvHblX uccaredosanuil y 204 nayuenmos, nepe-
Hecuux npedceponyio cenmocmomuio, npooemMoHCmpUuposa-
au cHuxcerue dasnenus ¢ 11T (p<0,001) u yseauvenue CH
(p<0,001) Hapsdy co cHudCeHUeM HAacbiuleHUs apmepuanb-
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Holl kposu Kucaopodom (p<0,001) [206]. [Ipedceponas cen-
MOCMOMUSL OOANCHA GbINOAHAMBCS MOABKO 8 IKCHEPMHbIX
YeHmpax, pacnosazarnuux 00CMamoyHbiM ONbIMOM RPO-
6edenuss n00obHbIX ememamenscme [202-206]. [Ipoyedypa
npomueonokasana npu oaénreruu 8 I111 evte 20 mm pm.cm.
u Sv0; ¢ nokoe <90% [202, 203, 206].

He pexomeHIoBaHO MpoBeneHNE OATJIOHHOM aTpHro-
CeNnTOCTOMMU TIpU cpenHeM napieHuu B [1I1 Bwime
20 MM pT.CT. M catypauuu KucjiopogoM <90% B mokoe
B CBSI3U C MOBBIIIIEHHBIM PUCKOM JIeTaJIbHOTO ucxona | 10,
14, 202-206].

PKO IIIC (YYP B, V]I 2)

3.3.2. TpaHcnnaHTauusi Nerkux uav Komrniekca
cepaue-nerkue

PexoMeHnmoBaHa ABYCTOPOHHSISI TpaHCTIIAHTAIUS
JIETKUX WM TPaHCIUIAHTAIUS JIETOYHO-CEePAEYHOTO
KoMITIekca maumeHtaMm ¢ JIAT mipu HeadpdeXTUBHOCTH
KoMmOuHupoBaHHOI JIAT-crienmuyeckoii JeKapcTBeH-
Ho¥t Teparuu [2, 10, 207, 208].

EOK IIaC (YYP C, Y11 5)

PexomeHIOBaHO BKITIOUATH B JIUCT OXKUIAHUS IBYCTO-
pPOHHE#l TpaHCTUIAHTAIINY JIETKUX VI TPAHCIIAHTAIIUY
JIETOYHO-CepaeyHOro komruiekca 6oabHbiX JIAI' 1 He-
onepabenbHoit XTOJIT ¢ BBICOKMM pUCKOM (haTaabHOTO
UCXola MpU Ha3HAYEHUU TPOMHON KOMOMHMPOBAHHOI
cnenuduaeckoit reparmu [2, 10].

EOK IIbC (YVYP C, Y11 5)

Kommentapuu. [layuenmeot ¢ JIAI npomesxcymounoeo uiu
8bICOK020 PUCKA C KAUHUMECKUM YXyOuleHuem, noayuaioujue
Makcumanbro 603moxcHyro JIAT-cneyughuueckyro mepanuto,
HYHCOarOMCsL 8 CB0EBPEMEHHOL KOHCYAbMAUUU 8pava-xXupypea
(mpauncnaanmonoea) 04s 8KAOUEHUS 6 AUCH 0HCUOAHUS
MPAHCNAGHMAYUU Ne2KUX UAU KOMAAeKca cepiye-necKue
[7]. 3a nocrednee decamunemue cyuecmeeHHo YAYHUIUAAC
meduana eviucueaemocmu nayuenmog JIAI nocae mpauc-
naaumauvuu aeekux: ¢ 4,1 eoda 6 1990-19972e do 6,1 eoda
6 2005-2012ee u mpancnaanmayuu komnaexca c 1,9 (19852-
199122) do 5,6 eoda (2002-201222) [207]. Yawe 6binoans-
emcst 08ycmopoHHssi mpaucnaanmauyus aeekux. O0Haxo 6bi-
ACUBACMOCTb NOCAe NPOGEOeHUs. MPAHCHAGHMAUUU 00HO20
uau 08yx neekux npumepHo oounarxosa. CoenacHo OAHHbIM
peeucmpa Medxcoynapoonozo obujecmea mpaHcnAaHmayuu
cepoua u aeeKux, npu cuHopome JiizeHmeneepa eciredcmeaue
NpoCMbIX NOPOKO8 U30AUPOBAHHAS] MPAHCHAAGHMAYUS N€2KO-
20 ¢ 00HoepemenHoll koppexyueil BITC moxcem 6bimo memo-
dom evioopa. Ilpu xeeayoouxoswuix deghekmax ayuuiue ucxoovl
HaoA0ames npu MPAHCHAGHMAUUYU Ne204HO-CePOe*HO20
komnaekca [2, 207].

3.4. UHTeHcuBHas Tepanus

CuMIITOMBI TsDKeI0i1 mpaBoxenygoukoBoit CH B co-
YeTaHWM C CUCTEMHOW THITOTOHWEH SIBJISTIOTCSI TTOKa3a-
HUEM IS JICUCHUS B TTajlaTe WHTCHCUBHOI Tepamuu.
IIpaBoxenymoukoBas CH y 6oapHBIX JIAI gBisteTcs
CIICICTBUEM, TJIaBHBIM 00pa3oM, CHUCTOJIMYCCKOM IHMC-

dyskumu 12K Ha poHEe ero XpOHMYECKOI Mmeperpy3Ku
IaBJICHUEM, 9TO IPUBOIMUT K ITOBBIIICHWIO KOHECYHO-
nuacrtoinueckoro pasiaeHus B I12K, gaBnenus B I1I1
¥ TIOSIBJICHUIO BEHO3HOTO 3aCTOSI B OOJIBIIIOM KpPyTe KpPO-
BooOpameHus1. [1oBbIIIICHNE IEHTPAIFHOTO BEHO3HOTO
IaBJICHUSI, B CBOIO OYepedb, BBI3BIBACT MUCGHYHKIINIO
BHYTPEHHUX OPTaHOB (3aCTOMHAs TIeYeHb, ITOYKH U TI.).
IMauuent ¢ nekomneHcupoBanHoi JIAI HyxmaeTcst Bo
BCECTOPOHHEM OOCICHOBAHUM IJISI MCKITIOUCHUST BO3-
MOKHBIX TPUTTEPOB KIMHUICCKOTO YXYAIICHUS (MHTEP-
KyppeHTHass MHQEKIIMsI, COMyTCTBYIOIIas MaTOJIOTHSI,
aHEeMHUSI, HapYIICHUS PpUTMa/TIPOBOANMOCTH, OCTpas
TBJIA, mobounble 3 HEKTH JIEKApCTBEHHON TepaItiim)
[2, 10, 208].

IMammenTtam JII' ¢ yacToTOM CepaeYHBIX COKpAlLeHUIT
>110 ymo./MWH, TUTIOTOHUEH (CUCTOIMIECKOE apTepraIb-
Hoe maBieHne <90 MM PT.CT.), OJTUTOYPUCH W TTOBBIIICH-
HBIM YPOBHEM JIAKTaTa peKOMEHIYETCSI pacCMOTPETh TO-
CITUTAIN3AIINIO B OTIEICHNEe MHTCHCUBHOM Tepamnuu |2,
208, 209].

EOK IIaC (YYP C, V]I 5)

* PexoMeHIyeTcs paccMOTPEeTh IPOBEACHUE KaTe-
TEpU3aLUU MOAKIIOYNYHON U OPYIUX LEHTPAIbHBIX BEH
y mauueHToB ¢ TseKesoit JIADT nist KOHTpoJIst LIeHTpallb-
HOTO BEHO3HOTO IaBJICHUS TIPU MPOBENCHUN MH(GY3UOH-
HOI Tepalmu M ameKBAaTHOTO JTO3WPOBAHUS "TICTICBBIX"
IUYypPETUKOB, I olleHKH SvO,, xapakrepu3ymonicii CB
M OKCUTe€HALMIO OpraHoB/TKaHei [209].

PKO IIaC (YYP C, YV] 5)

PexomMenmyercst paccMaTpuBaTh CHIKCHUE YPOBHS
SvO,, oIMTOypUI0 B COYCTAHUU C TTOBBIIICHUEM YPOBHS
JTaKTaTa KaK MPEIMKTOPOB HEOIATOMPUSITHOTO MCXOIa
3aboseBanms [208, 209].

PKO IIaC (YYP C, YV] 5)

Pexomennyetcst paccMoTpeTh Bo3MoxkHOCTE HBKC
IJIST MOHUTOPHUPOBAHUS COCTOSTHUS TTAIIMEHTOB C TSKE-
Jtoit mipaBoxkenygoukosoir CH [10, 208, 209].

PKO IIaC (YYP C, YV] 5)

PexomeHmyeTcs paccMOTpeTh BO3MOXKHOCTh Ha3Ha-
yeHus #mooyrammHa*™* 2-10 MKT/KT/MUH, #IIeBOCH-
meHgaHa** (0,05-0,2 MKr/Kr/MuH misd ontumu3anun CB
U IMypesa y TMalneHToB ¢ Tsoxkenoit JIT0 [10].

PKO IIbB (YYP C, YV 5)

PexoMeHmyeTcss Ha3HAUeHME Ba30IIPECCOPOB Y TAIIM-
€HTOB C CUCTEeMHOM TUTIOTCH3UEH IS KOPPEKIIUHM TeMO-
IMHAMHUYeCcKuX Hapymenui [2, 10, 209].

EOK IC (YYP C, V] 5) ana nanuentos IV @K

PexomeHmyeTcsa paccMOTpeTh BO3MOXKXHOCTh Ha3Ha-
yeHUs #HopanuHedpuHa 0,1-0,3 MKT/KT/MUH MalleH-
taM ¢ JII' 11 KoppeKInu CUCTEMHOM TUITOTCH3UN 1 Ha-

6 Jlo6yramuH (Dobutaminum). VHCTPYKLMSt MO MPYMEHEHMIO IEKapCTBEHHOrO Npe-
napara ans MeaULMHCKOro npuMeHeHus. JJocTynHo no ccoinke: https://www.
rlsnet.ru/active-substance/dobutamin-544; JlesocumengaH (Levosimendan-
nativ). MHCTpyKUMst N0 NPYMEHEHMIO IEKAaPCTBEHHOrO Npenapara Ans MeayLUmH-
ckoro npumenenus. JIM-007212. JocTtynHo no ccbinke: https://www.rlsnet.ru/
drugs/levosimendan-79151#sposob-primeneniia-i-dozy.
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pymieHn mepdy3nun XKU3HEHHO BaXKHBIX OPraHOB, pe-
(bpaKTepHBIX K IPYTMM MHOTPOIIHBIM mperapaTtam’ [10].

EOK IIbB (YYP C, V]I 5)

Kommenrapuu. [Ipu aeuenuu npagoxcenydouxosoii CH
KAro4esoll 3ada4ell seasemcs nodoepiucanue cpeoHe2o Cuc-
MeMH020 apmepuanrbHoeo 0aéieHust Ha YyposHe >60 mm
pm.cm. Y nauuenmos ¢ msaxceaoit CH, no eozmoxcrocmu,
credyem uzbeeamov unmybayuu mpaxeu, UHmMyoayuu OpoH-
X068 paz0enbHOl U UHBA3UBHOU MEXAHUUECKOU 8eHMUAAYUU
Ne2KUX U3-3a 8bICOK020 PUCKA OdabHeliulieeo yXyouleHus ee-
Moounamuxu u cmepmu [ 7].

PexomenmyeTcss paccMOTpeTh BO3MOXKHOCTD Ha3Ha-
YeHUS WHTAISIIIMOHHOTO OKCHIA a30Ta WM WJIOIPOCTa
IS yMeHblIeHus octHarpy3ku 12K y mauuenTtos ¢ JIT
[2, 10, 208, 209].

PKO IIbB (YYP C, YV 5)

PexoMeHIOBaHO paccMOTPETh BO3MOXKHOCTD TIPUME-
HEeHUS BeHO-apTepranbHoit DKMO B KauecTBe BpeMeH-
HOI MomaepKKU Tiepel TpaHCIUIAaHTAlMEH JICTKUX WU
IIPY OXMIAaeMOM pa3pelIeHUN TPUITEpa KIMHUICCKOTO
yxymmenust JIT y manmeHToB ¢ pedpakTepHO TTpaBo-
xkenymoukoBoit CH Ha (poHe MakcMMaIbHO BO3MOXKHOM
JIAT -cienndnyeckoit repanun [2, 10, 208, 209].

PKO IIbB (YYP C, YVI 5)

He pexomMeHIOBaHO MpUMEHEHNUE METOOOB MEXaHM-
YyecKoM mommepkKu (BeHo-apTepuaibHas DKMO) npu
HEBO3MOXHOCTHU YCTPAHEHUS TIPUINHEI TEKOMITCHCAIINT
JIAT' unu BBITIOTHEHUSI SKCTPEHHOMN TpaHCIUIaHTALlUU
srerkux [209].

PKO IIIC (YYP C, YV 5)

AJTOPUTM BBIOOpA ONTUMAIbHON TaKTUKM JICUCHUS
naureHToB ¢ JIAI mipencraBieH Ha puCyHKe 2 B TIPHIIO-
xeHuu b.

3.5. Cneuunduryeckme noarpynnbl 1€ro4yHoOm
apTepuanbHOI rMNepTeH3un
3.5.1. JIAT, accouumupoBaHHas ¢ BIC

JIT, accoumnpoBanHas ¢ BITIC, BKiioueHa B UeThIpe
ocHOBHBIC Tpyntiel JII' U3 TISITH BBIIEJICHHBIX B KIIMHM-
yeckoil knaccudukaunm [6, 43]:

« JIAT mpu BIIC (cuHmpoM BDif3eHMeHTepa, MpuU
BIIC c neBo-mpaBBEIM COPOCOM, TIPU MAJIBIX/COITYTCTBY-
fommx nedekrax u mocie koppekun BITC);

+ JIT m1pm TIaTOJIOTUH JIEBBIX OTHEJIOB cepalia (BpOXK-
IIeHHas/TIpUOOpEeTeHHAsT CEpAeIHO-COCYINCTasT TTaTOJIO-
Ius ¢ mocTKanmuisipHoit JII);

« JIT mpum oberpykuun JIA (mpyrass oOCTpyKIus —
BPOXIEHHbIE CTeHO3bI JIA);

« JII' HeW3BECTHOTO W/MIM CMEIIaHHOTO TeHe3a
(croxuble BIIC — mopoku ¢ YyHUBEHTPUKYJISIPHOU Te-
MOIMHAMUKOM, cermeHTapHas JII, mp.).

IMonuerit iepeyens BITC, mpuBoasimmx K pa3BUTHIO
JIT, mpuBeneHn B EBpa3uiickux peKoMeHAALMUIX 10 qua-

7 HopaapeHanuH (Noradrenaline. MHCTPYKLMS NO NMPUMEHEHIIO NIEKAPCTBEHHOTO

npenapara s MeLULMHCKOro npumeHenuns. JIM-002774. JlocTynHO no cebin-
ke: https://www.rlsnet.ru/drugs/noradrenalin-65155%#.

rHocTuke u JedeHuto JII, accoummpoBannoii ¢ BITC
y B3pocibeix — 2021 [43].

B Poccniickoit ®enepamum JIAT ipu BITC mo pac-
npocTpaHeHHOCTU cpenu Bcex ¢popm JIAD 3aHumaer
OIHO U3 TIEPBBIX MeECT (B psIe peTMOHOB — IIEPBOE).
Huarnoctuka JIT mpu BITC uMeeT crienmdudeckre oco-
o6ennoctm [43, 108, 113, 118, 120, 210-214].

Jleuenue BIIC c JIT BKIIoUaeT XMPyprudeckyio Kop-
pekuio (I ormepabebHBIX MAIlMEHTOB) M MEIMKa-
MCHTO3HYIO Tepanuio (Il HeomepaOeIbHBIX OOJBHBIX
¥ B ciIydae coxpaHeHHs pesmmyanbHoit JII' mocie omepa-
mun) |7, 40, 43, 113, 114, 185, 212, 215-217]. O61mIme Mephl
¥ TIomAepKuBaroIias Tepanus 1pu JII, accormmmpoBaHHOM
¢ BIIC, nnenTnyHb! mogxonaM K jeyeHnio JIAL. Ocoboro
BHUMAaHMSI MOTYT 3aCITy:KUBATh 3PUTPOIIUTO3 (KPOBOITY-
CKaHHNe He PEKOMEHIYeTCs), BOCCTAHOBJICHME AeDUIINTA
Kene3a 1 MpoGMIaKTHKA BO3MYIITHON 3MOOINH TIPU MC-
MOJIb30BAaHNM BEHO3HOTO jnoctyna [7, 40, 43, 114].

Teparms JIAT -crienmduaecknmu npemnapataMu-ADP,
ananoramu I1L, aronuctamn penerrroposn I11I, UDID-5,
ctumyrsitopamu pI'Ll Toka3aHa TmammeHTaM ¢ TIpeKaIi-
ngapaeiMu popmamu JIT: JIAT nipu BITIC u npekanmi-
ngpHoit JIT ipu cnoxusix BITC [7, 114, 185, 215, 217].
HakarummBatoTcsl maHHBIE IO TaK Ha3bIBaeMOMY 'treat-
and-repair approach” (xupyprudeckast KOppeKIusl OCIIe
Kypca JIAT'-cneuunduueckoii Tepanumn), oqHAKO J0Ka3a-
TeJabHas 6aza 3TOro MOIXOIa MokKa HemocrtarodHa [216].

IIpu aranu3e 59 KIMHMIECKUX MccaenoBaHmii (14 u3
aHux — PKW) 110 Tepanum ogo6peHHBIMEU B Poccuiickoii
Ddepepannu JIAT-cnennduiyeckuMmu npenapatamMu mo-
Ka3aHO, YTO Hamboyiee apTYMEHTHPOBAHHO MOXET
MPUMEHSIThCI 003¢eHTaH** (0COOCHHO IIPU CHHIPOME
Diizeamenrepa — PKM BREATHE-5 [185]), omHako
¥ IpyTHe Tpenaparsl (aMOpu3eHTaH™*, MallMTeHTaH**,
cungeHadMI, MHTAISIIUOHHBIA WJIONPOCT, PUOLIUTY-
ar** 1 cejekcumar**) MMeErOT MOKa3aTeIbHYIO 0a3y mpu
"mpocteix" 1 "cnoxHbx" BITC ¢ mpekammuisspuoit JIT
[215, 217]. IIpu 5TOM B MHCTPYKLUUAX 110 TIPUMEHEHHIO
nokasanusg "JIAT, acconnuposannas ¢ BIIC u cunapo-
MoM Ditzenmenrepa”, nan "JIAI, accoummpoBaHHasd
¢ KOppuUTUpOBaHHBIMU TpocThiMu BIIC" o0b6o03Haue-
HBI UIST TpeX (0o3eHTaH™*, MaUTeHTaH™* M celeKCh-
mar**) 3 BOCbMU 3apeTUCTPUPOBAHHBIX B Poccuiickoii
Denmepanny ciennPUUIESCKUX JETOYHBIX Ba30AMIaTaTO-
poB [217].

Pexomennyetcst obcnenoBanue nauueHToB ¢ JII, ac-
coumupoBaHHoit ¢ BIIC, mo craHmapTHOMY TMarHOCTH-
YeCKOMY aJTopuTMy MmanneHTOB ¢ JII' ¢ 06sg3aTeIbHBIM
WCTIOJNIb30BAHUEM COBPEMEHHBIX BH3YaIM3UPYIOIINX
MeTOHmOB (MYJBTUCIIMPAIbHASI KOMITBIOTEPHAsI TOMOTpa-
¢ust, MPT) u UBKC [40, 43, 113, 114]

PKO IC (YYP C, V1] 5)

PexkomeHmyeTcsl IIyTbCOKCUMETPHST OTIEIBHO Ha Py-
Kax M HOTaX B IOKOE M IpU (GU3NIECKON HarpysKe Ia-
muenTtam c¢ JIT pu BIIC [7, 40, 43].

PKO IC (YYP C, YVY] 5)
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Pexomennyercs YBKC maumenTtam ¢ JIT' mpu BITIC
IJIsT oTipenesieHus Tskectwl JIT, yTouHeHUS ee reMonmHa-
MHWYECKOTO BapHaHTa M OIpeNe/IeHUs TTOKa3aHUM K XH-
PYypruyeckoii KOppeKLuu 1 crneuduieckoi rTepanuu |7,
108, 113, 114, 213, 214].

PKO IC (YYP C, V]I 5)

PexomeHnyeTcs mpoBOOUTH OILIEHKY TeMOTMHAMUKH,
BKJTIOUAsT OTHOIIICHHE JIETOYHOTO KPOBOTOKA K CHUCTEM-
HOMY (Qp/Qs), v maumenToB ¢ JII' mpu BIIC Tonpko
C MOMOIIIBIO TIPSIMOTO WJIM HempsaMoro Metoma duka
[108, 113, 114, 214].

PKO IC (YYP C, V]I 5)

He pexomenmyeTcst mpoBeneHWe TecTa Ha Ba3opeak-
TUBHOCTH y B3pocibix namueHToB ¢ JIAT ipu BIIC [7,
43, 118, 212].

PKO IIIC (YYP CB, VI 5)

Kommenrtapuu. Ouenka easzopeaxmusHocmu y 83poc-
avix nayuenmos ¢ JIAI npu BIIC ne nokasana uz-3a om-
cymemeusi 00uenpuHsImsiX Kpumepues, YKasvl8arouux Ha
onepabeavHocms BIIC, a makace uz-3a kpaiiHe pedkoeo
omeema NAYUeHmMo8 ¢ "ManblMu/Conymcmeyruumu oe-
gexmamu” u nocae xoppexyuu BIIC na mepanuio BKK [7,
43, 118, 212]. Tepanus BKK npomueonokazana 601vHbIM
¢ cuHopomom DiizeHmMeneepa, m.K. Mojcem cnocoocmeosams
Y8eauHeHurw 8eHOApMmMepudIbHo20 WYHMUPOBAHUS KPO8U
u, maxkum obpasom, ycyeyoums eunoxcemuio [2]. B cuay ebi-
wenepetucieHHbIX 00cmosmenscme (Kpaiine mManas 6eposim-
HOCMb NON0ICUMENbHO20 Pe3YAbMmama, HeyeaecooopasHoCcms
Hasnauenuss BKK) nposedenue mecma na eazopeakmug-
HOCMb Y 60AbHBIX ¢ CUHOpOMOM DilzeHMeHeepa He NOKA3AHO.

* Pexomennyetcd nmamuenTtam ¢ JIAT ipu BITC n ot-
HomeHueM Qp/Qs >1,5:1 panukanbpHas Xupyprudeckasy/
sHIoBacKyspHast Koppekuust (A16.10.024 3akpbitue ne-
(ekra meperoponku cepaira) npu nHaekce JICC <4 en.
Byna x M2 [2, 40, 43, 113, 114].

PKO IC (YYP C, V]I 5)

* PexomeHOyeTCsT pacCMOTPETh BO3MOXHOCTD PaIy-
KaJIbHOUM XUPYPTUIECKON/IHIOBACKYISIPHON KOPPEKIINHT
(A16.10.024 3akpbiTie medeKTa Ieperopoaku cepiia)
¢ coxpaHeHUEeM (peHecTpauy MEXIIPEeICcepaHON Tepe-
roponku y marueHToB ¢ JIAI nmpu BIIC u oTHOIIeHNEM
Qp/Qs >1,5:1 npu unnexkce JJICC 4-8 en. Byna x M? uH-
IUBUIYATIbHO B 3aBUCUMOCTU OT APYTUX KIMHUYECKUX
¥ TeMOAMHAMWYECKNX ToKa3arenei [2, 40, 43].

PKO ITaC (YYP C, YV 5)

Kommenrtapuu. [lokazanus Kk padukanbHoi xupypeuue-
ckoil/sHdosackynsapHoil Koppekyuu npu undexce JICC 4-8
ed. Byda x M° u k HeKomopwiM Udam NAAAUAIMUBHBIX SH-
008aCKYAAPHbIX Onepayuil (IMO0AU3AUUS Ne20UHbIX KO-
mepanbHbiX apmepuil NPU KPOBOXAPKAHbE, CIMEHMUPOBAHUI)
CcmMeoaa Ne60il KOPOHAPHOL apmepuu nPu uwemMuu MUuoKap-
da u dp.) nodpobro paccmompenst 6 Espasuiickux pexomen-
dayusx no duaenocmuke u neveruro JII, accoyuuposanHoil
¢ BIIC y e3pocavix — 2021 [43].

He pexomeHmyeTcsl pammKaabHasT XUpyprudycckas,/
9HAOBACKYIsIpHasl Koppekuuu namueHtaMm ¢ JIAL npu

BIIC npu unaexce JICC >8 en. Byna x M2, mpu cuHapo-
Me Dii3eHMeHTepa M "MaJIbIX/COITyTCTBYIOIINX IeheKTax
c JIAT" [2, 40, 43, 113, 114].

PKO IIIC (YYP C, Y11 5)

PexoMeHmyeTcsT paccMOTPeTh BO3MOXKHOCTD Y TIAllM-
eHTOB ¢ TIpeTpukycnnaantbHeIMU BITC 1 nngekcom JICC
>8 en. Byna X M? KOPOTKHUil (HECKOJIBKO MECSLEB) Kype
JIAT-cneuuduyeckoil Tepanuu ¢ IMOCAEAYIOLIEH II0-
BTOPHOI OLIEHKOM onepabenpHocTH [40, 43, 216].

EOK IIbC (YVYP B, V]I 3)

He pexomenmyetcst pytuHHasT (pJIeOOTOMMUS TSI CHU-
JKEHUS TTOBBIIICHHOTO TEMAaTOKPHUTA Y ITAIIMeHTOB C CHH-
IpoMoM DitzeHMeHrepa [7].

EOK IIIC (YYP C, Y] 5)

Kommentapun. [lpu nasuvuu KAUHUHECKUX CUMAMO-
MO8 2UNep8s3KoCmu Kposu Y NAyUeHmMO08 ¢ 2eMamoKpUumom
>65% npexcoe éceeo caedyem o6pamums 6HUMAHUE HA
adexsamuyro eudpamauyuio [7].

PexoMeHmyeTcsl TIpM MCTIOIB30BAHNM BEHO3HOTO TI0-
CTyna y MaluueHTOB C CUHAPOMOM Dii3eHMeHrepa Tuia-
TeJlbHag npoduIakTuka sMmoonwuii [7, 40, 43].

PKO IC (YYP C, V1] 5)

Pexomennyercsa tepanus JIAI-cneuududyeckumu
TpernapaTaMy CICAYIOIMNM ITallieHTaM C TIPeKammuIsIp-
soit JIT mpu BIIC: 1) ¢ cunapomMoM BDif3eHMeHTepa;
2) ¢ pesunyanbHOM JIAT TIOCTIC pamnKaabHON OUBEHTPH-
kynsapHoit koppekunu BIIC; 3) ¢ JIAI' mpu mamnbix/co-
IyTCTBYIOIUX AedekTax; 4) mocie omnepanun PoHTeHA
¥ IBYHAIIPABJIICHHOTO KaBOITYJIbMOHAJIBHOTO aHACTOMO3a
0e3 TOTOIHUTEIFHBIX UCTOYHUKOB JIETOYHOTO KPOBOTO-
Ka TIpA OTCYTCTBUU NUCHYHKINUA CUCTEMHOTO XKeTymIod-
Ka ¥ TIpW HaJWIUU IIPU3HAKOB JIETOYHOI COCYIUCTOM
60e3HM (CpemHWil TPaHCITYAbMOHAJNBHBINA TPagNeHT
>6 MM pr.cT. ¥ unaekc JICC >3 en. Byna x mM?) u/uiu
HEIOCTAaTOYHOCTU KpoBooOpamenus [40, 43, 113, 185,
212, 215, 217].

EOK I-IIa-1Ib — B-C (YYP C, V] 5)

PexomenmyeTcss Ha3HadeHHe OO3¢HTaHA** IMallMeH-
TaM ¢ CUHIPOMOM Dii3eHMEHTepa ISl YIYIIIeHUST (hH-
3UYECKOM pabOTOCIIOCOOHOCTH U TeMOIMHAMMICCKIX
nokazareneii [7, 43, 185, 217].

EOK IB (YYP B, VI 2)

PexoMeHnayioTcs amMOpu3eHTaH™*, ManuMTeHTaH**,
cunaeHadWwI, pUOHUTYaT**, MHTaISIIMOHHBIN MIOTIPOCT
¥ ceJIeKCHIar™* mammeHTaM ¢ npekamunispHoit JIT mpu
BIIC [7, 43, 215].

EOK ITIaC (YYP C, VI 5)

PexomeHnayeTcsi KoMOMHUpPOBaHHAs (HaYaJibHasl U MO-
cinenoBarenbHas) Tepanus JIAI-cnenupuiyeckumu mpe-
rnapatamMu TanueHTam ¢ rpekamuurspHoit JIT mpu BITC
[7, 43, 113, 217].

EOK IIaC (YYP B, VI 2)

3.5.2. JIAT, accouumnpoBaHHasa ¢ CT3CT
CCJl, — ayronmmyHHoe CTt3CT HeM3BECTHOI 3THO-
JIOTWH, TP KOTOPOM TTopaskeHue JIeTKUX B Bune JIAT nmim
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W3J1 aBnsgeTcs OCHOBHO MIPUYMHOI IpeXIeBpeMEHHOM
cMmeptu [218-220]. O6masa pacnpoctpaHeHHOCTD JIAT
cpenu maruenTto ¢ CCJl cocrasuseT 6,4% (95% mose-
pUTEIbHBIN MHTEepBal 5-8,3), a obmas 3a001eBacMOCTh
18,2 caydas Ha 1000 uesnoBeko-jeT (95% moBepUTENbHBII
nHTepBan 12-27,4), mo manHbBIM MeTaaHanmm3a [220].

Pacnpoctpanennocts npu apyrux Ct3CT meHee
MU3y4eHa, YTO OOYCIOBIEHO 3HAYUTETHHOUN PENKOCTHIO
obHapyxeHusi, >70% ot Bcex nauueHToB ¢ JIAT mnpu
peBMaTUYECKNX 3a00JIEBAHUSX COCTABISIOT MAIIUEHTHI
c CC/ [221-223].

Pexomenpyercst oocnenoBanue namueHToB ¢ JII' ipu
Ct3CT 10 cTaHZapTHOMY JTMATHOCTUYECKOMY aJITOPUT-
My nauveHToB ¢ JIT' ¢ uckitoyeHuem HauboJjiee YacThiX
npuunH JII' — maronorust 1erkux u/viv TUTIOKCEMUS
1 3a00j1eBaHMs JIEBBIX OTIeoB cepaua [7, 10, 14].

PKO IB (YYP C, V1] 5)

Kommentapuu. Dmuonoeus JII'y 6oavnoix Cm3CT ne-
odnopodua u exnwuaem: JIAIL; JII, 06ycroeaennyro 3aboae-
B8aHUEM Ne2KUX U/uiu eunoxkcemueil, nocmxanuansapmuyio JII,
Ha Qoue 3a604e6aHull 1e8bix 0mdenos cepoya (cucmonuue-
ckas/duacmonuueckas oucgpyukyus); IBOb; XTOJIT y na-
YueHmos ¢ AaHMu@PochHoAUNUOHBIM CUHOPOMOM, UAU NOCAe
TOJIA [224].

Pexomennyetcs exeromHbiii OXoKI'-CKpUHUHT y T1a-
muenToB ¢ CCH nipu Hanmuum JIAT-accoummpoBaHHOTO
denotumna (cmHapom PeitHo >12 meT, Hanmm4ue Tee-
AHTUOAKTA3WI, TTOJTOXUTEITBLHBIX aHTUIIEHTPOMEPHBIX
AHTUTE, TOBBINIEHNE YPOBHSI MOUYEBON KUCIOTHI >34(0
MKMOJIb/J, OTCYTCTBHAE aHTUTE K Tormon3omMepase-1) [2,
7, 235, 226].

PKO IB (YYP B, V1] 3)

Kommenrtapuu. Jlokazamenbcmea KAUHUUECKOU UYeH-
Hocmu parneeo evisenenus JIAI npu CCI bbiau noayuerol
8 NPOPAMMAX CKPUHUHRA, NOKA3ABUIUX MEHee GbIPAJICCHHbIE
2eMOOUHAMUMECKUe HAPYUWIeHUs U AYHULYIO BbIJICUBAEMOCIb
v evisignennbix nayuenmos [125, 126, 219]. Pazpabomano
HECKOAbKO aA20PUMMOE CKPUHUHeAd C UCHOAb30BAHUEM
KOMOUHAUUU KAUHUYECKUX NPUSHAKOG, UMMYHON0UYECKUX
mapkepog, IxoKI, yHKYUOHANbHbIX N€20UHbIX MeCmO8
(uccaedosanue HecnpoOBOUUPOBAHHBIX ObIXAMENbHbIX 006-
emMo6 U nomoKos, ucciedosanue Ou@py3uoHHOU cNOCOOHO-
cmu neekux) u uccaedosanus ypoeus NT-proBNP 6 kposu
ons ombopa nayuenmos ¢ CCI odas YBKC (DETECT)
[132] u Aécmpanuiickoii epynnsl no u3y4eHuro ckaepooep-
muu (ASIG) [224]). Credyem nooduepkuyms, ymo 60npoChl
ckpununea JIAI ne kacaromes nayuenmoé ¢ CCH ¢ U3J1 u/
uau nopaxiceHuem negvix omoenog cepoya. Buisearenue JIT
epynnol 3 u 2 6 x00e OUHAMUHECK020 HAOAHOeHUS Y IMUX
nayuenmog cgudemenscmayiom o npoepeccupoganuu M3J1
U/unu nOpaxdcenust 1e6olx omaoenos cepoya, yxyouiaem npo-
2HO3, U mpebyem, @ nepayro ouepedb, ONMUMUIAUUU Me-
panuu U3JI u/uru nopaixcenus: neévix omoenog cepoua,
nockoavky pymuHuoe nasnHauenue JIAI-cneyuguueckux
npenapamog IMum nayueHmam Modscem npusecmu Kk yxyo-
wenuro [125, 224, 236].

JIAT-accoyuuposannviii penomun CCI exawuaem
anamHecmuyeckue ceedeHus (OAUMeAbHOCMb CUHOpOMA
Peiino >12 nem do nepewix npusnaxos JIAI), kaunuueckue
(meneaneusKmaszuu, AUMUMUPOBAHHOE NOPAICEHUE KOICU
uau e20 omcymcemeue) u 1abopamopHoie (eunepypukemus,
Haauuue AHMUYEHMPOMEPHbIX AHMUMmen, Omcymcmeue
anmumen K monouzomepase-1) nokazamenu, cés3aHHble
¢ pasgumuem JIAT' y nayuenmos ¢ CC/ [227]).

PexomeHnmyeTcst HaMmpaBiIsiTh CKPUHUPOBAHHBIX Ta-
muenToB ¢ CCJl u npyrumu Ct3CT co cpeaHeit 1 BbICO-
koii BeposiTHOCTBIO JIAT o manHbeIM DX0KI B akcrept-
et uentp JIT [7, 10, 14].

PKO 1A (YYP C, V]I 5)

Pexomennyerca Habmogenue manmeHToB ¢ Ct3CT
u JIT, ooycnosnennoit M3J1 unn 3aboneBanusmu JI2K,
MHOTOMPO(GUILHON TPYNMON CIENUaaInCcTOB, BKIO-
yasi Bpava-KapAauojora, Bpaya-IyJibMOHOJIOTA, Bpada-
peBmarojiora u ap. [2, 7, 10, 14].

PKO 1A (YYP C, VI 5)

PexoMeHmyeTcst UCIIOIb30BaTh UCCIEIOBAHUE YPOB-
HSI MOUYEBOW KUCIOTHI B KaUeCTBE NOMOJHUTEIHHOTO
JIVarHOCTUYECKOTO W TIPOTHOCTUYEcKoTo Mapkepa JIAT
y maumeHToB ¢ CCJI [228-230].

PKO IB (YYP B, V1] 2)

Kommentapun. Y nayuenmos ¢ CCI mouesas kucioma
ObLra UOeHMUPUUUPOBAHA KAK MADKep NOB8PEeICOeHUs MU -
Kpococydog, 0eMOHCmPUpys XOpOUuLyo KOppeasiyuro ¢ ypos-
HeM KpeamuHuHa 8 cblgopomie U NOKa3amensimu eemMoouna-
muku [228]. Tunepypukemus s615emcs 4acmoim s6AeHUEM
npU MKAHeBol 2UNOKCUU: NOBbIULEHHBLI YPOGEeHb MOUeB0ll
Kucaomel — no60uH020 NPOOYKMa OKUCAeHUsl NYPUHO8, NO-
8blUIAemcsl NpU HAPYULeHUU OKUCAUMENbHO20 Memadoau3ma
u obnapyxcusaemces y nayuenmos ¢ JIAI' pazauunoti smuo-
noeuu npu dokasaunoll Koppeasuuu ¢ PK no NYHA, cmep-
muocmoto u ducmanyueir THIX [229]. JIAT-cneyuguueckas
mepanus 3HAYUMENAbHO CHUICAem YPOBeHb MOUeB0il KUCAO0-
mut 8 nepugepuueckoii kposu [230].

Pexomennayercsa npoBenenne YBKC Bo Bcex ciydagx
nono3penud Ha JIAT, accounuponannyio ¢ Ct3CT [2, 7,
10, 14].

EOK IC (YYP C, VI 5)

Kommenrtapuu. Yuumeieas mnocopaxmoprnocmes nogoi-
wenus JIA y nauuenmog ¢ CCIH u HU3KYI0O ux 8vlicusa-
emMocmsb, 6edemcsi NOUCK OONOAHUMEAbHbIX (PaKmopos 045
panneeo evisierenus JIAIL. /lna pewenus eonpoca o Heo0-
xodumocmu 4YBKC npeonosxncervt areopummot panueil oua-
enocmuiu JIAL, accoyuuposannoit ¢ CCI: 6 uccredosanuu
PHAROS npeodnaecaemcs ouerka OaHHbIX UCCACO08AHUS
HeCnpogoUUPOBAHHbIX ObIXAMEeAbHbIX 008eM08 U NOMOK08
u uccredosanue OUp@y3UOHHOU CROCOOHOCIU Ne2KUX: CO-
omuowenue OXE/N/DLCO >1,6; DLCO <55%; pacuem-
Hoe dasaenue 6 11K >35 mm pm.cm. [7, 231]. B uccredosa-
wuu DETECT 0as nayuenmos ¢ AumumuposanHoi hopmoll
CCIl 6 meuenue ne <3 nem, duazHocmuKa OCHO8bI8ANACH
Ha oyenke coomuouenuss OXKEJI/DLCO, naruuus meneat-
2UIKMA3ULL, AHMUUEHMPOMEPHbIX anmumen, yposus NT-
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proBNP u mouesoil Kucaomol, yuumsl8aiucy maxue 0aH-
Hble, KAK OMKAOHeHUe 1eKmpuiecKoil ocu cepoua enpago
na DKI, naowaos IIIT u Vmp no danneim IxoKI [128].
Ompuyamenvhas npedckazamenbas YeHHOCMbs 0aAHHO20
aneopumma cocmasuna 96%. Yuumvieas unarcogvie 3a-
mpamol U He0OCMYNHOCHb HEKOMOPbIX UHCIMPYMEHMANbHbIX
memodos (uccaedosanue DLCO, ceészanHble ¢ HeobXxo0u-
MOCMbIO exce200H020 00caedosanus, ebldeseHue epynn
pucka, 0003HAUEHHbIX 8 peKoMeHOayuu, npedcmasasem-
csi Haubonee yenecoobpasHoim. M30aupogantoe cHudiceHue
DLCO uabarwdaemces kak npu JIAI, mak u ¢ HauanrvHbim
H3JI, nokazano, umo npoenocmuueckoe 3Havenue 0aHHO20
memooda ycmynaem duaeHocmuyeckomy [232].

* He pexkomeHnyeTcst mpoBeneHue TecTa Ha Ba3ope-
aktuBHOCTh ipr YBKC mnarnmentam c JIATL, acconumpo-
BanHoii ¢ Ct3CT [2, 7, 10, 14].

EOK IIIC (YYP C, Y1 5)

Kommenrtapuu. Cpedu nayuenmog ¢ JIAI-Cm3CT nono-
JACUMENbHYLI 8A30peaKMUGHbLI mecm Habarodaemcs mMeHee,
yem 6 1% cayuaes, nosmomy oyeHKa 6a30peaKmueHOCmU
60 epemsi YBKC y dannoil kameeopuu nayueHmos He npo-
6odumces u, coomeemcmeenno, bKK dasa newenusn JIAI ne
npumensiomes [125]. B 6oavuuncmee cayuaeé BKK npu-
MeHsIIom MoAbKo 8 Kawecmege mepanuu cunopoma Peiino.

PexomengoBano y mauueHToB ¢ JIAIL, accouuunpo-
BaHHOI ¢ Ct3CT, mpuMeHATh TOT XK€ aJITOPUTM Jieue-
HUd, 9To 1 y nmauueHToB ¢ UJIAT [2, 7, 10, 14].

EOK IC (YYP C, V1] 5)

Kommenrapun. /layuenmor ¢ Cm3CT npunumanu yuac-
mue 6 PKU co ecemu epynnamu JIAI-cneyuguueckux
npenapamos. Hasnauenue cneyugpuueckoit mepanuu JIAI
oonvubim ¢ CCI no3eoauno ygeauuumos mpexiemHior bl-
acusaemocms nayuenmog ¢ 45 do 56% [125, 233]. Oouaxo
xoauuecmeo ywacmeyrowux 6 PKU nayueumos ¢ JIAI-
Cm3CT Hneconocmagumo MmeHbuie HO CPABHEHUI) C YUC-
aom nayuenmos ¢ HJIAI. PKH, nocéauwennvie ouenke
JIAT-cneyuguueckoii mepanuu UCKAIOHUMENbHO 8 epynne
nayuenmos ¢ JIAI'-Cm3CT, 6 nacmosiuee epems omcym-
cmegyiom. Imo umeem onpedenenHoe 3HaueHue, NOCKOAbKY
nayueumot ¢ Cm3CT 6onee cmapuieco o3pacma 4acmo
UMeom cKenemHo-MblileyHble npodaemsl U CONYMCMEYIo-
WY NAmoaoUr0, Ymo 02PaHu4ueaem 6binoAHeHUe U UH-
mepnpemayuio Haepy3ouHsix npoo [2, 44, 98]. Y nayuenmos
¢ JIAT-Cm3CT ommeuancs menvuiuti npupocm OUCmManuyuu
6 TIIX no cpasuenuio ¢ 6oavubimu ¢ UJIAILT B smoii cés3u
pesyavmamot nocaednux doaeocpounvix PKU SERAPHIN
u GRIPHON [45, 177], oyenusarouwux KOMOUHUPOBAHHYIO
KOHeuHyl mouKy 6 ude 3a004e8aemMocmu,/cmepmHocmu,
npedcmaegasiom ocobblll UHmMepec 8 Koeopme NAYUeHMOo8
¢ JIAI-Cm3CT. Cnedyem umemo 6 6udy HeoOHOPOOHOCHb
epynnut nayueumog ¢ JIAI-Cm3CT ¢ PKHU. Teuenue 3a-
Oonesanust, nopajiceHue neekux u cepouya, ghopmupogarue
JIBOB, conymcmeyrowas mepanus u 0CA0NCHEHUS MOZYM
CYWeCMBEeHHO pA3AUamuscs mMedxncdy nayuenmamu ¢ cu-
cmemnotl kpacroil eorvanxoii, CCH u dpyeumu Cm3CT.
B 6orvwuncmee PKH namonaoeusi neekux uckaio4anacs

Ha OCHOBAHUU OGHHBIX UCCAe008AHUS QYHKYUU BHEUHe20
Odvixanusi, moeda kak evinoawenue KT OI'K mpebyemcs
ons evisienenus puopoza/smeusemor neekux. Kpome moeo,
y nayuenmos ¢ Cm3CT uacmo nopaxicaromces negvie om-
deawl cepdya, umo 3HAUUMENbHO YXyouiaem NPOSHO3 y na-
yuenmos ¢ JII npu Cm3CT [234, 235].

He pexoMeHmyeTcst MCITOTb30BaHNE UMMYHOCYTIPEC-
CUBHOW M MPOTUBOBOCTIAIIUTEIHLHON TEpariuu IS Jeue-
nug JIAT y nmammenToB ¢ CCJI, [125, 220-222].

EOK IITA (YYP C, VI 5)

He pexoMeHnayercsi pyTHHHOE Ha3HadyeHWE aHTU-
TpoMOOTHUUECKUX cpeAcTB nauueHtaM c¢ JIAT, accouu-
upoBaHHo ¢ CT3CT, mpu OTCYTCTBUM JOMOJTHUTETBHBIX
nokasanmii [125, 236, 237].

EOK IIIB (YVYP B, V] 3)

PexomeHmyeTcss TpUMEHSITh CTPATETUIO OLEHKU PUC-
Ka ¢ JOCTUXEHUEeM HU3KOTO PUCKA JIETAIBHOCTU B pe-
synbrate JIAI-cneuuduueckoil Tepanuu y MalueHTOB
JIAT, accommmpoBannoii ¢ Ct3CT [2, 7, 10, 14].

EOK/PKO IC (YYP C, Y] 5)

Kommentapun. PKH, cpasnusarowux sghgpexmusrnocmo
JIAT-cneyuguueckoit monomepanuu y nayuenmos c JIAI-
Cm3CT, He nposodunocs. B npunsmuu peuieHus no eb100py
npenapamos ucxo0ums U3 pucka AeKapCmeeHHbiX 83auUMo-
deticmeuil, Haau4us NOpadceHust neveru (OUAUAPHBLI UUPPO3
neuenu) u nouex. Ilpumenenue cmapmosoii KOMOUHUPOBAH-
Holl u nocaedogamenvroil JIAI-cneyuguueckoii mepanuu
npu JIAI'-Cm3CT npodemoHcmpupogano noaoxcumenvHsie
agpgpexmot, kaxk u y nayuenmos ¢ UJIAI, 6 omHowenuu
YMeHbluleHUs puckoe Hebaazonpusmuolx coovimuil [7, 125].

3.5.3. Moproll

IMoprolll' xak npexkanumisgpHasa ¢popma JII' otmeua-
ercs y 2-6% IMalueHTOB ¢ MOPTAJIbHOM TUIIEPTeH3UE
TIPU TTaTOJIOTUM WU OTCYTCTBHUU ITOpPaXXCHUS TICUCHH,
KOTOpYIO cienyeT nuddepeHINPOBATh C TeIaTOIyIIb-
MOHAJIBHBIM crHApoMoM. IlocmemHuit pa3BuBaeTcs Ipu
3a00JICBaHMSIX TICYCHH, BPOXKICHHBIX TTOPTOCUCTEMHBIX
IIYHTaX U COMIPOBOXIACTCS AUJIaTaIlleil COCYIOB JIETKUX
B OTBET Ha rurokcemuio npu HopmaibHoM JICC [44,
123]. I'emaToIry IbMOHAIBHBIN CHHAPOM MOXET ITpeIIie-
CTBOBATh WJIN Pa3BUBATHCS OMHOBpeMeHHO ¢ mopTolll
[96, 238, 239].

PexoMenayeTcss BHITTONHATE DXoKI y manmeHTOB
¢ cumoroMaMu JII' TIpy HaIWMYUKM TTATOJIOTHU TICYCHU
WUIM TIOPTaJIbHOM TUIIEPTEH3NU M Y BCEX KaHIWIATOB Ha
TpaHCIUIaHTalMIO Tleuenu [2, 7, 10, 14].

EOK IC (YYP C, VI 5)

KommenTtapuu. Tpancmopakxanvnas IxoKI sensemcs
Memodom evibopa npu nodospenuu xa JII; pekomendyemces
8 Kauecmee UHCMPYMEHMA CKPUHUH2A Y NAUUEHMO8, 0XCU-
darowux mpancnaianmayuro neweru [7].

PexomeHmyeTcsT IpoBOIUTH OOCECIOBAHME MALIMCH-
TOB, HaXOMSIIMXCS B JINCTE OXUIAHUS Ha IPOBEICHUE
TPAHCBIOTYISIPHOTO BHYTPUIICYCHOTHOTO TTOPTOCUCTEM-
HOTO IIYHTUPOBAHMS WM TPAHCIDIAHTAIIUN TICYCHU, IS
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uckmouenust optolll, Kak He3aBUCUMOTO TPENUKTOpa
cMmepTtHOCTH [2, 10, 240].

EOK IB (YYP B, V1] 3)

Pexomenayercst HampaBisiTh naiueHTOB ¢ moptolll’
B OKCTIEPTHBIE IIEHTPHI, PACIIOIAratoIIre OMbITOM pabo-
TBI ¢ 3a0oneBanugaMu nedenu u JIT [2, 240].

EOK IC (YYP B, V1] 3)

V nanuenTtos ¢ noptolll’ pekoMeHIyeTcsl MPUMEHSITh
anroputm JjeueHust JIAL, yauTheiBast TsSKeCcTh 3a0oJieBa-
Hug neyenu [2, 7, 10, 14].

EOK IC (YYP C, V11 5)

He pexomenayercs HaszHaueHue JIAI-cnmeumndu-
YeCKO# Tepanuu TMaiueHTaM C MOPTAIbHON TUTEPTEeH-
3ueit mpu noselmenun cp/AJIA n CB npu HOpMaiTbHOM
JICC [7, 123].

EOK IIIC (YYP C, VI 5)

IMauuenTtam ¢ moprolll’ pekoMeHayeTcss HavyajabHAasI
JIAT-cniennduueckass MOHOTepamnus C JajJbHEHIIUM
Ha3HauYeHWEM, TIPU HEOOXOIMMOCTH, MOCIEN0BATENb-
HOU KOMOWHUPOBAHHOW TEparuu ¢ y4eTOM OCHOBHOTO
3a00JIeBaHMS M TIOKA3aHWI K TPAHCIJIAHTAIIUU TIEYEHU
[7, 123].

EOK ITaC (YYP C, Y] 5)

Kommentapuu. [layuenmut ¢ nopmolll ne éxarouanuce
6 PKU no oyenxe sgppexmusnocmu/bezonacnocmu JIAI-
cneyughuueckoll mepanuu, Ymo HeoOX00UMO YUUMbIEAMb
npu HA3HAYeHUU Npenapamos, 0000peHHbIX 045 AeUeHUs
JIAL Y nauyuenmos ¢ nopmolll’ u ymepenuoimu/msicensimu
HapyuwleHusMU QYHKUUU neweHu, pekomeHoyemcs uzbeeamso
Ha3HAYeHUs 2enamomoKCUYHbIX NPenapamos, 8 4acmHo-
cmu ADP [241, 242]. B naauebo-koumpoaupyemom PKH
PORTICO y nayuenmos ¢ nopmolll' (56% nayuenmos
C NK020AbHBIM UUppo30M neveru, 41% — eupycHvim eena-
mumom C) Ha gone mepanuu mayumeHmanom™* k 12-i
Hed. docmoesepHo cHuxcanocy JICC u cpll/IA, yseauuusancs
CHU oe3 3nauumoix usmenenuti PK npu omcymemeuu cay-
Yaes KAUHUYECKU 3HAYUMO20 NOGbLUIEHUs YPOBHS MPAHC-
amunas [243].

Y nauuenmoes ¢ nopmolll’ mpaduyuonro npumensitomcs
HUDI[D-5. B HekoHmpoaupyemom uccaedosanuu y nayueH-
moe ¢ nopmolll’ npu YBKC ommeuanoce chuncenue JICC
u cpllJIA uepes 3 eoda neuenus, oonomy uz 11 nayuenmos
y0anochb YCnewHo GblNOAHUMb MPAHCHAAGHMAYUIO NeYeHU
[240, 244]. llannvie 0 npumeHeHuu UHEAAAUUOHHBIX NPO-
CcManoudos 0epaHuuenbl eOUHUYHbIMU KAUHUYECKUMU CAY-
yasmu. Haruuue mpomboyumoneHuu u blcOK020 pucKa
2eMOoppazu4eckKux 0CA0JICHeHUI mpebdyem 0CmOopOICHOCIU
npuUMeHenUsl SMoll epynnvl NPenapamoa.

B PKU PATENT-1 11 nauyuenmos ¢ nopmolll noayya-
au mepanuro puoyueyamom™** 2,5 me 3 pasa/cym., oonako
anaauza s¢pgexmusnocmu/b6e30nacHocmu Aeuerust 8 Mol
nodepynne ne nposodunocy [171]. Jlannvie o npumenenuu
aconucma peyenmopog I11] cesexcunaea™* y nayuenmog
¢ nopmolll’ noka omcymcmeyrom.

PexomMenmyeTcst paccMOTpeTh BO3MOXHOCTh TpaHC-
TJIAHTAIlUM TIEYeHU y TIAIIMEHTOB C ONMTUMATbHBIM Te-

MOOMHaAMUUYeCKUM oTBeToM Ha JIAI-cnenmuduueckyio
Teparmio [2, 7, 10].

EOK IIaC (YYP C, Y11 5)

Kommentapun. Tpancnaanmayuro newenu caedyem pac-
cmampugams 8 UHOUGUAYANbHOM NOpsidKe Y NAUUeHmMO08
¢ nopmolIT npu docmusiceHuu HOPMANLHOU UAU NOYMU HOP-
manvroi eeauyunst JICC [7, 123, 240].

He pexomenmyeTcsi IpOBOAUTH TPAHCIUIAHTALINIO Tie-
YeHHU TMalneHTaM ¢ Tsokesroit moptolll [2, 240].

EOK IIIC (YYP B, V] 3)

Kommentapuu. Pazeumue JIAI conpsiscero ¢ vicokum
PUCKOM CMEPMHOCMU Y RAUUEHMO08 NOCAe MPAHCHAGHMAUUU
neueHu No NpUYUHe MANCeNO0ll NeHUeHOUHOI NaAMOA0UL: NPU
cpllVIA 250 mm pm.cm. ommeuanace 100% nepuonepayu-
ouHas cmepmuocmo, npu cpll/IA 35-50 mm pm.cm. u JICC
>3 ed. Byoa — 50% [7, 10]. Mexcdyrnapoonoe obuecmeo
MPAHCNAGHMOA0208 & Kauecmee adcoNOMHbIX NPOMUBONO-
Ka3anuil kK mpaHcniaHmayuy neveHu npeodnodiculso 2emo-
JuHamuuecKue Kpumepuu, Komopwle Hyxucoaromes 6 0anb-
netiweil gasudavuu: cpllJ/IA >35 mm pm.cm. u JICC >5 ed.
Byoa y nayuenmos, noayuarowux JIAI-cneyuguueckyro
mepanuto [247]. Ilocre ycnewnoil mpancnianmayuy peule-
Hue 0 deackanrayuy Uiy ommere mepanuu NPUHUMAemcs Ha
unousudyanvrol ochoge [7].

He pexomMenmyeTcst Ha3HaUeHUE aHTUTPOMOOTHYE-
CKUX cpencTB manueHTam ¢ noptolll” u3-3a pucka pas-
BUTHS TeMOopparndeckKux ocjaoxHenuii [2, 7, 10, 14].

EOK IIIC (YYP C, VI 5)

Kommenrapuu. Ilayuenmot ¢ nopmolll umerom 8vico-
KUl pUck KposomeueHus, 8caedCmeaue HapyuleHHo20 cunme-
3a ¢hakmopog ceepmuvl8anus U HEeKOHMPOAUPYEMOU 2UNOKO-
azyrsayuu Ha @oHe npuema aHmuKoazyasHmos, Haiuuuem
BAPUKO3HO-PACUIUPEHHBIX 8eH NUWEB00a U 2eMOppOUdanb-
noix een [10, 44, 123]. AumukoaeyssHmuas mepanusi mo-
acem 00CyHc0amuvcs npu HAAUMUU JHCUSHEHHO GAICHBIX NO-
Kazanuii, maxux kax ocmpas TOJIA [7].

3.5.4. JIAT, accouumnpoBaHHasa ¢ BUM-uHdpekumen
ITpuMeHeHNE BRICOKOAKTUBHOM aHTHPETPOBUPYCHOM
Tepallid U OTOCTUKCHUS B JICUCHUU OIMOPTYHUCTUYC-
CKMX MHMEKIINIT CITOCOOCTBOBAIN YBEIMICHUIO TIPOIOTI-
KUTEJTBHOCTU XXU3HU TTauueHToB ¢ BUY [7, 124, 245].
B cniexktpe cepaeuno-cocynucThix ociaoxHeHuit JIAI pasz-
BuBaetcst uuib y 0,5% mauuenros ¢ BUY-undexunei
" SIBJISIETCST HE3aBUCUMBIM (PAKTOPOM pHCKAa CMEPTHO-
ctu. 3a cueTt npuMeHeHust JIAT-cnenuduyeckoin Te-
panuu yoajoch YIYUIIIUTh KIMHUICCKIE UCXOMBI C I0-
CTIKEHUEM TpeXJIETHEN BhIKMBaeMoctn 72-84% [2, 44].
ITatorenes JIAI-BUY tpebyeT usyuyeHus: B BOCHalIn-
TEeNIBbHBIX WH(MUIBTPATaX JIETKNX BUPYC HEe OOHApPYXKU-
BaeTCs, YTO YKa3bIBaeT Ha POJIb (DAKTOPOB BOCHIATICHMS
W poCTa B Ka4eCTBE TPUITEPOB JIETOYHOI COCYIUCTOM
00JIe3HM Y TIPEIpacIoIOKEHHBIX nanreHToB BUY [246].
I1pu JIAT-BUY He BBISIBIEHO KOPPEISILIUNA MEXIY TSI-
JKECThI0 TeMOTMHAMMYIECKIX HAPYIICHUN U CTagueil oc-
HOBHOTO 3a00JIeBaHMSI MJIU BRIPAKCHHOCTHIO UMMYHOJIC-
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(utnta, MOTYT BBISIBISITHCSI TOTTOTHUTENbHBIE (haKTOPbI
pucka JIAT, Takue Kak 3a0ojieBaHUE TeYeHU (XpOHUYE-
ckwmit BUpycHBIi renatut B mwim C) wim Bo3meiicTBIE Jie-
KapCcTB/TOKCUHOB |7, 247].

He pexomennmyetcsa BeimmoaHeHne DxoKI y 6eccum-
NTOMHBIX TTaneHToB ¢ BUY undekumeii [2, 7, 10, 14].

EOK IIIC (YYP C, Y1 5)

Kommentapuu. M3-3a e2o HU3K0U pacnpocmpaHeHHO-
cmu JIAT npu BUY-unpexuyuu xoKI-ckpunune cuumaem-
Csl HePAUUOHANBHBIM Y OecCUMNMOMHbIX nayuenmos. IxoKI'
credyem nposoodums y NAUUEHMO8 ¢ Heo0BICHUMOL 00bluL-
KOl 0451 6bl6ACHUSl CePOeUHO-COCYOUCINbIX OCA0NCHEHUT,
ceasannbix ¢ BUY, maxux kax muoxapoum, Kapouomuona-
mus, JIAT [2, 7]. Aneopumm duaenocmuku npu JIAI-BUY
coomeemcmeyem oduenpursmomy, YBKC obszamenvra
015 noomeepoicdenus npexanuinaprnozo muna JII [2, 7].

PexoMeHnmoBaHO Ha3HaueHUE BHICOKOAKTUBHON aH-
TUPETPOBUPYCHOI Tepanuu BceM IauueHTam c¢ JIAT-
BUY s yaydienust pordosa [7, 246].

EOK IA (YYP C, Y11 5)

KommenTtapun. B cospemenHbix pekomeHOayuUsx bl-
COKOAKMUBHAsL AHMUPEMPOBUPYCHASI MePaAnUs peKomeH-
dyemcs ecem nayuenmam ¢ BHY ene 3asucumocmu om
ypoeuss CD4+ u eupycnoii naepysku [7, 124]. Ilpumenenue
BbICOKOAKMUGHOU AHMUPEMPOBUPYCHOU mepanuu He
npedynpexcdaem pazeumue JIAI u ne oxazviéaem 61u-
AHUSL HA eeMoOuHamuueckue napamempol. Anasuz 509
cayuaeg JIAT-BHY 3a nepuod 1987-20092e nokazan, umo
8blaCUBAEMOCMb ObLAA BblUe Y NAYUEHMO8, NOAYHAIOUWUX
anmupemposupycuyio mepanuio (55% vs 22%, p<0,01),
Y nayuenmog, noayuarouux moavko JIAI-cneyuguueckyro
mepanuro (76% vs 32%), npu couemanuu aHmMupemposu-
pycroii u JIAT-cneyugpuueckoii mepanuu (69% vs 38%,
p<0,01) [246].

PexoMeHnmyeTcst HauajabHasi MOHOTEpAIus Talu-
entam c¢ JIAT, accoummnpoBanHoii ¢ BUY- undexumeit
C TabHEWINNM Ha3HAYeHUEM, TIPU HEOOXOMUMOCTH, TI0-
cenoBaTebHOM KOMOMHUPOBAHHON Teparuu C y4eTOM
COITYTCTBYIOIINX 3a00JIeBAHUI U MeXJIeKapCTBEHHBIX
B3auMopeicTeuii [7].

EOK ITaC (YYP C, Y] 5)

Kommenrapun. /layuenmor ¢ JIAT-BHY ne éxarouanuce
6 oonvuwuncmeo PKU. BKK ne nasnauaromes smoii kame-
20pul 00AbHLIX 8 C8A3U C OMCYMCMBUEM 8A30PeaKmMUBHO-
cmu [2, 7]. Yoeoumenshvie dokazamenscmea 6 noas3y npe-
umyuecmea moeo uau uHo2o kaacca JIAI-cneyuguueckux
npenapamos y nayueumog ¢ JIAI-BHUY ne noayuenoi.
L]eaecoobpasznocms ucnoav3oeanus KOMOUHUPOBAHHOU me-
Panuu 0CHO8bI8AeMCsl HA OAHHbIX PecUCMpPO8, NOAYHEHHbIX
y nauuenmos ¢ HUJIAIL [4, 24, 26]. Caedyem npurumamo
60 GHUMAHUE PUCK B03HUKHOBEHUS HOBbIX COCMOSHULL U 3a-
001€e8aHuUil, KOMOpPble MO2YM CYUeCMBEHHO U3MEHSIMb KAK
meuenue BUY u JIAI, mak u nposodumyro mepanuio c yue-
mom medxcaeKkapcmeennvix ezaumodeiicmeuil. Pazeumue
XOBJI npu JIAT-BHUY moxcem cnocobcmeosams pazeumuio
eunokcemuu [124].

Ilpumenenue necenekmueroeo AP bozenmana** 6 npo-
cnekmuerom omipvimom uccredosarnuu BREATHE-4y 16
navyueumos ¢ JIAT-BHY uepe3 16 ned. npueoduno k yay4-
wenuro OK (BO3) u doucmanyuu ¢ TIIX, yeeauuenuro CH
u cuudxnceruro cp/lJIA npu xopoweli nepenocumocmu npena-
pama [247]. C yuemom nomeHyuarbHoeo 83aumooeiicmaus
C GHMUPempoBUPYCHbIMU Npenapamamu mpebyemcs mua-
menbHblll 1a60PaAmopPHbLl MOHUMOPUHE NPU HA3HAYeHUU 60-
senmana™®* [7]. Edunuunvie nayuenmor ¢ JIAI-BHY exaro-
uanuce 6 PKU ARIES-1/2, GRIPHON u SERAPHIN [10,
45, 161, 177]. HDID-5 naubonee wacmo npumeHsomcs
ons neuenus nayuenmog ¢ JIAI-BHY, npueoos k yayuue-
Huto DK u ymenvwenuro cpll/IA. Xoms npu coemecmHom
npueme ¢ UHeUOUMOPAMU NPOMeAa3s YCMAHOBAEHO NOBbl-
lenue KOHyeHmpayuu cuideHaguia 6 Kpoeu, 8 pymuHHoll
KAUHUYECKOU npaKkmuke He ONUCAHO HeXlCeNamenbHbIX a61e-
Huil u cucmemnoi eunomonuu [166]. Ilpu JIAT-BHUY noka
omcymemayiom oaHHvle 0 npumenenuu cmumyasmopa pl'll
puoyueyama**, a makoice KOMOUHUPOBAHHOU Mepanuu.
Caedyem nasnauamo JIAI-cneyuguueckyro MoHomepanur
Ha oHe NPomMUBOBUPYCHBIX NPENapamos CUCMEeMHO20 Oeil-
cmeus, 8 nociedyouem nod KoHmpoaem npoguas besonac-
HOCMU peKoMeHOYemcs: npuHsmue UHOUBUOYAAbHbIX peule-
HUll 0 KOMOUHUDOBAHHOU mepanuu y nayuenmog c JIAI-
BHY, ne docmuewux cmamyca Hu3koeo pucka [7].

He pexomenmyeTcst pyTMHHOE Ha3HAYeHUE aHTUTPOM-
6oTmyecknx cpencts nauueHTtam ¢ JIATBUY [7, 10, 14].

EOK IIIC (YYP C, Y11 5)

Kommenrapuu. B komnaexcnoii mepanuu JIAT-BUY
anmumpomobomuueckue cpedcmaa 00bI4HO He NPUMEHSIIOMCS
8 CB8A3U C BbICOKUM DUCKOM KPOBOMeUeHUll Ha (oHe mpom-
oboyumonenuy u cOnymcmeyruieil namoaoeul, a maxice
8caedcmeue medcieKapemeeHHvlx e3aumodeticmeuii [2, 44].
Tlpu naaruuuu scusneyepoICaouux KAUHUMECKUX cUmyayuil
(ocmpas TDJIA), evicokom pucke mpombomu4eckux coovi-
Muil GHMUKOA2YASHMHASL MePanus Moxcem 00cyncoamscs
8 UHOUBUAYANbHOM NOpsOKe.

3.5.5. JIBOB un JIKI

JIBOB n JIKI" — penxue dopmsl JII' ¢ XxapakTepHBIM
peMmonenpoBanieM BeHyn MKK [2, 7, 88]. Bepudnkays
IarHO3a HEPeIKO BO3MOXKHA TOJIBKO IIPU BBITTOJTHEHUN
ayToricuy. B pesyisrare moJTHOT€eHOMHOTO TEHETHUECKOTO
ob6cnenoBanms 13 cemeit ¢ JIBODB BBISIBICHBI OMAIICITb-
Hble MyTaniuu B TeHe EIF2AK4, ycTaHOBIIEH ayTOCOMHO-
pElleCCUBHBIN TUI HacienoBaHus. B omHOM cirydae moka-
3aHa JIKT, yto mo3Bosser paccmatpuBath JIBOB u JIKT
Kak JBa KJIMHUKO-MaTojiornyeckux BapuaHrta JIAI' ¢ mo-
paxeHneM BeHyJ/KamwuisipoB MKK [2]. Hapsmy ¢ re-
HETHYECKOM MpeapacookKeHHOCThIO (paKTOpaMM pHCKa
JIBOB/JIKI saBnsioTcs MpUMEHEHUE AJKMINPYIOIINX
CPEICTB, OPTaHMYECKUX PACTBOPUTENICH 11, BO3MOXKHO, JIy-
yepas teparmms [10, 27]. IIpn Ct3CT n BUY-undexmnm
MoXeT Habmomathest Mopdonormueckuit Tun JIBOB/JIKT,
4TO MPUBOAUT K ocioxHeHusM JIAT-cneunduueckoii Te-
panmy y TaKuX IaiyeHToB [25, 88].
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KNMHWYECKME PEKOMEHZALNN

IMammenToB ¢ momo3penneM Ha JIBOB/JIKI pekomeH-
JTyeTCS B CPOYHOM TIOPSITIKE HATIPABJISITh B OKCIIEPTHBIN
uenHTp JII' g Bepudukanmm auarsosa [2, 7, 10, 14].

EOK IC (YYP C, V11 5)

Kommenrtapuu. /[1s duaenocmukxu JIBOB/JIKI npu-
MEHsIemcsl couemanue KAUHUYeCKUX U PeHMeeHO0N02UMeCKUX
daHHbIX, UCcAe008aHUe HECNPOBOUUPOBAHHbBIX ObIXAMENb-
HbIX 00BeM08 U NOMOK08, uccredosarue Oup@y3uoHHOl
CHOCOOHOCMU Ne2KUX, 2eHeMUYEeCcK020 MeCMUpo8anus ons
noomeepicoenus JIAI ¢ 6oereuenuem ne2ounbix eexyn/Ka-
nuanspos [88]. Penmeenoepaus neekux no3eonsem 6bi-
saeums aunuu Kepau, yseauuenue aumpamuueckux y3noe
cpedocmenust U UHMEPCMUYUANLHYIO UHGUABMPAYUIO 8 00-
noanernue k dpyeum npuznaxam JII' [44]. KT OI'K seasemcs
OCHOBHBIM Memoodom Heuneazuenou duaenocmuxu JIBOB,
BbIAGAAIOUUM MPUADY XAPAKMEPHBIX NPUSHAKOB: UEHMPO-
N00YAAPHBLIL cUMnmMoM "Mamoeoeo cmekaa”, ymoaujeHue
MeNCO0NbKOBLIX Nepe2opodoK yeeaudeHue AUMPamuuecKux
y3108 cpedocmenus [2, 7, 88].

JIBOB/JIKT moxcem conpogoxcoamuscs anb8eonsipHoimu
KposomeueHUusMu, HOIMOMY 8 OPOHX0ANbEEONAPHOM NABA-
Jce uacmo NPUCymcmeyem GulcoKUll npoyenm cudepoghazos
[42]. lns nayuenmos JIBOB xapaxmepro peskoe cHudice-
nue (<50%) DLCO na ¢hone omcymcmeus cyuwecmeeH-
HbIX HAPYUWIeHUL MeXAHUKU ObIXAHUS U Ne204HbIX 008eM08
[121]. Tucmonoeuueckoe uccredosanue ocmaemcst 3040MbiM
cmanoapmom 0as noomeepiicoenus: duaernosza JIBOB/JIKI,
00HAKO nposederHue OUONCUU Ne2KUX He PeKOMeHOYemcs
8 C853U C 8bICOKUM PUCKOM ocaoxcHeHull [2, 7]. Boissrenue
ouannenvnoti mymauuu eena EIF2AK4 y nauyuenmosg ¢ ce-
MeliHbiMU hopmamu no3eonsem noomeepoums OUACHO3
JIBOB/JIKT 6e3 nposedenus 6uoncuu. Hecmomps na aoka-
AU3AYUUI0 RAMON0UMECKO20 NPOUECCa 8 Ne20UHbIX GeHYNAX
u kanuaaapax, A3JIA y nayuenmos uacmo bviéaem Huice
15 mm pm.cm. Ilposedenue sazopeakmusHo2o mecma npu
nodospenuu na JIBOb ne pexomendyemcs 6 ces3u ¢ puc-
xom omeka neexux. Ilpu naznauenuu daumenvroil JIAI-
cneyuguueckoil mepanuu ciedyem Y4umol@amo BbiCOKYIO
6epossmuocme pazeumus omeka neekux [10].

Hns mammenTo JIBOB/JIKIT pekoMeHmoBaHO pac-
cMoTpeTh HazHaueHue JIAI-cneuududeckoil Tepanuu
B UHIUBUAYATHHOM TIOPSIIIKE TIOA KOHTPOJIEM KIWHUYE-
CKUX CUMIITOMOB U TTOKa3aTtesieil ra3000MeHa, yUUThIBast
BBICOKMI1 pUCK pa3BUTHUS oTeKa jerkmx [2, 7, 10, 14].

EOK IIbC (YVYP C, Y11 5)

Pexomennmyetcst HampaBieHue nanueHToB JIBOB/
JIKI' B UeHTp TPaHCIUIAHTOJOTUU IS BKIIOYEHUS
B JIUCT OXUAAHUS TPAHCIUIAHTAIIUY JIETKUX U KOMII-
JIeKca cepaue-jerkue [2, 7, 10, 14].

EOK IC (YYP CA, VI 5)

3.6. JIl BCcneacTBMe NaTonorum neBbiX OTAENO0B
cepaua (rpynna ll)

[TaTomorust JIEBBIX OTICIIOB CepAlla TIPEACTABIISICT CO-
0oit ogHy M3 HamboJiee yacThix npuuyuH JII': Ha moio
rpymisl 11 npuxoautcs 65-80% Bcex cilydaeB IOBbILIE-

Hust JJIA. TeMogrHaMUYEeCKUIA TUIT TTOCTKAMUJIISIPHOMN
JIT" accommmpyeTcsl ¢ BBICOKOI cMepTHOCTBIO [2, 7, 19].
Ota popma JIT oTmedaeTcss mpy HapylIeHUSAX (GYHKIIAA
JI2K — CH ¢ suskoit ®B (CHaE®B) u CHc®B, mu-
TpaJIbHBIX M a0OPTaBHBIM KJIAITAHHBIX MTOPOKaX, BPOXK-
IEeHHBIX/TIPHOOPETEHHBIX CEPIEIHO-COCYIUCTHIX 3a00-
neBaHusx [32, 33, 241, 242].

JanHbie o pacripoctpaneHHocTu JII' Bappupytor B 3a-
BucuMocCTH oT Metona BeIssBIcHUS (DxoKI mmu YKBC)
n natonoruu JIZK: y maumentoB ¢ CHH®B 1 CHc®B
cocraBisetr 40-72% u 36-83%, cooTBeTCTBEHHO |32,
33, 111]. KomObuHUpOBaHHAS MMOCT-/IIpeKANMLISIpHAS
JIT BcTpeuaercs B 12-38% ciyuaes [2, 10]. Y nmauueH-
TOB C KJIAITaHHBIMU TTOpokamu cepaiia JII' BEIIBISIeTCS
y 65% nanueHTOB ¢ a0PTajJbHBIM CTEHO30M I10 JaHHBLIM
OxoKI' 1 mpakTHYeCcK! y BCeX IMAllMeHTOB C MUTpPaJb-
HBIM CTEHO30M, a TaKXKe y OOJIBITMHCTBA ITaIlleHTOB CO
3HAYUTEILHON MUTpaJbHON peryprutaumeit [19, 32, 33,
248]. Puck cMepTHOCTH YBEIWUMBAETCSI IO MEpE TTOBBI-
menust JICC: y manmentoB ¢ CHH®B, CHc®B, xia-
nanHoii nmaronorueit JICC >5 en. Byna ykaswiBaeT Ha
HaJIM9IKe BBIPAXKEHHOTO MPEeKAMUIIPHOTO KOMITOHEHTA
¥ UMeeT HeOIaroIpusATHOE IIPOTHOCTUIECKOE 3HAUCHNE,
YTO CJIEAyeT YIMTHIBATh Y MALIMCHTOB, IIEPEHECIINX XU-
pypTrrdueckoe JiedeHHe 10 KOPPEKIINHM KJIaITaHOB, TPaHC-
TUTAHTAIIAIO CePIIia I UMIUIAHTAIINIO0 NCKYCCTBEHHOTO
JI2K, a TakKe Ipy HampaBJICHUN OOJIBHBIX B SKCIICPTHBIC
uentpsl JIT [15, 107, 249].

B narodusuonoruu JII' BcaeacTBue nmaToaoruu Jie-
BBIX OTIEJIOB CepAlia BBIACISIOTCI TaKUE MEXaHU3MBI,
KaK MacCHUBHOC MOBHIIICHWE MABJICHUS HAITOJTHCHUS
JI2K u obpaTtHasg nepenada naBiieHus Ha cocynsl MKK;
SHAOTEeINANTbHAS TUCHYHKINS, KaK IPUUYNHA Ba30KOH-
crpukun JIA u peMomeanpoBaHMsI JIETOYHBIX COCYIOB,
KaK BEeHYJ, TaK W/WJIN apTepUoII; TUIaTaIsI/IuchyHK-
mus 12K ¢ pa3BUTHEM OTHOCUTETBHON TPUKYCITUIATh-
HOI1 perypruTanny; HapyleHue COMpsoKeHus Mexmy JIA
n 12K [250, 251].

JIT" rpynmiet 11 mozkeT pa3BMBaThCs IO ABYM CLieHA-
pUSM: C IIPEUMYIIECTBEHHBIM MOPaXKEHUEM JICBBIX OT-
nenoB cepaua ("IeBOXEIYTOIKOBBIN (DEHOTHIT') WA
peMomeTMpoOBaHNEM KakK JICBBIX, TaK M IIPABBIX OTIEIOB
cepmua ("mpaBoXeTyoTouKoBEIA deHoTumn"). I[MocaemHmii
aCCOIIMMPOBAH C BBICOKOW cMepTHOCTBIO. IIpu mpoBe-
mean YKBC ciemyeT yUmTHIBaTh, UYTO IIETJICBEIC ITH-
ypeTUKN MOTYyT cHU3NTh BeanunHy JI3JIA. Haubonee
CIIOXKHOI 3amadeii sIBJsIeTcs IpoBeacHne auddepeHIIr-
anmpHOM auarHoctuku mexny JIT mpu CHc®B u JIAT
(tabn. A3.6, IpunoxeHue A3).

Y mMamMeHTOB C ITaTOJIOTUEH JICBBIX OTACIIOB Cepalla
JII' moxeT ObITh OOycCJIOBJIeHA APYTUMU MIPUUYMHAMU —
XTOIT unum JIAT, comyTcTBYIOIIMMHU 3a00JIeBaHUSI-
mu Jerkux (XOBJI, o6cTpyKTUBHOE aITHO® CHa U 1Ip.).
IMammentsr ¢ JIT mpun CHc®B moryT mMeTh HU3KYIO Be-
mmanHy DLCO, KoTopas sSBisieTcsl He3aBUCUMBIM ITIpe-
TUKTOpOM mporHo3a [111, 249].
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IMepen mpoBeneHremM 0OCIEMNOBaHUSI TIPU TIOAO3PE-
HuM Ha Tsokenyro JIT' y Bcex mauneHToB ¢ 3a00J1€BaHU-
SIMA JIEBBIX OTHEJIOB CepAlla PEKOMEHAYETCSI ONTUMU3H-
poBaTh JieueHre OCHOBHOTO 3aboyeBanus [13, 38, 252].

EOKIA (YYPA, VI 1)

Kommentapun. YBKC dondicna nposodumscsi 6 sxcnepm-
HbIX UeHmpax nocae 00CMudiceHust CmabuabHO20 COCMOSIHUSL
6 pesyrbmame ONMUMUZAUUU AedeHus. Jluypemuku ocma-
HOMCsl KAOHeBbIM N00X000M K MeOUKamMeHmOo3HOU mepanuu
npU HaAUMUU 300eprucKu HCUOKOCmU Yy NayueHmos ¢ 3abone-
sanusmu nesvix omoenos cepoua [7, 10, 32, 33, 253].

PexoMeHmyeTcst HarpaBiieHUE B DKCIIEPTHBIN IIEHTP
MAlMeHTOB C 3a00JIEBAHUSIMU JIEBBIX OTHEIOB Cepalia
TIPY TTIOMO3PEHNY Ha BhIPAKEHHYIO MpeKanmuuisipHyto JIT
n/mmm Mapkepamu muchynkmun [12K ¢ mensio moobceie-
nmosaHug [7, 10, 15, 111].

EOK IC (YYP C, V1] 5)

Kommenrtapun. V nayuenmos ¢ JII' epynnot 11 xau-
HUYecKkue CUMNMOMbL U OaHHble (UUKAALHORO OCMOMPA
Mo2ym onpedeasimscsi KaKk 0CHO8HbIM 3a00/1e6anueM, mak
u nosviuenuem JIA. Haruuue eenosnoeo 3acmos 6 nee-
KUX yKazvleaem Ha 603MOdcHOe Hapyuienue @ynxyuu JIXK
(cem. paszoen 5.1.1). Iosvimenue BNP/NT-proBNP omme-
yaemcesi KaK npu 1€60-, MaxK U npu nNpagoicesy0o4Kosoll
nedocmamounocmu [15, 32]. IxoKI nossoasem nposecmu
Jugpgheperyuanvrblil duazHos, onpedesums 2emoOuHamu4e-
ckuii eapuaum JII' u Haauuue oucynkuyuu I1K [56-60].
Huaenocmuueckyro ungopmavuro donoanum IKI, memoow:
susyaauzayuu, speochupomempus [7, 107]. Caedyem na-
npagasime @ dKCHepmHuble YeHMPbl NAYUEHMO8 C HesCHbIM
duaeHo30M npu npeodAadaHuu NPeKanuilapHO20 KOMNO-
neuma (JICC >5 ed. Byoa) oas npunsmust uHOU8UOYANbHBIX
peulenu.

Pexomennyerca npoBenenre YBKC mpu momospe-
Huu Ha JII' y nauueHToB ¢ 3a00J€BaHUSMHU JIEBBIX OT-
JIEJIOB CepIlia MpU HEOOXOMUMOCTH OTIPEIeSICHUs CTpa-
Teruu JieueHud [7, 10, 15, 111].

EOK IC (YYP C, Y1/ 5)

KommenTtapun. Mueazugnas ouenka 2emoouHamuku
00121CHa NPOBOOUMBCA 8 IKCNEPMHBIX USHMPAX y NAlUeH-
M08 8 KAUHU4eCKU CMAabUuabHOM COCMOSHUU 8 pe3yibmame
onmumuszauuu mepanuu. Iloxazanusmu k YBKC y nayu-
enmoeg c JIT epynnut 11 seasromes: nodospenue na JIAL uau
XTOJIT; nodospenue nHa msaxceayio JII ¢ evipaxcenHvim npe-
kanuansproim komnonenmom npu CHc®DB; o6credosanue
neped mpancnaanmayueil cepoya [7, 15]. Ilokazano, umo
eemodunamuyeckue napamempwt (cplJIA, JICC, nodam-
ausocms JIA, mpancnyibMOHAAbHbLI U OUACMOAUHECKUT
epaduenm daenenust) y nayuenmos ¢ JII' écaedcmeue na-
monoeuU 1e6bix 0moen08 cepoya accouUUupyroOmcs ¢ KAUHU-
ueckumu ucxooamu [7, 15, 111, 252]. Haubosee ungpopma-
muerbim u3 Hux seasemcs eeauquna JICC [111]. Y nayuen-
M08 C BbICOKOU 8EPOSIMHOCIbI) KOMOUHUPOBAHHOU HOCM -/
npexanuansaproit JII npu nopmanvhom JI3JIA 6 nokoe 6 yc-
A08USX IKCNEPMHO20 UeHMPA caedyem paccmMompems npo-
sedeHue mecma ¢ 600HOU HaepysKoll [254].

[TammmenTtam c JII' BcnencTBue 3a001eBaHUIA JI€BBIX
OT/EJIOB CepMlla P KOMOMHUPOBAHHOM TOCT-/TpeKa-
mutsipHoii JIT u morpanmarom JI3JIA (13-15 MM pT.cT.)
PEKOMEHIOBAHO PACCMOTPETH JOTIOJTHUTEIBHOE TECTH -
pOBaHME C BOTHOI HArPy3KOM TSI UCKITIOUEHUST TTOCTKA -
MJIIIpHOTO KoMmoHeHTa [111, 254].

EOK IIbC (YVYP B, V]I 3)

Pexomennyetcsa npoBenenne YBKC manuenTam ¢ Ts-
JKEJION TPUKYCIUAAIBHOM peTrypruTtalumeii ¢/6e3 3adoe-
BaHUWI JIEBBIX OTIEJIOB CEpAlla TEePea XUPYPrUIeCKUM
VJIM MHTEPBEHIIMOHHBIM JieueHueM [7, 10, 15, 111].

EOK IC (YYP C, VI 5)

He pexomeHmyetcss Ha3HaueHUE TPENapaToB, OHO0-
openHbix st aeueHus JIAIL, maumenrtam ¢ JII' Bcaen-
CTBUE MATOJIOTUU JIEBBIX OTIEJIOB cepaua [7].

EOK IITA (YYP C, VI 5)

Kommentapuu. [layuenmam c JII' npu namonoeuu
nesblx omoenog cepdya He NokKaszaro HasHauenue JIAI-
cneyuguueckoi mepanuu. Ee sgpgpexkmuenocms ouenusa-
AACb 8 HEOONBUUX KPAMKOCPOUHbIX uccredosanusx u PKHU,
Komopble 8 UeaoM NOKA3aAu OMCYMCMeue CHUICeHUs 3a-
bonesaemocmu U YAyuuwleHUs KAUHUYECKUX UCX0008, NpU
2mom y psda nayueHmos Habaroaraco 3a0epiucKa Hcuo-
KOCMU U Y8eaudu8anach 4acmoma 20CRUManu3ayuil 8 ces-
3u ¢ yxyowernuem meyenuss XCH [111, 28, 252]. Oduako
nHasnauenue JIAT-cneyuguueckux npenapamog modcem
obcyxcdamocst y O0NbHBIX ¢ KOMOUHUPOBAHHOU NOCM-/Npe-
xanuanapuou JII' ¢ ebipadiceHHbimM npeKanuitsapHuiM KOMNO-
Hewmom 6 ycaosusix PKH nod nabawodenuem cneyuanucmos
axcnepmuoeo yeumpa JIIT.

PexoMmenayercss MHAWBUAYATbHBIN MMOAXOM K Jieue-
HUIO TTAIMEHTOB ¢ Tskenoit JIT BeencTBue 3ab0ieBaHmin
neBbIX otaenoB cepaua (JICC >5 en. Byma) [7].

EOK IC (YYP C, VI 5)

PexoMeHnyercst TiatenbHOE HAOMIONEHUE 32 TAllK-
eHTtamu ¢ Tsekenoit JIT BeiencTBre 3a0oeBaHUIA JTEBBIX
OT/EJIOB, TOJYYaIOIIUMU TIPEIapaThl, OMOOPEHHbBIE ISt
neuenust JIAT [7].

EOK IC (YYP C, VI 4)

3.7. Jlero4yHas runepTeH3uns Bcnencreme
naTonoruu nerkux u/unu runokcemmm (rpynna lil)

JIT gacto Habmomaercs y manueHToB ¢ XOBJI u/umm
ambpuszemoii, MU3JI, kombuHaumeit gseroudoro Guobposa
¥ 5M(U3EMBI ¥ CHHIPOMOM OXHUPEHUS-aTbBCOISIPHOM
runoseHTwIsnnu [16, 17, 121]. ¥ mauueHToB ¢ Hapyle-
HUEM JbIXaHus Bo BpeMs cHa JII' BcTpedaeTcs penko mpu
OTCYTCTBUHM COMYTCTBYOIIei nmatojorun — XOBJI unn
JTHEBHOU TunoBeHTWIAIUM [7]. CunTaeTcsd, 4To Ha BBI-
cote >2500 m JIT, BeI3BaHHAsT TUIIOKCHEN, pa3BUBaeTCI
y 0,5% HaceneHusi, 4TO CBSI3aHO C reorpadruecKuMu
¥ reHeTYecKMMU dakrtopamu [17, 34, 149, 150].

VYV nauueHToB ¢ 3aboneBaHuem Jerkux JII' kinaccu-
(ummpyeTcst Ha OCHOBAaHUH TeMOIMHAMNIECCKOM OLICHKHU
KakK HeTsbkesas uiau Tskenas. Panee Tsokenas JIIN ompe-
nengnach ipu cpAJIA >35 mMm prt.cT. i nipu cpIJIA
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>25 MM pT.cT. B couetanuu ¢ CU <2,5 n/mun/m? [2, 10].
B nacrogmee Bpems mmokazano, yto JICC >5 en. Bynma
SIBIISICTCSI ONITUMAJIBHBIM ITOPOTOM JIUISI TIPOTHO3MPOBA-
HUS HEOIAroNmpUSITHBIX UCXOMOB y MmanueHToB ¢ JII' kak
npu XOBJI, Tak u U3JI [255]. Herskemas JIT' pacmipo-
cTpaHeHa Ha paHHUX ctagusx XOBJI n U3JI o crim-
POMETPUYCCKUM KpUTepHsIM, Tskemnast JII BcTpedaeTcst
y 1-5% mnanuenros ¢ XOBJI u or 32 1o 85% <10% ma-
LIMEHTOB ¢ Mo3nHUMH cTamusamu M3J1 [256-258]. Takoii
pa3bpoc pacIpoOCTPAaHEHHOCTH OTpaxkaeT pa3InIHbIC
cTaguu 3a00jieBaHUS, TIpUYEeM Ha OoJiee TTO3THMUX 3Ta-
max JII' Bctpeuaercst game. CiemyeT OTMETUTD, YTO JaXe
HeTsokenast JII mipu 3a00J1eBaHMSIX JIETKUX OTPUIIATEIIb-
HO BJIMSACT HA CUMIITOMBI M BBDKMBAEMOCTD ITAIlIEHTOB
7 CBsI3aHA C YBEJIMYCHUEM YaCTOTHI TOCHUTAIM3AIINIA
[259-261]. Pa3Butue Tsxenoii JII, kak mpaBuiio, He 3a-
BHUCHT OT TTOKa3aresieit GyHKINM TbIXaHWSI, M KakK IIpa-
BWJIO, COIIPOBOXIACTCS TUIIOKCEMUEH W/MIIN TUIIepKAaIl-
HUEN U 3HAYUTEIbHBIM cHIkeHnem DLCO [262].

Y manmeHTOB ¢ 3a00JIeBaHUSIMM JIETKUX CJICTyeT MC-
kmouath X TOJIT unum JIAT [121]. ComnyTcTByomue 3a60-
JIeBaHMSI cepAlla TaKKe YaCTO BCTPEUYAIOTCS Y TTAIIMEHTOB
¢ 3a00JIeBaHUSIMH JIETKHX ¥ MOTYT CITOCOOCTBOBATh pa3-
putnio JIT. Beiensdior pasnmmunble deHotursl JII y ma-
IIMEHTOB C 3a00JIeBaHWEM JICTKUX, BKJIIOUYAsl JIETOYHO-
COCYIOUCTHIA (DeHOTHUII, KOTOPHIN XapaKTepu3yeTcs JIyd-
IIeil COXpaHHOCTBIO CITUPOMETPUUCCKUX TTOKa3aTesei,
auskuM DLCO, runmokcemueii [16, 121, 263, 264].

PexoMeHmyeTcsT ONMTUMU3UPOBATH JICUCHUE OCHOB-
HOTO 3a00JIeBaHUsI, BKITIOYAsT TUTIOKCEMMIO, HaPYIIICHMS
IBIXaHUs BO BpeMsI CHA ¥/WJIN aJIbBCOJISIPHYIO TUTIOBCH-
TWISLINIO, Y BCEX MAIIMEHTOB C 3a00JICBAHUSMHU JIETKUX
rnepen npoBeaeHueM 00cIef0BaHUS TPU TTONO3PEHUM Ha
Tskenyto JIT [7, 121].

EOK/PKO IC (YYP C, V] 5)

PexomeHmyeTcst HallpaBJcHNE B 9KCIIEPTHBIN LIEHTP
MMAIlEHTOB ¢ 3a00JICBAaHUSIMU JICTKUX TIPYU TTOMO3PCHUN
Ha Tsexenyto JIT' ¢ uenbio noodcnenoBanus [7].

EOK/PKO IC (YYP C, VI 5)

I1pu nomo3penun Ha JIT' y nanueHTOB ¢ 3a00J1IeBaHU -
eM JIETKUX peKoMeHIyeTcsT BhitoaHeHne DXoKI B coue-
TaHUM C MCCIICAOBAHUEM KHMCIOTHO-OCHOBHOTO COCTOSI-
HUS ¥ Ta30B KPOBH, UCCIICIOBAaHNEM HECTIPOBOIIMPOBAH-
HBIX ITBIXaTeIbHBIX 00BEMOB M ITOTOKOB, MCCIICIOBAHNEM
I y3MOHHON CITOCOOHOCTU JIeTKNX, JaHHBIMK KT
OIK [2, 7, 10].

EOK IC (YYP C, VI 5)

Komwmenrapun. /Ipu nodospenuu na JII' 6credcmeue na-
moaoeul AeeKux u/uiu eunoKcemuu caedyem y4umoi8ams
Hanuvue paxmopoeé pucka JIAL uru XTI kaunuueckue
NPUBHAKU U 0CODeHHOCMU meyeHus 3a004eeanus (Hanpu-
mep, bvicmpoe yxyouieHue nocae cmabuibH020 MHO20Aem -
Heeo meueHusi, nompedHocmo 6 Kucaopooe); DBII, exarouas
anaauz DLCO u eazoe apmepuanvHoil Kposu); yposens NT-
proBNP; daunvie KT, IxoKI, susyaruzauuu ¢ nomouipro
KT aneuoepagpuu neeounvix cocydoé uau cyunmuepaguu

AeeKux u, 6 omoeavHvlx cayuasx, MPT oas ouenku HeoO-
xodumocmu npogedenuss YBKC. Bpeocnupomempus Heob-
xoduma 0asn ouenku dvixamenwvroil uau CH y nayuenmos
¢ 3a6oaesanusmu aeekux [121], xoms danusle 0 KauHu4e-
CKOM UCNONb308aHUU OA51 8bisiéaeHUs nayuenmos ¢ JII npu
3a001e6aHUAX NC2KUX 02DAHUYEHDI.

Pexomennyercsa npoBeneHne YBKC npu TsoKenbIx
3a00JIeBaHUSIX JIETKUX Tpu nomgo3peHun Ha JIAD unu
XTOJIT, a Takke B clIy4ae TSKEJION ITpaBOXKeITyI0uKO-
Boit CH, mipm orbope KaHAMAATOB HA TPaHCIUIAHTAIUIO
JIETKUX W XUPYPTUUCCKYIO PEAYKIINIO JICTOTYHOTO 00beMa
[7, 10, 14, 121].

EOK IC (YYP C, V1] 5)

Kommenrtapuu. llokazanus k YKBC npu JIT ecned-
cmeue 3a601e6aHUI Ne2KUX BKAIOUAIOM OUCHKY 803MONCHO-
cmu Xupypeu1eckoeo Ae4eHust (npu paccmompenuu 60npoca
0 BO3MOMNCHOCMU NPOBeOeHUs MPAHCHAAHMAUUU NeCKUX
U onepayuu No YMeHbuleHu obsema neekux), nodo3pexue
Ha JIAT uau XTOJII, a makyce 6 mex cayuasx, Koeoa 00-
NOAHUMENbHASL UHOPMALUS NOMONCEM (PeHOMUNUPOBAHUID
3ab04esanus u 6vlbopy maxkmuku aevenus [7, 264, 265].
IIpednoumumensto nposedenue UHBA3UBHO20 00CACO08AHUS
8 akcnepmuolx yermpax JII' npu docmudiceHuu KauHu4ecKu
CcmMabunbHO20 COCMOSHUS 8 pe3yabmame ONMUMU3AUUU Ae-
YeHUsI OCHOBHO20 3a001€8aHUS N1e2KUX.

Pexomennyercs npoenenne YBKC maumenTam ¢ 3a-
OoeBaHMEM JIETKUX 1 nopo3peHueM Ha JIT' mpu HeoOxo-
JUMOCTH OIpEIe/IeHUsI CTpaTeruu jedeHus [2, 7, 264].

EOK IC (YYP C, V1] 4)

PexoMennyercst onTuManbHOE JeUYCHUE OCHOBHOTO
3a00JIeBaHUS JICTKUX, BKITIOYAs IIUTEIHbHYI0 OKCUTEHO-
Tepanuio, y nanueHToB ¢ JII' BciencTBue 3aboieBaHU
JIETKUX W XpOHUUYECKO# rumnmokcemueii [2, 7, 10, 14].

EOK IC (YYP C, V1] 2)

Kommenrapun. Tepanesmuueckue nooxodsr npu JII'
epynnot 111 ocHosbiearomes Ha onmumMu3auuU Ae4eHus oc-
HOBH020 3a001e8AHUS N€2KUX, 8KAIOYAS HA3HAYEHUEe OKCU-
2eHOMepanuuy U HeUHB8A3UBHOU UCKYCCMBEHHOU 8eHMUNSAUUU
Ae2KUX, npu HaAu4uy NOKA3aHUl, a makKdice yuacmue 6 npo-
epammax ne2ounoll peaburumauuu [121]. Umeromes oepa-
HUYEeHHble U NPOMuUBopeuUsvle OaHHble 00 UCNOAb308AHUU
npenapamog, 0000peHHbIX 045 AeveHus Hemsycenoi JII,
C 8O3MOJCHBIM HEONAONPUSMHBIM BAUSHUEM HA 2eMOOU-
HAMUKY, NepeHOCUMOCb QU3UUeCKOll Hazpy3KU, 2a3000MeH
U ucxodel y amoii kameeopuu nayueHmos [2, 7].

Hasznauenue JIAT-cnenududeckux IpemnapaTtoB He
peKoOMeHayeTcsl TaureHTaMm ¢ HeTskenoii JIIT mpu 3a60-
JIeBaHUAX JeTkux [2, 7, 10, 14].

EOK/PKO IIIC (YYP C, VI 5)

Kommenrtapuu. Hccaedosanus no npumenenuio npena-
pamog, 0dobpennvix ons aewenus JIAL npu JII, cészantoll
¢ XOBJI uau smepuzemoil, nokazasu npomusopeuusoie pe-
3yabmamol U, 8 OCHOBHOM, 02DAHUYEHb! HEOOAbUUM pa3me-
POM 8blOOPKU, KOPOMKOU NPOOOAACUMENLHOCMBI) U HEOO-
cmamouHoll eemodunamuyeckoll xapakmepucmurou JII [2,
7, 121]. U3-3a omcymcmeus kpynnovix PKU ¢ nacmosuwee
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épemsi HedoCmamouHo 00Ka3amenvcme 04s peKomeHoayuu
npenapamos, 00006penHbix 045 neuenus JIAI, nayuenmam
¢ JII' npu XOBJI. Iayuenmo: XObJI ¢ nodospenuem unu
noomeepxucoennoi maxcenoi JII doaxcnor 6bimo Hanpaene-
Hot 6 yeumpot JII' 0ns npunsmus uHou8udyaibHo2o peuie-
Hus. B psade uccaedoseanuii 2-ii u 3-ii pasvt npu HazHaueHuu
ADP unu cundenaguna nayuenmam ¢ JII' npu U3JI, noayue-
Hbl ompuyamensruie pesyromamot [2, 10]. Pe3yasmamot psi-
da PKHU c yuacmuem nauyuenmos ¢ JII' npu XOBJI, makce
oka3zanuce neeamusHomu [ 7]. Odnako, 6 Hacmosiujee epems
umeromesi 00CmogepHvle OaHHbIe 0 NOAb3e NPUMEHEHUs. CU-
denachuna y nayuenmos ¢ U3JI [265], nokazano yayuuie-
HUe blicU8aAeMOCMU, (DYHKYUOHAABHBIX N1€204HbIX MECMO8
U ygeauveHue moaepaHmMHOCMU K (u3u4eckoli Hazpys3ke
Y nayuenmog, noAy4aowux maxKyw mepanuio.

PexomeHmyeTcs: MHAMBUAYATLHOUN TIONXOM K Jiede-
HUIO MalMeHToB ¢ Tskenoit JIT BeiencTBue 3aboneBaHmin
nerkux [2, 7, 10, 14].

EOK/PKO IC (YYP C, Y11 5)

PexoMeHmyeTcst paccMOTpeTh Ha3HAUEHUE CUJIICHA-
¢nna manmenTtam ¢ Tsekenoit JIT vHa pone M3JT [2, 7, 10,
14, 265].

EOK/PKO IIaC (YYP C, VI 4)

He pexoMenmyeTcst Ha3HaUeHUE aMOpU3eHTaHa** Ta-
ureHTam c JIT' BciaencTsue namonaTuaeckoro JIETOYHOTO
¢ubposa [7, 266].

EOK/PKO IIIB (YYP B, V]I 2)

Kommentapuii. /Ipu nHaznauenuu ambpusenmana™* na-
yuenmam ¢ U3JI c/be3 JII' bbiau nosyuens: Hebaazonpusm-
Hble cueHanbl 0 6e30NACHOCMU, C8A3AHHbIE ¢ NOBbIUEHHbBIM
PUCKOM KAUHU"ecKoeo yxyoduterus [266].

He pexoMeHmyeTcst Ha3HAUeHUE pUOLMTyaTa*™* mmaim-
enram ¢ JIT mpu mamonaTudeckoil MHTEPCTUIIMATTBHOMN
IMHeBMoOHUH [7, 267].

EOK/PKO IIIB (YYP B, V] 2)

Kommenrtapuu. [Ipumenenue puoyueyama** 6vi10 cés-
3GHO C NOBBIULEHHBIM DUCKOM COObIMULL KAUHUYECKO20 YX)0-
weHus, 8Ka4as puck cmepmuocmu, y nayuenmos c JII,
accoyuupo8antoll ¢ uOUONAMu1ecKuMy UHMepCmuyuai,-
HbiMu nHeemoHusMU [267].

3.8. JleroyHas runepTeH3uns BCnepcTeme
006CTpPYKUMM NEeroyHbix aptepuii (rpynna IV)
XTOJIT xapakTepusyeTcsd ITOCTTPOMOOIMOOIMYE-
CKMM OOCTPYKTHUBHEIM peMoIeInpoBaHUEeM BeTBeit JIA
B COUCTAHWU C BTOPUYHON MMCTATbHON BaCKYyJIOIMATUCIA
cocynoB MKK ¢ passuruem mpexkanumisgspHoit JII' [2,
7, 35, 39]. Ilpm OTCYTCTBUM TOYHBIX SMUIACMHOJIOTHYC-
CKUX JaHHbIE CYUTAETCS, 4YTO 3abosieBaecMocTh XTOJIT
cocTaBysgeT 5-15 cayyaeB Ha MWIJIMOH HAaceJIeHUs B TOJ
[7, 20, 35, 119]. Yacrora XTDJII cocrasnser 0,1-9,1%
B T€YEHHUE TEPBLIX JABYX JET MOCe 3MU30Ja CUMIITOM-
noit TOJIA [53, 85]. Ilpn nuddepeHnmnanbHON nua-
rHoctuke XTOJIT crmemyeT MCKITIOYATh APYTHC TPUINHBI
ooctpykumuu JIA (capkoma JIA, sM00JIMsI OMyXOJ€BBIMU
KJIETKaMHU, TTapa3sUTUICCKHe (3XMHOKOKKO3HBIC KUCTHI),

SMOOJIMY MHOPOIHBIMU TEJIaMU, BPOKICHHBIC WIIN TIPH-
oOpeTeHHbIe cTeHO3bI JIA).

Junarno3 XTOJII' ocHOBBIBaeTCS Ha pe3ynbraTax 00-
cJIemOBaHUS TTaIlMeHTa C XXKajJo0aMu Ha OIBIIIKY W/WIn
CHIDXCHHUE TOJIEPAHTHOCTH K (DM3MUECCKUM Harpy3Kam,
TMPOBEACHHOTO CITYCTsI, KAK MUHHMYM, 3 MeC. aHTH-
KOATYJISTHTHOM TepaIltiy B TepalleBTUUCCKHX 103aX IpU
BBISIBJICHUM KpuTepueB TpeKamuuiapHoit JIT (cpdJIA
>20 MM pr.ct., A3JIA <15 MM pr.cT. m JICC >2 en. Byma)
B COUCTAHWM C BU3yaJM3amueil IToCTTPOMO0OIMOOIIIC-
ckoro nopaxenus JIA o nanusiM KT anruorpadpun je-
TOYHBIX COCyIOB 1/unu aHTuorpadum JIA celeKTUBHOI
(aHTHOTIYTEMOHOTpAGMsI) W/WIN Hamuuus AeheKTOB
nepdy3un mpu nephy3nOHHON CIUHTATPAGUN JIETKUX
MpU OTCYTCTBUU BEHTWISLUMOHHBIX AedekToB [7]. [1pu
HaJIMYUU MOCTTPOMOO0IMOOINYECKIX TTopaxkeHuit JIA 1o
JNaHHBIM METOJOB BU3yaluU3allMy y MallMeHTOB 0e3 Ipe-
kammisspHoit JII' nuarsoctupyercs XTOBJI [35, 121].

XTOJTD aBnagercsd peIKuM ITO3THUM OCIOXHEHHEM
TOJIA, ipu 3TOM BIMSHUE OOJIBITMHCTBA KJIACCUYECKUX
(hakTOpPOB prICcKa pa3BUTHUSI BEHO3HBIX TPOMOOIMOOIIIC-
cKUX coonrTrit Ha popmupoBanme XTOJII He monTBEpPK-
neHo. JIJIa TaKuX IpOTPOMOOTHUYECKIX COCTOSHUIM KaK aH-
TI(hOCHOTUITUIHBIN CUHIPOM, UCTUHHAS TTOJIMIIUTEMIUS],
CIDICHOKTOMMSI, TOMO3UTOTHOE HOCUTEIIHCTBO TTOTUMOP(d-
HOTO BapuWaHTa reHa V (aKTopa CBEpPTHIBAHMSI KPOBH,
BBICOKOIIO30BasT 3aMECTUTEIbHASI TOPMOHAIBHAST TePATTHST
TIPY TUTIOTUPEO3¢e, HAIMUNE BHYTPUCEPICYHBIX YCTPOUCTB,
BOCITAJIMTEIbHBIC 3a00JIeBaHUS KUIICYHUKA, aKTUBHOE
OHKOJIOTMYECKOE 3a00JieBaHME ObLJIa IIPOICMOHCTPHPO-
BaHa accoumanys ¢ passurueM XITOJII. INepeuncieHHbIe
COCTOSTHMSI Hapsioy ¢ aHAMHE30M PELUINBUPYIOIINX Be-
HO3HBIX TPOMOO030B, IMOpaXkeHNe KPYITHBIX BeTBeit JIA mmpu
octpoit TOJIA ¢ mpusHakamu neperpys3ku [12K cienyeT oT-
HOCUTH K pakTopaM pucka passutusg XTOJIT [7, 18, 268].

Kmmanueckne cumnrtombl XTOJITT HecrmenmpuaHsl,
y 4eTBEPTH IMAIlMEHTOB B aHaAMHE3€ OTCYTCTBYET yKa3a-
Hue Ha snm3on TOJIA, a ofbIlIKa pa3BUBaeTCs ITOCTE-
TICHHO, YTO 3aTPYIHSCT CBOCBPEMEHHYIO THMArHOCTUKY
3aboneBaHus [269]. s panHeit puarHoctuku XTOJIT
cJIeIyeT YYUTBIBATh, 4TO ocTpas TOJIA MoxXeT pa3Bu-
BaThbcd Ha (poHe cyliecTBylomeit y manuenta X TOJIT. O6
3TOM MOTYT CBUICTEIbCTBOBATH TaKWe IMPU3HAKMU, KaK
noseienne pacuyetHoit CIAJIA >60 MM PT.CT. TTO TaHHBIX
OxoKTI" u npuznaku XTODJIT ipu KT [39, 84].

CoxpaHeHne Xajio0 y malMeHTa Ha CHIDKCHHE TO-
JIEpAaHTHOCTU K (DM3WUECKUM Harpy3KaM, ONBIIIKY Ye-
pe3 3 Mec. aHTUKOATYJISTHTHOI Tepalny II0cJie 3MM30/1a
TBJIA, ocobeHHO TTpy HaIM4IUK (pakTopoB pucka X TOJIT
TpebyeT BeIMOoMHeHUsT DX0KI M OlleHKN BEpOSITHOCTU
JIT y 6onbHOTO [270]. ITpn Huskoit BepogtHoctu JIT 110
maaHbIM DXoKI u HamnmumMs y CUMIITTOMHOTO TTallieHTa
daxTopoB pucka XTHDJIT 1erecoodpa3HoO BHITTOJIHEHNE
3PTOCTIUPOMETPUN TSI TP depeHITnaTbHON THarHOC-
TUKU ONBIIIKA W OTOOpa MAlIMEHTOB IS TaJIbHEMIIIero
ob6cnenosanms, skiodas YBKC [48, 96, 271-273].
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KT OTI'K ¢ BHyTpUBEHHBIM OOJIOCHBIM KOHTPACTH-
pOBaHMEM SIBJISICTCST BaXKHBIM MHCTPYMEHTOM IuepeH-
IMAJTFHOTO JUArHO3a W OLICHKU OITepadeTbHOCTH Talll-
enra ¢ XTOJIT [77, 79, 84, 274-276]. AnbrepHaTUBHBIE
METOIbI BU3yaIM3alluy Tiep@y3un, TaKre KaK IMOCTpoe-
HHe TIep¢hy3UOHHBIX KapT IO TaHHBIM IBYX3HEPreTHIC-
ckoit KT i MPT nmeror nuarHocTUYECKWIT TTIOTEHIIN -
aJI, HO OrpaHUYCHHYIO JOCTYITHOCTD, UYTO 3aTPYIHSIET MX
MHoTOIeHTpoBYyI0 Bamuausanuio. YBKC B coueranum
¢ anruorpadueii JIA ceneKTUBHON (aHTMOIYJIBMOHOTpa-
¢usT) BRIMOIHSIETCS B YCIOBUSIX SKCIIEPTHOTO IIEHTPA,
SIBJISIETCA 00SI3aTeIbHBIM OTMATHOCTHYCCKUM METOIOM
st Bepudukanny nuartHosa XTOJIL, oueHkm omepa-
OCIIPHOCTY TTAIIMCHTA U OTpeIeIeHUS JICUCOHOM cTpaTe-
run [277-279].

Anroput™m o0cyienoBaHusl 60JbHOTO C MOAO3PEHU-
em Ha XTOJIT/XTOBJI npencraBieH Ha pucyHke 3,
IIpunoxenue b.

B neuennum nmaumenToB XTOJIIT mpuMmeHsIeTCS MyJib-
TUMOHAIBHBINA TTOAXOI C BEIOOPOM B IIOJIB3Y XUPYPTH-
YeCKOTO JICUCHUS V BCEX TEXHUUYECKU OIepabeIbHBIX
MMAIleHTOB; HeollepaOeIbHBIM TTallieHTaM Ha3HAdaeTCsI
cnenuduUecKkass Tepanusi, ogoOpeHHasT I JCUCHHUS
oonbHBIX JIAT: ¢ yueToM mpeKanuuUIIPHOTO XapaKTe-
pa JII' ¢ HaauuYmeM OUCTABbHOI JIETOYHOM BaCKYJIO-
natun npu XTOJII' obocHoBaHO mpuMeHeHue JIAT-
crierudraeckoit Tepanun [35, 39, 47, 277]. Ilpu TexHn-
YeCKOM BO3MOKHOCTU TPOBEICHUS SHIOBACKYISIPHOTO
JICUCHUS TTAIIMCHTAM IIPOBOISTCS CECCUU TPAHCIIOMMU-
HanpHOI BATIT JIA [279-281].

PexomeHmyeTcsa mpoBeneHne 1a00paTOPHOTO CKPH-
HUHTA Ha aHTU(POCHOIUTIMIHBIN CHHIPOM y TAlIMEHTOB
¢ XTOJT [7, 35, 39, 47].

EOK IC (YYP C, V1] 5)

PexomeHmyeTcs IpoBeneHNe OLEHKU OIepadeIbHO-
CTH MYJIBTUIUCIUIUIMHAPHOM KOMAaHION B 3KCIICPTHOM
ueHTpe JII' 17151 BBIIOJTHEHMST JISTOIHOIM TPOMOSHIAPTEP-
skroMuu (JIDD) y Bcex MAaIMEHTOB ¢ BepU(UIINPOBAH-
HbeIM auarHozom XTOJIT [7, 10, 35, 39, 47].

EOK IC (YYP C, VI 5)

KommenTtapuu. Ocnognbim memodom nevenuss XTI
cuumaemcs J1D9, cmepmuocmos npu Komopoil 6 KpynHbiX
egponelickux yenmpax cocmasnsem <3,5% [35, 268, 277,
278]. Tpexnemuss gviacueaemocms nayuenmog nocie 159
cocmasasiem 90% [35, 47, 268]. Pewenue 06 onepabens-
HOCMU 001bHO20 NPUHUMAEMCS MYAbMUOUCUUNAUHAPHOUL
KomaHOoU (8pau-Kapouonoe/epay-nyibMoH0A02 — CHe-
yuaaucm no JII, epau-penmeenonoe, epau-cepoeyno-
cocyoucmulil Xupype u 8pav no peHmeeHIH008ACKYAAPHbIM
duaeHocmuKke u nevenuro) 6 sxcnepmuom yewmpe JI, ume-
rouem 00CMamo4Hblil ONbIM 8bINOAHEHUS XUPYPeUUECK020,
IHO0BACKYNAPHORO N€YeHUsl, HA3HAYCHUS U OUeHKU SPghek -
muerocmu JIAT-cneyughuueckoit mepanuu smoii Kameeopuu
bonvroix [2, 7, 35]. boavHoll npuznaemcs HeonepabenvHbiM,
ecau peuieHue NPUHUMACMCA, KAK MUHUMYM, 08YMs He3a-
BUCUMbBIMU SKCNEpMHbIMU Yenmpamu. Kpumepusmu omoopa

nayueHmo8 045 XupypeuvecKkoeo AeueHust CAYICUm 0ocmyn-
Hocmb mpomboe 6 cmeone JIA, 001e6blx Uiy ceeMeHmMapHsix
JIA. Bo3pacm nayuenma He s61semcsi NPOMUEONOKA3AHUEM
K onepamuseHoMy AeueHuro, mak dce, kak u geauuuna JICC
u Haauuue duchynkuyuu 112K

Pexomennyetcst mpoBenenue JIDD TexHudecku onepa-
OenpHBIM TTanenTam ¢ XTOJIT [7, 10, 35, 39, 268, 277].

EOK IB (YA C, YYP 5)

Kommenrtapuu. B omauuue om xupypeuueckoil 3m601-
sxmomuu npu ocmpoi TOJIA, nayuenmam XTI nposo-
dumcs bunramepanvhas 3HoapmepsIKmomuu u3 eemeeil JIA
8 yca08usx 2Ay00Koll eunomepmuu U 0CMAHOBKU KPOBO-
obpawenus [278, 282-285]. [locaeonepayuonnulii penep-
@Y3UOHHbLIL omeK Modcem nompebo8ams NPOGeOeHUsl GeHO-
apmepuanshoit IKMO [19, 39, 286].

Y muoeux nauuenmos XTIOJII npumensromess Komou-
HUPOBAHHBIE NOOX00bI NeyeHuss — covemanue J1D2, 3ndo-
BACKYNAPHO20 U MeOUKAMEHMO3H020 Ne4eHUsl, npu IMOoM
8b100p Memo008 U UX nocredo8amenbHOCmU onpeoensiemcs
anamomuueckum eapuanmom nopascerusi JIA, vipasicen-
Hocmbio Hapyuenuil eemodunamuxu MKK, npoguaem co-
nymcmeyroweii namoaoeuu [47, 268, 286-289]. B cayuae
omkaza om onepayuu y NOMeHYUALbHO O0NepadesbHO20
00/1bH020 ¢ NPOKCUMANbHBIM 8apUaHmom nopaxcenus JIA
(enaenvle u donegvie semeu JIA) namusemusis 8viicuUsa-
eMocmb 3HAYUMENbHO CHUdcaemcs u cocmaeasem 53% vs
83% y nayuenmos nocae J193 [290]. Haxonaen nexkomopulii
onvim, ceudemenvcmeyruuii 006 3¢ppexmusnocmu 155
y nayuenmog ¢ XTOBJI ¢ naane yryuuienus moaepaHmuo-
cmu K usuteckum Hazpy3kam, npu 3mom peuleHue 0 Heoo-
X00UMOCMU 0NepamuHo20 AeueHus 00ANCHO NPUHUMAMbC
¢ MuamenvHolM AHAAU30M COOMHOUWEHUsI pUcK/noav3a [7,
35, 39, 268].

IMamumenram ¢ XTOJIT yepes 3-6 mec. mocie JIDD
pPEeKOMEHIyeTCs POBeAeHNE KOMITJIEKCHOTO 00cenoBa-
Husl, BKirodas rposenenne YBKC [2, 35, 119, 268].

EOK IC (YYP C, Y11 5)

Kommenrapun. Ouyenky sgppexkmusrnocmu J1DD caedy-
em npogodums uepe3 3-6 mec. nocie ONepamuHo20 AeHeHus
¢ oyenkoil eemoounamuxu MKK. Pesudyanvuas JII nocne
JIDD pazsusaemces y 25-36% nayuenmos. Ocrogvieasnco
Ha OGHHBIX HeDOAbUI020 YUCAA HAOAO0AMeNbHbIX Uuccae-
dosanuii u PKU, ouenusarowux sgpgpexkmusrnocmo JIAI-
cneyugpuueckoii mepanuu, Kpumepusmu pesudyanrvrou JII'
nocae JIBD caedyem cuumams: cpllJIA >25 mm pm.cm.,
3JIA <15 mm pm.cm. u JICC >4 ed. Byda [286, 288, 289,
291, 292]. Ilo 3akawueHuto poccuiickux sKcnepmos, 8 Ka-
uyecmee kpumepueg pesudyanrvroil JII nocae J19D yeneco-
00pA3HO NPUMEHAMb NPUHSIMbLE KPUMePUU NPEeKANUANAPHOL
JT: epJlUTA >25 mm pm.cm., J3JIA <15 mm pm.cm. u JICC
>3 ed. Byoa.

JanvHeiiuee HabawdeHue nayueHmos 00ANCHO 0CY-
Wecmensimocsi enceco0H0 ¢ GblNOAHEHUeM HeUHB8A3UBHOLL
cmpamudghukayuu pucka [293-295].

PexomenmyeTcss TOXU3HEHHOE Ha3HAUYeHUE AHTU-
TPOMOOTHUUYECKUX CPEACTB B TEPATEBTUYECKUX T03aX
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BceMm nmanueHtaM ¢ XTOJIT mia mpoduimakTnku pemn-
JIMBa BEHO3HBIX TPOMOOIMOOIMUECKUX COOBITHIA [7, 35,
124, 268].

EOK IC (YYP C, V1] 5)

He pexoMenmyeTcss Ha3HaueHUE TIPSIMBIX OPAJTbHBIX
aaTukoaryiassHToB (ITOAK) manmentam ¢ XTOJIT B cBs-
3 C OTCYTCTBUEM NAHHBIX 00 X 3(p(PpeKTUBHOCTU 1 Oe3-
oracHoctu [7, 35, 124, 268].

PKO IIIC (YYP C, Y1/ 5)

Kommenrtapun. [layuenmam ¢ XTIJII nokazana no-
JacusHenHas ammukoaeyrsumuas mepanusi. C yuemom
omcymcemeus daunnoix PKU, cpasnusarouux s¢pgpexmué-
Hocmo npumenenus ABK u I[IOAK, npuopumem 6 nasna-
yenuu doaxcen omoasamocsi ABK (npu ycaosuu onmu-
MANbHOU NPUBEPICEHHOCMU NAUUeHMA mepanuu U 603-
moxchocmu koumpoas MHO c¢ yesesvimu 3HaueHusMU
2,5-3,5. Dmo mHenue s3xkcnepmos noddepiucano 0aHHwvIMU
HeCcKoAbKUX HAOA0amenbHblX Uccredo8anull, cgudemens-
cmeyruux o 6oavulell Yacmome NOBMOPHBIX MPOMO0308
npu ucnoavsosanuu INOAK npu cpasnenuu ¢ npumenenuem
ABK y nayuenmos ¢ XTOJIT [35, 296, 297]. Y nayuenmos
¢ XTOBJI pewenue o 0aumenvHoOl aGHMUKOACYASHMHOU
mepanuu npuHUMaemcs UHOUBUJYaAbHO nocae 00006cae-
006aHUs1 U OUEHKU PUCKA NOBMOPHO20 dNU300a 8EHO3HO20
mpombosa [35, 270].

PexomeHnmyeTcst MOXU3HEHHBIN TTPUEM aHTUTPOMOO-
tnyecknx cpencts B Bume ABK manmentam ¢ XTOJIT
U TIONTBEPXKICHHBIM aHTU(POCHOTUTTUIHBIM CUHIPOMOM
[7, 35, 270].

EOK IC (Y1 C YVYP5)

Kommentapmii. [layuenmam XTOJII 6 cayuae noo-
meepoicoenus anmugoc@orunudHo2o cuHOpoma HAa3Ha4a-
emcs anmukoaeyraumuas mepanus ABK, nockoavky npu
npumernenuu IIOAK umeemcs puck peyudusa 6eHO3HbIX
mpomboamoboauil [298, 299].

Haznauenue JIAI-cneuuduueckoil Tepanuum peko-
MEHJIyeTCsl MalMeHTaM ¢ HeomepadelbHO/pe3nmyanb-
Hoit XTOJIT mpu cpAJIA >25 mMm pr.cT. m JICC >3 em.
Byna B cooTBeTCcTBMU C MOKa3aTeabHON 0a30ii Mo mpu-
MEHEHMIO Tperaparos [7, 39].

PKO 1A (YYP C, V11 5)

Kommenrapuii. Dghpexmusrocms npenapamos, 000-
opennvix Oas aevenus JIAL, y nauuenmog ¢ Heonepabens-
Hoti/pesudyanvroit XTOJII 6 nacmosiwee epems dokazaua
UCKAIO4UmMensHo y nayuenmosg co cpJIA >25 mm pm.cm.
u JICC 23 ed. Byoa [39, 47].

Pexomennyercs HazHaueHue ctumyistopa plLl-puo-
nuryaTta** manmeHTaMm ¢ HeorepalebHOM/pe3nmyaTbHON
XTOJT pnsa yaydireHus MepeHOCUMOCTH (PU3MISCKUX
Harpy30K ¥ TeMOAWHAMWUYECKUX TToKa3ateneit [290].

EOK IB (YYP B, V] 2)

Kommentapun. Tepanus puoyueyamom™* ¢ meuenue 16
Hed. y HeonepabenvHbix nayuenmos ¢ XTI (npu neos-
MoxucHocmu evinoanenue J192) uau y 604bHbIX ¢ pe3udy-
anvrotl JII' nocae JIDD (n=261) no pesyrvmamam uccie-
dosanuss CHEST-1 npusoduna K yayuuwieHuro oucmaHyuu

6 TIIIX u napamempos eeMOOUHAMUKU, BKAHOUAS CHUICCHUE
JICC [290].

PexoMeHIOBaHO paccMOTPETh BO3MOXHOCTE off-label
MPUMEHEHUsI TPenapaToB, OMOOPEHHBIX JIsSI JIEYECHUS
JIAT y HeonepabenbHbIXx O0bHBIX ¢ XTOJIT [7, 35, 39,
299-301].

EOK IIbB (YYP B, V] 2)

PexomeHmoBaHO paccMOTPETh BO3MOXHOCTH KOM-
OMHMPOBAHHOI crielu(uIecKoll Tepanuu y malnueHToB
¢ HeorepabenbHOii/pe3uayaibaoit XTOJI [7, 35, 39,
299-301].

EOK IIbC (YVYP B, V]I 2)

Kommentapun. ADP, UDJ[D-5, ananoeu I11] y 60ab-
uoix XTOJIT ne dokazanu 3¢pgpekmuenocms 6 npo8eoeHHbIX
PKHU, nosmomy moeym ucnoavzoeamocs off-label das me-
panuu HeonepabenbHbiX NAYUeHMO8 UAU OOAbHBIX ¢ pe3udy-
anvnoil JII nocae J12D, 6 m.u. 6 cocmase KOMOUHUPOBAHHOLL
mepanuu [179, 309, 310]. B Espa3suiickux pekomenoayusx
no aeueruro XTOJIT ¢ yuemom pezyavmamos PKHU 6 cnek-
mpe 0ONOAHUMENbHbIX CHeyUdUu1ecKux npenapamos, 000-
opernbix 0ns aeuenust JIAL, pekomendyromes:

— uHeanayuonuwlil #usonpocm 10 mxe Kaxcovie 3-4 4
yepe3 koumyp UBJI do 8 unearsuyuii 6 cym. 6 meuenue
3-4 cym. ¢ nocaedyrowum HaA3HaveHuem Npu CoXpaHeHuu
pesudyanvroil JII nepopanvroii cneyuguueckoii mepanuu,
Kak npenapam 2-2o0 gvibopa;

— #mayumenman** 10 me 1 paz/cym. uau cundenagun
60 me/cym. kak npenapamol 3-20 8vlbopa;

— Ha3HaueHue KOMOUHUPOBAHHOU Mepanuul, KA4AI0-
weit puoyueyam** uau UPII-5 ¢ couemanuu ¢ AP unu
UH2ANAYUOHHBIM UAONPOCMOM PACCMAMPUBAEMCS Y HeoNne-
PabenbHbiX NAyUeHmos npu HeGO3MONCHOCMU NPOGedeHUs
BAIT JIA [39, 299, 301].

PexomeHmOBaHO paccMOTPETh BOZMOXHOCTH BBITION-
Hennst BAIT JIA y manmeHTOB ¢ HeollepabeIbHOI/pe3u-
nyanbHoOM JIT mocie JIDD B skcnepTtHoM 1ieHTpe JIT [7,
10, 14, 35].

EOK IB (YYP C, VI 5)

Kommentapwii. [losmannas BAII JIA y neonepabenvhuix
nayuenmos ¢ XTOJII' npu Heeo3MoxucHOCMU EbINOAHEHUS
JIB3, y 6oabmbix ¢ pesudyanvhoii JIT nocae J1DD npodemon-
CMpUpoBana biCOKYI0 3peKkmusHocms 6 gude yayuuleHus
napamempoe 2emoournamuxu (cuunxcenus JICC na 49-66%),
dyuxyuu 12K u ¢usuueckoii pabomocnocoonocmu navu-
enmog [279-281, 303-309]. Pewenue o neobxodumocmu
nposedenusi BAII JIA npunumaemcs 6 pamxax myabmuouc-
yunaurnapnozo nooxoda, bBAII JIA doaxcna 6vinoaHamocs
ONBIMHBIM 8DAYOM NO PEHMEeHIHO0BACKYAAPHBIM OUACHOC-
MmuKe U Ne4eHUur0 8 IKCNEePMHbIX YeHmMpPax ¢ ONblMom eede-
nus nayuenmos XTI,

[Tpu BBITIOTHEHUY SHAOBACKY/ISIPHOTO JICYCHUS Y Ta-
LUEeHTOB ¢ HeomepabenpHOM/pe3unayanbHoi JII' mocie
JIDD pexkomeHayeTCs TOITATHOE BMEIIATETbCTBO Ha
OTpaHUYEHHOM 4ucie BeTBelt JIA mis cHYDKeHUsT pucka
ocnoxuenwmii [7, 10, 14, 35].

EOK IB (YYP C, VI 5)
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Kommentapun. Haubonee wacmoimu 0caodcHeHUsMU
BAII JIA sieastomes neppopayus cocyoa u msxcenoe penep-
@y3uonnoe nopaxcenue neekux [310-312]. Koauuecmeo ne-
06x00umotx smanoe BAII JIA oas noayuenus noaoxcumens-
H020 2eMOOUHAMUHECK020 Pe3yAbmama 3a8ucum om aHamo-
Muueckoeo eapuanma nopaycenusi JIA u onsima épaua no
PeHMeeHIH008ACKYAAPHbIM OuacHocmuke u aeueruro [313].

PexoMeHmyeTcst pacCMOTpPETh BO3MOXKHOCTh KOMOM-
HUPOBAHHOTO JICUCHUST B BUEC COUCTAHUS VJIN TIOCIIEIO-
BaTteabHOTO npuMeHeHus: BAII JIA u cneuunduyeckoi
MEIMKAMEHTO3HOW Tepanuu y MaiMeHTOB ¢ Heorepa-
GenbHOM/pe3unyanbaoit XTOJIT [7, 10, 39].

EOK IIaC (YYP C, Y] 5)

KommenTtapuu. /[1s cHusiceHus 4uacmomsl U @blpaicet -
HOCMU penep@y3uoHH020 NOPAdCeHUs AeeKUX, CO2AACHO
MHEHUI0 IKCNepmog, 0CHOBAHHOM Ha pe3yrsmamax PKH
RACE npu JICC >4 ed. Byda uenecoobpaszno npumene-
Hue puoyueyama** neped nposedenuem ceccuit BAIl JIA
[291, 304].

PexoMeHnmyeTcss paccMOTpeTh BO3MOXHOCTH BBI-
TOJTHEHUST DHAOBACKYISIPHOTO JICUYEHUS] B YCIOBUSIX
akcneptHoro 1eHtpa JII' y TexHudecku omnepadebHbIX
nauneHToB ¢ XTOJII' B ciyyae, ecnu npoBeneHue JIDD
COTIPSIKEHO C BBICOKUM TIEPUOTIEPAITMOHHOM PUCKOM [7,
306, 308].

EOK IIbC (YVYP C, V]I 4)

PexoMeHmyeTcss pacCMOTPETh BO3MOXKHOCTD BBITION -
HeHust JIDD umm BAIT JIA y CMMOTOMHBIX MAIIMEHTOB
¢ XTOBJI Ha MHIMBUIYATbHONW OCHOBE C YYETOM aHa-
TOMUYECKOTO TopaxkeHust JIA B yCIIOBUSIX SKCTIEPTHOTO
uentpa JIT' [7, 10, 39].

EOK IIaC (YYP C, Y] 5)

Kommentapuu. Peuwenue o nposedenuu 193 uau BAIl
JIA y nayuenmoe XTOBJI npunumaemces 6 ycaosusix sKc-
nepmmuoeo yeumpa JII' ¢ muamenvHoil oyenkoi coomHouie-
Hus puck/noavsa [35, 124, 268].

PexoMeHmyeTcss pacCMOTPETh BO3MOXKHOCTD TIPUME-
HeHus JIAT-cnenududyeckoil Tepanuu B TeueHUE 2-3
MecC. y orepabebHbIX TTAIIMEHTOB C TSKEJTBIMU HapyIile-
HUSIMU TEMOIWHAMUKHU B KA4eCTBE MPEIOTIepAIlMOHHOMN
TOTOTOBKY Tiepen BeiMogHeHueM JIDD, ecnu mposene-
Hue JIDD compskeHO ¢ BBICOKUM TEPUOTIePAITMOHHBIM
puckoM [39, 47].

EOK IIbC (YYP C VI 5)

Kommenrtapun. B 3apybexcnoii npakmuke cuumaemcs,
umo npumenenue JIAI-cneyuguueckoit mepanuu moxcem
Obimb omcepouKoil onepamusroeo aeverus [314], oonako no
Odanubim poccutickoeo pecucmpa noumu 80% umerom 111-
1V @K, nposeaenus maxcenoit XCH (44,1%) [269], umo
0003Ha4aem GO3MOINCHOCMb PACCMAMPUBAMb HA3HAYEHUE
JIAT -cneyughuueckoii mepanuu mexuuuecku onepadesbHviM
oonvrvim XTOJII 6 meuenue 2-3 mec. 6 pamxax npedone-
PAUUOHHOU NO020MOBKU 0451 YAyHUeHUs. (DYHKYUOHANbHO0
U eeMoOdUHaAMU4ecKo2o cmamyca.

AnroputMm JteueHust XTOJIT mipencrTaBiieH Ha pUCYH-
ke 4, INpunoxenue b.

3.9. Oco6eHHOCTH BeAEHUS NALUEHTOK
LeTOpPOoAHOro Bo3pacTa C JIero4HOW runepTeH3uen

IMammenTtkam c JIT He pekoMeHyeTcs1 6epeMEeHHOCTb
[2, 7, 10, 14, 39, 42, 43].

EOK IIIB (YYP C, VI 5)

Kommentapun. JII' accoyuupyemces ¢ 8bicOKUM YPOBHEM
MamepuHcKol u nepuramanvHoil cmepmuocmu [10, 14].
bonvrvie JIAI u XTOJIT omuocames k 1V epynna pucka ma-
mepurckoil nemanvHocmu (BO3), npu komopoii bepemen-
Hocmb npomusonoxkaszana [315]. Bo epems 6epemennocmu
8 0p2aHU3Me JHCEHUWUHbL NPOUCXO0SIM CYUecmeeHHble adan-
mayuonHble U3MEHeHUs: PU3U0N02UHECKAs 2UNePBONeMUs
U ygeauueHue 4acmomol cepoeyHbIX COKPAULeHUN NPUeoodsm
K s3HauumenvHomy (om 30 do 50%) nosviweruro CB; Obi-
XamenbHblil 00seM NeeKux K KOHUYY 2eCmautioHH020 nepuood
sospacmaem na 30-40%, yacmoma Obixanus yseauuugaem-
ca Ha 10%. Ykazaunvie uzmenenus moeym npugecmu K de-
xomnencayuu JII' [2, 316, 317].

PexomenmyeTcs: KOHCyAbTallMsI Bpada-Kapauoyora
¥ Bpauda-akyliepa-TUHEKOJIOTa B IIEHTPE C OIMBITOM Be-
neHust oepeMeHHbIX ¢ JII' mist mombopa onTUMAanbHOTO
MeTOJa KOHTPAIEIIINU C YUETOM BBICOKOTO PUCKA TPO-
rpeccupoBaHus 3a0oeBaHUs Ha (HoHEe OEPEMEHHOCTH
y TalMEeHTOK JeTopoaHoro Bospacta [10, 316, 318].

EOK IC (YYP C, VI 5)

3.9.1. MeToabl KOHTpaLenuuu

* He pexoMeHayeTcss Ha3zHayaThb CUHTETUUYECKUE
actporeHbl (G03CB) manmmentkam ¢ JIAT u XTOJIT
B CBSI3U C BBICOKUM PUCKOM TPOMOOSIMOOIMYECKUX OC-
noxuHenuit [10, 42, 47, 316, 318].

EOK IIIC (YYP C, Y11 5)

PexomeHmyeTcst couetaHue JABYX METOMOB KOHTpa-
LETIUU TSI JOCTUKEHUSI HaJIeXKHOTO KOHTPAIleNTUBHO-
ro a¢dekra y mamumenTok ¢ JIT' [10, 316, 319].

PKO IC (YYP C, Y11 5)

KommenTtapun. Memods: koumpayenyuu oocyzscoaromest
8 UHOUBUOYANbHOM NOPsiOKe C yHemom COnymcmayouell na-
monoeuu. Cyuemom 1V epynnsl pucka mamepunckoli iemanb-
nocmu (BO3) npu JIAI u XTOJIT' pekomendyemcesi ucnono-
306amob Memodsbl KOHMPAYenyuy ¢ ypogHem Hedghgexmug-
Hocmu <1% (cmepuauzayus myxcuurvl/sceHuunst [324],
2moHozecmpen 8 opme UMHAGHMAMA, 8HYMPUMAMOYHbLE
cnupanu [315]. Topmonanvhole KOHMpayenmugsl cucmem-
HO20 delicmeus, UHBeKUUU, NAACMbIPU MPAHCOEPMANbHbLE,
8acUHANbHBIE KOAbUA U Ouappazmol) He DPeKOMeHOYemcs
6 Kavecmee eOUHCMEEHH020 Memood, NOcKoabky 6 6-12%
cayuaes oHu Hesgppexmusnovl [320]. [Ipednoumumensvro
HazHaueHue medpoKcunpoecmepoHa™* u smonoeecmpena,
Komopble obaadarom 3¢pgheKmusHbiM Oelicmeuem U AUULEeHb
MHORUX NOOOYHBIX IPHeKmos cunmemu4eckux scmpoeHos
(GO3CB) [2, 39, 47], od0nako Heobxo0umo yuumoleams,
umo 3ghghekmusHoCms KOHMPAyenyuu cHudCaemes Ha gooxe
npuema ADP 6ozenmana™* (pazden 3.2.2.2). Cucmema 6Hy-
MPUMAMOYHAsT MepanesmuuecKas A6A5emcs CO8PeMeHHbIM
U 8bICOKOIPDEKMUBHBIM CPEOCMBOM, cAedyem YHUMbleamb
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DUCK pa38umus 8a308a2aibHbIX PeaKyuil U UHMeKyUoH-
HbIX OCAONCHEHUI 80 epems umnaanmayuu cucmemot [316].
bapvepuvie memoos: bezonacHvl 045 nauyueHmMoK, Ho He 0a-
H0Mm HAOeNCHOU 2apanmuu 0m HACMynAeHUs: OePeMeHHOCU
[2, 42]. [Ipumenernue 20pMOHANbHBIX KOHMPAUENMUBOE CUC-
memMH020 Oellcmaust Modcem 00Cyxuc0amocs y NAuUeHmox,
npuHUMawux aHmumpombomuueckue cpeocmea [10, 14].

B kauecTBe 3(h(HeKTUBHOTO MEeTOIA SKCTPEHHON KOH-
Tpalenin peKOMEHIyeTCs MpUMeHeHUe JIeBOHOPTe-
cTpela Trocjie He3aluImeHHoro cekca [318, 320].

PKO IC (YYP C, Y11 5)

KommenTtapuu. Jlegonopeecmpen nazuauaemcs 6 0o3e
1,5 me oonokpamuo 6 meuerue 72 4 nocie He3AUUUEHHOZ0
cexca (yposennv neagpexmusnocmu 1,1%).

3.9.2. BepgeHue 6epemeHHOCTM Y naumeHTok ¢ JIT

IIpoBenenue nuarHoctuku u jedeHus JII' B mepu-
o 0epeMEeHHOCTU TIPEACTABIISICT 3HAYNUTEIbHBIC TPY/I-
HOCTH, CBSI3aHHBIE C OTPAHUYEHUEM TUATrHOCTUYECKUX
BO3MOXHOCTE! 1 BHIOOPOM MEIMKAMEHTO3HOM Teparum.
B HacTosiiiee Bpemst B MUpe OTCYTCTBYIOT €IMHBIE CO-
IJIACOBaHHbBIE TIOAXONBI K BemeHWI0 OepeMeHHBbIX ¢ JIT,
BCJIEICTBUE HATUYUS ITUIECKUX ACTIEKTOB TPOOIEMBbI
MPOBENEHUST KPYITHBIX PAaHIOMU3NPOBAHHBIX TLIAIe00-
KOHTPOJIMPYEMbBIX MHOTOIIEHTPOBBIX KIMHUYECKUX UC-
ClieMOBaHUA, U BCE JHOCTYIHbBIE PEKOMEHAAIINU HOCST
B OCHOBHOM YPOBEHb JoKa3aTeabHOCTH C, OCHOBBIBASICHh
Ha OTIbITE BKCTEPTOB U OTAETHHBIX 1IIEHTPOB.

PexoMenmyeTcst uCKycCTBEHHOE TIpephIBaHuE Oepe-
MeHHOCTU (abopT) B ciydae HACTyTUIEHUsI OEpeMEeHHO-
cru [10, 316].

EOK IC (YYP C, Y11 5)

Kommentapun. Coeracho modughuyuposannoil kaaccu-
@urkayuu BO3 no ouyernke pucka cepoe4Ho-cocyoucmoix oc-
A0xucHeHull bepemennvie ¢ JII omunocamesn k 1V kameeopuu
pucka, npu Komopoii 6epemernocms npomusonoxkasaua [ 10,
316]. Ilayuenmie ¢ JIAI' donxcro 6bims npeodnodiceHo npe-
pbuleanue bepemeHnocmu Aubo docpounoe podopaspeuieHue
(8 3asucumocmu om cpoxka bepemennocmu). Meduyunckuil
abopm doaxcer Obimb 8binoaHeH 00 22 Hed. bepemeHHOCMU
6 cneyuaauzuposannom uenmpe [315]. Haubonree onmu-
MANbHBIM CPOKOM 0451 NPepbleanusi bepeMeHHOCMU 6.5~
emcesi cpok 6 10%3 ned. eecmayuu [10, 318, 321, 322].
Ilpepvieanue bepemennocmu Ha 6onee NO30HUX CPOKAX NO
PUCKAM pa36UMuUs 0CA0MUCHEHUI CONOCMABUMO C PUCKAMU 00~
cpouHo20 podopaspeutenus Ha 32-34-ii ned. bepemerHOCMU.
MedukamenmosHoie u xupypeuueckue memoodsl npepovi@aHus
bepemennocmu 00UHAKOB0 3heKmuUBHbL U CONOCMABUMDYL
no uacmome pazeumusi cepbe3Hvlx ocaodicHeHui. Oonako,
no 0aHHbIM AumMepamypsbl, yaie npo8oOdSIMCs XupypeuvecKue
manunyasyuu (2,1vs 0,6%) [323]. Meduxamenmosnoe npe-
pblanue bepemeHHOCMU Ueaecoo0pasHo paccmampugams 0o
9 Hed. bepemenHocmu ¢ UCNONB308AHUEM HUSKUX 003 #MU30-
npocmosna (100 me) [316].

B cnywyae oTkasza ot mpepwsiBaHUSI OepeMEeHHOCTH/
JIOCPOYHOTO POIOPA3PEIICHUST PEKOMEHIYETCST BeIeHUE

0EepeMEHHOCT! TMAIMEeHTKU MYJIbTUANCIUTIIMNHAPHON
KOMaHJOl C peTyIsIpHbIM HAOJIOJEHNEM U poaopaspe-
IIEHVEM B CIIeIIMAIN3UPOBAHHBIX TIEPUHATAIBHBIX 1IEH-
tpax I1I yposns [10, 316].

EOK IC (YYP C, VI 5)

KommenTapun. B cayuae omkaza om npepviganus Oe-
PpemMeHHoCmU/Jocpounoeo podopaspeulenuss NAyueHmKa
gedemcs ¢ 6epeMeHHOCMbI) 8blCOK020 PUCKA PA3GUMUSL
cepoeuHo-cocyOUCmbiX 0CAONCHEHUL, 8 M.4. U amanbHbLX,
¢ ywacmuem mMyabmuOUCUUNAUHAPHOL KOMAHObL 8 cocmase
épaua-kapouonoea, 6pava-aKyulepa-2uHekono2d, epaia-
aHecmesuo102a-peaHumMamonoed, 8pava-neouampa u cne-
yuaaucma no JII' [10, 315, 316]. Ocmomp GepemerHOIl
spauom-kapouonoeom (IxoKI, TIIX, uccredosarue ypos-
Hs NT-proBNP 6 kpoeu u nyavcokcumempuu) npoeooumcsi
Kaxcovle 2-4 ned., a npu HeobX00UMOCMU — edceHe0enbHO
(6 mpemvem mpumecmpe OepeMeHHOCMU 8 CAydae NpPoaoH-
eayuu 6epemennocmu) [318]. Ilpu nosesenuu npuzHaKos
KauHnuyveckoeo yxyoduenus JIAI na arobom cpoke bepemen-
HOCMU NOKA3aHA 20CNUMANU3ayus NAYUeHMKU 8 CheyUant-
3uposarnwlil yenmp [315, 316].

Pexomennyetcs nposeneHue DxoKI' Bo Bpems Gepe-
MEHHOCTH KaXjble 4-6 Hel. WIM B cilydae YXYAIICHUS
cocrognug nauuenTku JIT [10, 315, 318].

EOK IC (YYP C, VI 5)

PexoMenmyeTcs: paccMOTpPETh BO3MOXHOCTh TIPOBE-
neanst YBKC 6epemennbiM ¢ JIT mpu Haanduuy rmoxasa-
HUIl ¢ IMarHoCcTUYecKoii uenbio [2, 10, 315, 316].

EOK IIbC (YYP C, VI 5)

PexomeHayeTcs1 BBITIOJTHEHUE YPECIUIIEBOTHOMN
IxoKTI 6epemennbim ¢ JIT mng nckmouenus BITC mpu
HEI0CTAaTOUHO MH(MOPMATUBHOCTU TPAHCTOPAKATBHOMN
OxoKT [2, 10].

EOK IC (YYP CB, Y/ 5)

PexomeHmyeTcsi pacCMOTPETh BO3MOXKHOCTD BBITION-
HeHusl aHrnorpaduu JIA ceneKTUBHON (aHTUOIYJIbMO-
Horpadusi) TpU HATUYNU XU3HEHHBIX TTIOKa3aHW, B T.4.
¥ TIpA TTofo3peHnu Ha ocTpyro TOJIA [2, 315, 316].

EOK IIbC (YYP C, VI 5)

Kommentapun. [Ipednoumenue omdaemes KT ¢ Huskum
yposrem ayuesoil Haepysku (0,01-0,66 mIp) [316].

Pexomennyercst paccmoTpeTh nponoskenue JIAT-
cnennduIecKoil Tepanuu BO BpeMsi OEpeMEHHOCTH
MaIMeHTKaM, TIOJy4aBIIUM ee 10 OepeMeHHOCTH, C 3a-
MEHOI JIeKapCTBEHHBIX TPEINaparoB, 00IalaoIInX Mo-
TEHIMAIbHBIM TEPATOTEHHBIM U 3MOPUOTOKCUIECKUM
JeiicTBreM, Ha Oostee Oe3omacHsbie [2, 10, 315, 316].

EOK IIaC (YYP C, Y11 5)

Pexomennyercst paccmorperh HaszHauyeHue JIAT-
criennUIecKoil Tepanuu BO BpeMsl OEpEMEHHOCTH Tia-
IIMEHTKaM 0e3 MPEeaIIecTBYIONIeTO JICUeHUSI C yIeTOM
MMOTEHIIUAIBHBIX TEPATOTEHHBIX U SMOPUOTOKCUYECKIX
s¢ddexroB npemaparos [5, 308, 309].

EOK IIaC (YYP C, VI 5)

Kommentapuu. Obsem JIAI-cneyugpuueckoic mepanuu
(MoHOmMepanus uau KOMOUHUPOBAHHAS Mmepanus) onpede-
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Asemcsi Ha 0CHOBAHUU CMPAMUDUKAYUU DUCKA AeManb-
Hocmu [5]. B kauecmee npenapama nepeoil AUHUU 4ACMO
ucnoavsyemess UDIAD-5 cusrdenagua 6 cmapmosoii doze
20 me 3 paza/cym. Hasznauenue uneanssyu0OHH020 UAONPOC-
ma 60 epems bepeMeHHOCMU U Nocae po008 NOKA3AHO Nda-
yuenmram ¢ III-1V @K (BO3). B nodepynne nayueumos
C NON0ACUMENbHBIM 8A30PEAKMUBHBIM MECMOM Heo0X00UMO
unuyuuposams mepanuro bKK [2, 10, 44, 315].

+ He pexkomenmyercs Ha3zHauath APD u puounry-
aT** OepeMEHHBIM WM TUIAHUPYIOIINM O0epeMeHHOCTh
nanueHTKaM ¢ JIAI' B ¢cBSI3U ¢ TepaTOreHHBIM 1 9MOpPHO-
TOKCHYECKUM JeiicTBreM mpenapatos [7, 10, 160, 316].

EOK IIIC (YYP C, Y]I1 5)

PexomenmyeTcst oTMeHUTDh BapdapuH™™ y 6epeMeH-
HBIX ¢ JIAT/XTOJIT, moayyaBIInX aHTUKOATYISTHTHYIO
tepanuio ABK mo 6epemeHHoCTH, 13-3a 3MOpUo- U de-
TOTOKCHYECKMX 3¢ (HEKTOB IpernapaTa ¢ Ha3HaUCHHEM
HU3KOMOJICKYISIPHBIX TermaprnHoB (ATX rpyrma remapu-
Ha) B TeparneBTUYECKUX 103aX B TCUCHUE BCeil OepeMeH-
Hoctu [10, 158, 316].

EOK IC (YYP C, V1] 5)

PexoMeHnayeTcs MpOMOKATL WJIM HAadaTh TePaITUio
HU3KOMOJICKYISIpHBIMHU TermapuHaMu (ATX rpymra re-
IMaprHa) B TEpaIleBTUICCKUX T03aX B pacdyeTe Ha BeC IO
OepeMEHHOCT! U B TeUeHUE BCeil OepeMeHHOCTH Oepe-
MeHHBIM ¢ XTOJIT [10, 316].

EOK IC (YYP C, V1] 5)

YV 6epemennbix ¢ JIAIL, He Moay4yaBIINX aHTUKOAry-
JISHTHYIO Tepamuio 10 0epeMEeHHOCTH, BO3MOXHO pac-
CMOTpETh Ha3HAYeHNE HU3KOMOJICKY/ISIPHBIX TeITapiHOB
(ATX rpynra remapuHa) B IpoGUIAKTHICCKUX T03aX
B TeuyeHue Bceil bepemennoctu [2, 10, 316, 323].

EOK IIbC (YYP C, VI 4)

He pexomeHayeTcsl Ha3zHaYeHHUE aHTHUTPOMOOTH-
YEeCKUX CpeAcTB OepeMeHHBIM TIauueHTKaM ¢ JIATD
1 XTOJIT B ¢BSA3M C OTCYTCTBUEM JAHHBIX 00 3(pheKTUB-
HOCTH M Ge30ImacHOCTH 3Tux mpemnaparos [10, 316, 323].

EOK IIIC (YYP C, Y]I1 5)

PexoMmeHmyeTcsT paccMOTpeTh MOAaBJIcHUE JTaKTaIluN
y maumeHToK ¢ JIAT/XTOJII' mociie pomopa3pelieHus
IJIST CHIDKCHUST pUCKa Pa3BUTHUS HEOJIATONPUSTHBIX CO-
owurruii [10, 315, 316].

EOK IIaC (YYP C, Y] 5)

Kommentapun. Jlakmayus seasemcs memaboru4ecKu
3aMpamHbLM NPOUECCOM; 8 NOCAePo008OM nepuode nauu-
enmiu ¢ JIAL/XTOJIT nyxncoaromes 6 panneil onmumusayuu
cneuuguueckoil mepanuu nPenapamamil, IKCKPemupyoui-
mucs ¢ epyOHsim monokom. Jlakmauuro nodaeasirom ¢ no-
Mowplo cmandapmusix 003 Kabepeoauna (0,25 me kaxcovie
12 4 6 meuenue 2 Oneit) uau d6pomokpunmuna™* (2,5 me
6 derndv podopaspeuterus, danee 2,5 me 2 paza/cym. 6 meue-
Hue 14 oneir) [10, 316].

PexoMeHmyeTcsT MyIBTHANCIUIIMHAPHOTO KOHCH-
JIMyMa IJIsT OTIpeNesICHMS TIIaHa poaopaspelieHust oepe-
MeHHbIX ¢ JIAL/XTOJIT [10, 316].

EOK IC (YYP C, V1] 5)

Kommenrtapuu. Kirouegvie 6onpocst cgsi3anvl co cpoka-
MU U cCnOCOOOM podopaspeuienus, NAAHOM 8edeHus nocae-
p0008020 nepuoda (HeodOX00UMOCMb MeXAHUUYECKol Nnoo-
depocku, npebvieanue 6 naiame UHMEHCUBHOU mMepanuu).
TIpeonoumumenvhovim cnocobom podopaspeuleHus 164sH0mcs
PO0bL uepes ecmecmeerHble podogvle Nymiu, Y4UmMol6as MeHb-
wue pUucKu eemoppasuecKux, UH@GeKUUoOHHbIX U mpomoo-
IMOOAUMECKUX OCAOICHEHULL, A MAKJice MeHee BblpadCeHHble
2emMoouHamu1eckKue UsMeHeHuUs: N0 CPABHEHUIO C Kecapegbim
ceuenuem. Cuumaemcs, umo nayueumox ¢ JIAL/XTOJIT
1II-1V ©K 803moxcHo podopaspeutams onepamueHsiM ny-
mem ¢ MOHUMOPUPOBAHUEM NAPAMEMPO8 UeHMPAAbHOU 2e-
MoOJuHamuku u 2azoeoeo cocmasa kpoeu [2, 10, 315, 318].
Bo mHnoeux cneyuarusupo8anHsix yeHmpax peKkomeHoyemcs
nposodums podopaspeuieHue 0ocpouHo 6 cpoku 34-36 Heo.
OepemeHHOCMU, NPU IMOM MUHUMAAbHBLI PeKOMeHOYeMblil
cpoK podopaspeuwienus — 32 Hed., MAKCUMAaAbHbLiL (npu yc-
A08UU HOPMAALHO NpomMeKaloueil 6epemMeHHoOCmU U eeMo-
dunamuueckoil cmabusvHocmu nayuenmiu) — 37-38 ued.
[322, 323].

B mmocieponoBoM repuoae peKOMEHAYETCsl IIpUMeHE-
HUE OKCHUJA a30Ta WU WHTATSIIIMOHHOTO MIompocTa**
[10, 316].

PKO IC (YYP C, Y11 5)

4. MepuuuHckaa peabunurauusa U caHaToOpHO-
KYPOpPTHOE€ JieyeHne, MeaAuUNHCKNe noKkasaHua
U NpoTUBOMNOKa3aHUd K NpuMmeHeHnio meTogoB
MeOMUVHCKOI peabunuTauum, B TOM Yucne
OCHOBaHHbIX Ha UCMOJIb3OBAHUU MPUPOAHDbIX
ne4yeOHbIX paKTOpOB

Cw. pasmen 3.1. O6mIre peKoMeHIanun, (prusmdeckas
AKTUBHOCTb U PeaOMINTALIMSL.

5. MpodunakTuka n gucnaHcepHoe HabnoaeHue,
MeaAuUuUHCKMe noKka3aHuda U NnpoTuBonoKa3aHus
K nppuMmeHeHuto MeToaoB I'IpOd)MHaKTVIKVI

PexoMmeHmyeTcs OIleHKAa KJIMHUYECKOTO cTaTyca
y Bcex nauueHToB JIAIL ¢ onpeneneHuemM (yHKLIMOHAIb-
Horo kiacca (BO3) kaxnbie 6-12 mec. u uepe3 3-6 mec.
nocie koppekunu JIAT-cneuuduueckoil Tepanuu uiu
pY KIMHWYECKOM yxynmennu [2, 7, 10, 14].

EOK IC (YYP C, VI 5)

Kommentapun. Ouenka Kaunu1eckoeo cmamyca y Kajic-
0020 nayuenma HeobOXo0uma 0As OYeHKU MANCeCmU CO-
CMOAHUS/CMPAMUGUKAUUU DUCKA U BbINOAHACMCS 8PA1OM
Ha Kaxcdom suzume. Cnedyem nocaedosamenvHo OUeHUMb
OUHaMuKy x#canob 604bHO20 (8bIPANCCHHOCMb 00bIUKU, HA-
AuYUe CUHKONAAbHLIX COCMOSHULL, bonell 6 epydu, nepughe-
PpUYECKUX OmeKo8, Haauvue/xapaKmep HAPYWeHUU pum-
Mma cepdua), usmeHexue MoAEPAHMHOCIU K DuU3U4eCKOU
HaepysKe, a maxice NPUBEPICEHHOCMb K PeKoMeHdyemoll
mepanuu. Iayuenmam JIAI ¢ III-1V @K (BO3) credyem
PeKomMeH008amb 8edeHue OHeGHUKA apmepuanbHo20 dase-
HUs, nyabea, eeca 0Asl OUeHKU Ha eusume Hadardenus. Ilpu
QusukarbHoM ocmompe OUeHUBAOMCSA NPUSHAKU NPABO-
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acenydoukoeoit CH u camypauyus nepughepuneckoii Kposu
¢ nomMouwbio nynscokcumempuu. Pezynsmamom onpoca u oc-
mompa 6oavHo20 seasemcs oyenka PK (BO3), komopuiil,
HecMoOmpsi Ha cyOBeKMUBHOCHb OUeHKU, 001adaem 8biCOKOlL
npedckazamenvroil yennocmoio [10, 324]. Veeauuenue OK
A6A51€MCsL 00HUM U3 8AJICHBIX NOKA3ameneil npoepeccuposa-
HUs 3a004e8anus U mpedyem NOUCKA NPUHUH KAUHUYECKO20
yxyowenus [7].

Pexomennayercsa BoeimoaHenne TIHIX kaxapie 6-12
Mec. 1 depes 3-6 mec. nmocie namenenus JIAI-crennm-
(buueckoit Tepanuu WK NMpU KIMHUIECKOM YXYIIIEHUN
[2, 7, 10, 14].

EOK IC (YYP C, V1] 5)

Kommenrapuu. JJucmanyus ¢ TIIX 6 mempax ¢hukcu-
pyemcsi 8 abCOAOMHBIX YUDpPax, ucnorvzyemces 0as cmpa-
mugukayuu pucka, npu 3Mom oyeHusaemcs OUHAMUKA
npoiidennoi ducmanyuu mexcdy eusumamu. O0naxko ee
npoeHocmuveckoe 3HaueHue 0Cnapueaemcs: no 0aHHbIM
peeucmpa REVEAL cuuxcenue ducmanyuu ¢ TIIX 60-
nee uem Ha 15% accoyuuposanrocy ¢ HebAAONPUAMHBIM
npoenozom [325]. Ipu eévinoanenuu TIIX caedyem do-
NOAHUMEAbHO OUEHUBAMb BbIPAICCHHOCMb 00bLUKU NO
wrane bopea (Ilpunoxcenue I), dunamuky camypayuu
nepugepuueckoil Kposu, ypogHs apmepuaibHo2o dasne-
HUSL U 4acmomol cepOeuHblX COKpaujenuil Ha porne Hazpy3-
ku [98, 326].

* Pexomennyetcst BemonHeHNe DX0KI' Bcem mamm-
edrtaM JIAT kaxneie 6-12 Mec. u yepe3 3-6 Mec. 1ocie
koppekuuu JIAT-crieuuduueckoid Tepanud WJiIu Npu
KIIMHUYeCKOM yxymameHuu [2, 10, 14].

EOK IC (YYP C, V1] 5)

Kommenrtapuu. IxoKI ocmaemcs docmynuoim u 6e3-
ONACHbIM UHCMPYMEHMOM OuHamMu4eckoeo Habawde-
nus 3a nayuenmamu JII' (pazdea 2.4) [2, 7, 10, 14].
Ilpoenocmuueckumu napamempamu 045 6oavHoix JIAT
ocmatomces naowads I111 u nasuuue éoinoma 6 nepukap-
de, credyem yuumoieams uHoexc sxcuenmpuynocmu JI2K,
coomHouenue ouamempos npasoeo U 1e6020 HceayoouKos,
cokpamumensryio cnocobnocms I12K. Ilpu nedocmamounoii
ungpopmamusrocmu IxoKI' nayuenmam c JIAI pexomern-
dyemcs nposedenue MPT das mounoii ouenku YO u CB
[7]. Haubonee ungopmamuensimu npocHOCMu4ecKumu
nokazamenamu saeéisomes cHuxcenue OB 1K, koneuno-
duacmonuveckuil UH0eKc U KOHeUHO-CUCMOAUYEeCKULl UHOeKC
JIK [7, 89, 90].

Pexomennyercst BoimmonHenue YBKC manmmenTam
JIAT npu peunreHun Bompoca o IPOBEICHUN TIpencepi-
HOI CENTOCTOMUYU 1/WIU TIOCTAHOBKE OOJILHOTO B JIUCT
OXUIAHUS TPAHCIUIAHTAIIMU JIETKUX WU KOMILJIEKca
cepaue-nerkue [2, 10, 14].

EOK IC (YYP C, V1] 5)

Boimonmnenne YBKC cnemyer paccMoTpeTh y ma-
uueHToB JIAT gepes 3-6 mec. mocie Koppexunu JIAT-
criennUIecKoil Tepanuu Wik MpU KIMHAIECKOM YXYII-
mennu [2, 10, 14].

EOK IIaC (YYP C, YJI1 5)

ITposenenne YBKC pekoMeHIOBAaHO paccMOTPETH
y cTaOUbHBIX MauKreHToB JIAT' ¢ MeproANYHOCTHIO KaX-
abie 6-12 mec. [7].

EOK IIbC (YYP C, VI 5)

Kommentapuu. B nacmosiwjee epems omcymcmeyem
dokazamenvHasi 6a3a 8 NOAb3Y BbINOAHEHUS] PeCYyAsiPHbIX
YBKC 0as docmudiceHust Ay4uUxX ucxo0o8 y NAyUeHmos
JIAI. Oodunarxo cywecmeyem KOHCEHCYC IKCHePmMo8 0 Heob-
xodumocmu nposedenuss Y4BKC npu nepecmompe obsema
JIAT-cneyuguueckoiic mepanuu uau o0cyscoeHuu 80npoca
0 npogedeHuu npedcepoHOll cenmocmomul u/uiu nocma-
HO8Ke nayueHma 6 AUCM 0NCUOAHUS MPAHCHAGHMAUUU.
Ocmaemcsi OMKPbIMbIM 80NPOC 0 NOKA3AHUSIX K BbINOAHE-
Huto YBKC 0as dunamuueckoeo HabawOeHus cmabuibHbIX
navuuenmos. I[100x0061 omauuaromest mexcoy 3KCnepmHbIMU
UeHmpamu, HauuUHas om peeyaspHOU UHBA3UBHOU OUeHKU
2eMOOUHAMUKU 00 NPeUMyuecmeeHHo HeUHEA3UBHOI Cmpa-
meeuu HabaO0eHust 3a 00NbHbIMU.

BeimtotHeHUE 2PTOCTMPOMETPUN CIIETYET PacCMOT-
peThb 4yepe3 3-6 mec. mocie koppekunu JIAT-crienudn-
yecKoit Tepanmu [2, 5, 10, 14].

EOK IIaC (YYP C, V11 5)

BrimosiHeHWe 3procnmmMpoMeTpud BO3MOXHO pac-
CMOTpETh Kaxnble 6-12 Mec. y CTaOMIIBHBIX TTAlIUEHTOB
JIAT wnu npu KIMHUYECKOM yXyalueHuu [7].

EOK IIbC (YYP C, VI 5)

Kommentapuu. Hauboavuieii npoeHocmuueckoil yeH-
Hocmbl0 004adarm maxkue UHmMe2palbHble NOKA3amenu
aghghekmugnocmu 2eazoobmena 6 neekux, KaKk nUK0O8oe No-
mpebnerue Kucaopooa u GeHMUNSIYUUOHHBLI IKBUBANEHM NO
yenexucaomy easy [10, 14, 100]. Suauenus VO,peak <11,4
ma/mun/ke u VE/VCO, >45 accoyuuposarsvt ¢ HU3KOIL 8bl-
acusaemocmuro y nauuenmos ¢ JIAI [326].

PexoMeHnnyetcs uccienoBanue ypoBHsi NT-proBNP
B KPOBU Kaxnbie 6-12 Mec. u uepe3 3-6 Mec. mocie Kop-
pexkuuu JIAT-crieunduueckoil Tepanuu Wiv Npyu Kiu-
HUYeCKOM yxymmenuu [2, 7, 10, 14].

EOK IC (YYP C, VI 5)

Kommentapuu. Vposens BNP/NT-proBNP xoppeaupy-
em ¢ maxcecmoio oucyukuyuu muoxapoa 12K u obradaem
npoeHocmu4eckoll uHgopmayueli KaKk npu ycmaHo8AeHUU
duaenosa, mak u 60 epems OUHAMUYECK020 HAOA00eHUs 3a
navuenmom [7]. Konyenmpavuus BNP/NT-proBNP umeem
001bULYI0 8aPUAGENBHOCTb, NOIMOMY Pe3YAbmam ciedyem
UHMepNPemuposams ¢ y4emom KAUHUYECKOU CUmyayuu.
Xomsi BNP umeem 6onee mecHy KOppeAsuyuoOHHYIO C8513b
¢ eemoounamuroit MKK u menee 3asucum om @ynKyuu no-
uex, NT-proBNP npedcmaensemcs 601ee CUAbHbIM NPOCHO-
cmuueckum mapkepom [327].

Pexomenayercst mccienoBaHue ra3oBOTO COCTaBa
KpOBM Kaxknble 6-12 mec. 1 yepe3 3-6 Mec. mocie Kop-
pexuuu JIAT-crieunduueckoil Tepanuu Wiv Npyu Kiu-
HUYeCKOM yxymiennu [2, 7, 10, 14].

EOK IC (YYP C, VI 5)

Kommentapun. Ha susumax Habawodenus y cmabuns-
Hoix nayuenmos JIAI 6o3moxncna 3amena uccaedo8aHus
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KUCAOMHO-0CHOBHO20 COCMOSHUS U 24308 KPOBU HA OUEHK)
nyavcokcumempuu [7].

PekoMeHmyeTcsl IIPOBOIUTH MYJIbCOKCUMETPHUIO Ha
KaXXIIoM BU3UTE HAOMOAeHUS Y BeeX naueHToB ¢ JII [7,
10, 14].

PKO IC (YYP C, V1] 5)

AJNTOPUTM IIPpOBEICHUS 00CICIOBaHUS B paMKaxX M-
HaMHWYECKOTO HaONIOACHMS TIpeIcTaBjeH B TaOIUIIe
A3.5, Tlpunoxenue A3.

6. OpraHu3aumsa oka3aHUs MeAVULVHCKON NOMOLLM
6.1. NMNokasaHua ong NIaHOBOW rocnUTann3aunumn:

* Bepudukainns 3THOIOTHN U TeMOTUHAMMIECKOTO
tuna JII;

* BrImmomHeHME Ba30peaKTUBHOTO TecTa (y IMalieH-
ToB ¢ BriepBbie BoisiBIeHHON WMJIAIL, HJIATL, JIAT npu
IIprieMe JICKapCTB/TOKCUHOB);

+ OmnpenerneHre MOKa3aHWI 11T HAYaJIbHOM CcTpaTe-
run JIAT-crieunguueckoit Tepanuu;

+ OmnpenerneHre MOKa3aHWMA K TpaHCIUIAHTAIIAM JIEeT-
KX VI KOMITJIEKCa cepalle-JIeTrKue;

* BbepeMeHHOCTH U pomopa3pelIeHue;

+ DKcTpakapauaibHbIC XUPYPrUIeCKre BMEIIaTeIb-
CTBa;

* Hesddekrusnas JIAI-crieuudpuueckass Tepanus
Ha aMOyJIaTOpPHOM 3Tarie.

6.2. MNokasaHuga gnsa 3KCTPEHHOMN
rocnutanau3auun:

* Ocnoxuenus JIAT, TpeOyiomme MHTEHCUBHOM Te-
panun: IeKOMITEHCHpOBaHHAas mpaBoxenynoukoBass CH
C CUCTEMHOI1 TUTIOTOHUCH 1/WIN OJUTYPUCH;

* Octpag TDJIA;

» JlerouHoe KpoBOTEUYEHUE;

+ TemommHaMMYeCKM 3HAYMMEBIC HApyIICHUS pUTMa,/
MPOBOANMOCTH;

* PenmnuBupyloliye CUHKOINAJIbHBIE COCTOSTHUSI.

6.3. NMNoka3aHna K BbINUCKE NaLUEeHTa
U3 CTauuoHapa:

— I'emonmHamuueckast CTaOMIBHOCTb 0€3 MHOTPOI -
HOM TTOOIEePXKKH,

— Ilepexon Ha mepopalibHbIC TUYPETUKU.

6.4. NHble opraHn3auMoHHbIE TEXHOJIOTUA

IIpu ananm3e pabOTH MEOUIIMHCKONM OpTaHM3alluN
¢ nmauueHtamu ¢ JII' menecoob6pa3Ho aHAIM3UPOBATH
CIIeIyToIIe TTOKa3aTeIi:

* TIPOIECHT ITAllMEHTOB, KOTOPHIM BBITIOTHEHO aje-
KBaTHOE OOCJIeNOBaHWE B 3aBUCHUMOCTH OT YPOBHS Me-
ITUITMHCKOM OpTraHM3allnu;

* TIPOLIEHT MAllMeHTOB, KOTOPHIM BEITToTHeHa YBKC
B OKCIIEPTHOM LieHTpe no mHuuuanuu JIAT-cnenudpu-
YeCKOI Tepanuu;

* TPOLEHT MalMEHTOB C BHEPBbIE YCTAHOBICHHOM
WIJIAT /HJIAT /JIAT npu mpueMe JIeKapCTB/TOKCUHOB

C BBITIOJIHCHHEM Ba30pPEaKTUBHOTO TeCTa IO Ha3HAUCHMUS
crennIecKOl Tepalii B SKCIIEPTHOM IICHTPE;

* mpoueHT nauueHToB JIAI' ¢ BBIOOpOM cTpaTeruu
JIAT -crienmupmyeckoii Tepamii B COOTBETCTBUM CTPATH-
duKamu prcka;

* TIPOIICHT MAIlMCHTOB, IMEPEHECIINX 3KCTpaKap-
IHWaTbHBIC XUPYyPTUUECKNE BMEIIATEIFCTBA B YCIOBUIX
SKCIEPTHOTO IEHTPA;

* npoueHT nauueHToB ¢ JIAI, HaGaODaOIIMXCS
B aMOYJIaTOPHBIX YCIOBUSIX, BPAaYOM-KapAMOJIOTOM, CIIC-
nuanuctom 1o JIT;

* TIPOLICHT MalMeHTOB, obecnieuyeHHBIX JIAT-crienn-
dudecKoil Teparnmeii, B TeYCHNE OMHOTO MecsIa ITOCIIe
Bepudukamuu nuaraos3a JIAL /XTSI,

* TIPOIIEHT MMAIlMEHTOB, KOTOPHEIM CBOEBPEMEHHO
oIpenesieHbI TTOKa3aHMS K TPaHCIUTAHTAIINH JICTKUX WJTH
CepIeYHO-JIETOTHOTO KOMIIIEKCA;

e TipoueHT manueHToB ¢ XTAJII, HampaBiIeHHBIX
B OKCIEPTHBIN IEHTP IS OIpeAeieHWs TOKa3aHWM
K JIDD, BAII JIA uimm MeqnKaMeHTO3HOM Teparnu.

7. QononHutenbHas uipopmaums (B TOM Yucne
dakTopsl, BAusgoWwmMe Ha ucxopn, sabonesanns
WM COCTOSIHUSA)

Hemn neuenus nammenTos ¢ JII™:

* IDOCTIKCHHE KPUTEPHUEB HU3KOTO prcKa (oOImast
cMepTHOCTh <5% B TeueHue roma st 0onbHBIX ¢ JIAT);

* KOppeKIHs BceX MOIM(PHUIMPYESMBIX (haKTOPOB
pucka (ImpoduiakTKa WHTePKYPPEHTHBIX MHMEKIINIA,
MpenynpexneHne 0epeMeHHOCTH, ONITUMAJIBHOE JIeue-
HUE COITyTCTBYIOIIEH ITATOJIOTUM U IIp.);

* 3aMeIJICHUE TIPOTPECCUPOBAHMUS /WA YMEHBIIIE-
HHUE YaCTOTHI TocTMTanm3anuii B c¢Bs13u ¢ JIAL/XTOJIT
MIpY PETYIISIPHOM HaOJIOICHUN M CBOCBPEMEHHOM KOP-
PEKIINH CTICIN(MUISCKON 1 TTOIICPKUBAIOIICH TepaIlii.

Kpurtepun oneHkH KayecTBa MeAUIHUHCKON MOMOIIU

* HaJW4YME Pa3BePHYTOTO KIMHUYECKOTO JTMArHO3a
dopwmnr JIT, coorBercTBytomero MKb-10 ¢ ykazanuem
dyHKIIMOHANTBHOTO Kiacca (BO3);

* BBHIMIOJIHEHME CTaHOApTa OOCICIOBAHUS B 3aBH-
CHMOCTH OT YPOBHSI MEOUIIMHCKOTO YUpexKmeHUs (Talir.
A3.10, ITpunoxenne A3);

* BepuUKAILIMS TMATHO3Aa YUIM OIIpEeIeICHIEe MapI-
pPYTU3alM B SKCIICPTHBIN LIEHTD;

* TIpOBeIeHME CTpaTU(UKAIINN PUCKA JCTATBHOCTH,

* 000CHOBaHHOCTH BhIOOpa cTpareruu JIAI-crieun-
¢uyeckoit Tepamnmu;

* 000OCHOBAaHHOCTb MPOBEAECHUS XUPYPTUUYECKOTO
JieueHus y nauneHToB ¢ JIAL /XTOJIT;

* HaJW4YMe peKOMEHAAIMII Mo aMOyJIaTOPHOMY Be-
IEHUIO TTAIICHTOB;

* CBOCBPEMEHHOCTH HaIIpaBJicHMSI 6epeMeHHBIX ¢ JIT'
B OKCIIEPTHBIN LIEHTD;

* HallpaBJeHHME B 3KCIICPTHHIM IICHTP IalleHTa
¢ JIAT/XTOJIT mis BBIMOMHEHUS 3KCTPaKapAUalIbHOTO
XUPYPTUUECKOTO BMEIIATEIHCTBA.
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Kputepun 3kcneptHoro nenrpa JII'

Hanuuye My1sTUAMCUUAIIIMHAPHON KOMAHIbI CITELIM-
aJMUCTOB (Bpa4-KapAuoJjor, Bpady-MyJIbMOHOJIOL, Bpay-
PEHTIeHOJIOT, Bpau-aHeCTe3M0I0r-PeaHMAaToJIOr, Bpad-
CepaeUYHO-COCYAUCTRII XUPYpPr, Bpad I10 PEHTTeHOHI0Ba-
CKYJISIDHBIM JUATHOCTUKE U JIEUEHUIO, Bpad-peBMaTOJIOT,
MEIMLUMHCKUI TICUXOJIOr), OTAEAbHBIE CIIELMAIUCThI
(Hammpumep, Bpau-IyJIbMOHOJIOT, Bpauy-peBMaTOJIOr, Me-
JULUHCKUI IICUXOJIOT, Bpady-aKyllep-THHEKOJIOT U 1Ip.)
MOTYT IPUBJIEKATHCS B MYJbTUAMCLUUILIMHAPHYIO KO-
MaHIy u3 apyrux yupexaenwuit! [2, 10, 14, 39].

EOK IC (YYP C, V1] 5)

B03MOXHOCTh OBICTPOrO IE€peHaIpaBlIeHMsI B CIIe-
LMAIU3UPOBAaHHbIE OTAEIeHUs (PEBMATOJIOTHSI), BBIIIOJ-
Henue JIDD, xupyprudeckoii Koppexkunu BIIC, tpanc-

TUTAHTAIIAM JICTKUX WJIM KOMIUIeKCa JerKue-cepaie [2,
10, 14, 39].

EOK IA (YYP C, V1 5)

JwnHamMmnueckoe HabmoneHne He MeHee 50 ImalneHToB
¢ BepudunupoBaHHeIM auarHo3oM JIAL/XTOJIT u He
MeHee OBYX HOBBIX ciaydaeB muarHoctuku JIATL /XTOJIT
exemecstaro [2, 10, 14, 39].

EOK IIaC (YYP C, VI 5)

BrimomHeHme He MeHee 20 Ba30peaKTUBHBIX TECTOB B TOIT
y nmauueHToB ¢ UJIAIL, HJIAT u JIAI, accouunpoBaHHOI
C JIEKapCTBEHHBIMU TIpeTapaTamu/TokcuHamu [2, 10, 14].

EOK IIaC (YYP C, VI 5)

IIpoBenenue xknmHuueckux ucciaegopanuit 11 u 111
¢a3 y maumenTos ¢ JIT [2, 7, 10, 14].

EOK IIaC (YYP B, Vi1 2)

KpuTtepum oueHku kayecTBa NnepBU4HON MEeANKO-CAHUTAPHOM NOMOLLU B3pochbiM npu JIIT
(xoabl no MKB — 10: 127.0, 127.2, 127.8)

Nn/n  KpuTepum oueHku kayecTa OugeHka BbIMOSHEeHUs
1. Beinonxex npriem (0CMOTP, KOHCY/bTaLMS) Bpada-TepanesTa uiv Bpada-kapanonora [Ha/Het
2. BbinonHeH 06LWmiA (KNMHUYECKMIA) aHaNN3 KPOBU PA3BEPHYThIN Ha/Het
3. BbinonHeH aHanus kposu Groxummnyeckuin obLueTepanesTuieckuii (MiccnenoBaHne YpoBHs MOYEBVHBI B KPOBU. MccnenoBaHne [Ha/Het
YPOBHSA MOY€EBOW KNCAOTHI B KPOBY. VIcCnenoBaHne ypoBHSA KpeaTHHa B KpOBW. ViccnenoBaHue ypoBHS o6Lero 6enka B KpoBu.
MccnenosaHue ypoBHs o6Liero 6unupybuHa B kpoBU. MiccnenoBaHue ypoBHS rioko3bl B KPOBU. MccnefoBaHWe ypoBHS HATPYS
B KPOBW. VccneioBaHve ypoBHS kanwisi B KpoBw. Viccnenosaque ypoBHs CBOOGOAHOIO M CBSI3aHHOTO 6unmnpybrHa B KpOBU.
Onpepenexvie akTMBHOCTY acnaptatammHoTpaHcdepasbl B kposu. OnpeaeneHne akTMBHOCTY anaHnHamMMHOTPaHChepasbl B KPOBU.
MccnenosaHue ypoBHs C-peakTnBHOrO 6enka B CbIBOPOTKE KPOBY)
4. Beinonxex aHanus kposu Ha BUY (onpepenexne aHtuten knaccos M, G (IgM, 1gG) k Bupycy ummyHopedumumta yenoseka B1Y-1 [Ha/Het
(Human immunodeficiency virus HIV 1) B kpoBu, onpeaeneHve aHtuten knaccoB M, G (IgM, IgG) k Bupycy ummyHogedbuumnta
yenoseka BNY-2 (Human immunodeficiency virus HIV 2) B kpoBu)
5 BbInosHeHa KoMNblOTEPHO-TOMOrpaduyeckas aHrnorpadus n1eroyHbIX COCyA0B UM AaHO HanpaBneHNe B SKCNEPTHBIN LEHTP Ja/Het
NIero4HON r’MnepTeH3nn
6. BbinonHeHa peructpauyms anekTpokapamorpammel B 12 oTeeieHsIX (Mpy yCTaHOBAEHUM AyarHo3a) [a/Het
7. BeinonxeHa npvuenbHas peHTreHorpadus OpraHoB rpyAHON KNeTKM Ja/Het
8. Bbinonxexa axokapamorpapus [a/Het
9. BbINONHEHO CCNe[0BaHNE HECTIPOBOLIMPOBAHHBIX AbIXaTesbHbIX 0GLEMOB 1 MOTOKOB NV A@HO HANPaBeHNe B AKCNEPTHBIN LIEHTP Ja/Het
NEro4HON rmnepTeH3nn
10. MaumeHT B3ST NoA, AvcnaHcepHoe HabntoaeHne (Mpy YCTaHOBNEHHOM AMarHo3e feroyHas aptepuanbHas rmnepTeHsuns Ha/Het
1 XpoHuyeckas TpoM60ambonnyeckas 1ero4Has rmnepTeHaunst)
11. [laHO HanpaBieHWe B 3KCMEPTHbIA LLEHTP NErO4HOM rMnepTeH3nmn Ja/Het
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KpuTepumn oueHku kayecTBa crneumanu3mpoBaHHOM MeAULMHCKOW NoMoLuy B3pochbim npu JIT
(koapl no MKB — 10: 127.0, 127.2, 127.8)

Nn/n  Kputepum oueHkn kayecta OueHka BbIMOSHEeHNs!
1. BbinonHeH npmem (0CMOTP, KOHCYbTaLMA) Bpaya-kapavonora Oa/Het
2. BbinonHeH 06WmiA (KNMHUYECKIIA) aHaNU3 KPOBU Pa3BEPHYThIN [a/Het
3. BbinonHeH aHanus KpoBu GroxmMmmyeckmnii 0bLLeTepaneBTUYECKUin (MiccnenoBaHve YPOBHS MOYEBMHBI B KPOBU. MiccneioBaHne La/Het

YPOBHS MOY€EBOIA KCNOTHI B KPOBY. ViccnenoBaHue ypoBHS KpeaTvHHA B KPOBW. ViccnenoBaHue ypoBHs o6LLero 6eka B KPoBU.
ViccnenosaHue ypoBHs 06Liero 6unupybuHa B kpoBu. ViccnenosaHue ypoBHs rioko3bl B KPOBU. MccnenoBaHne ypoBHS HATpWS
B KPOBW. MiccnefioBaHWe ypOBHS Kanvsi B KPOBW. MiccnefoBaHme YpOBHs CBOOOLHOIO 1 CBA3AHHOMO GUnmMpy6rHa B KPOBU.
OnpegneneHne akTMBHOCTW acnapTataMmnHoTpaHchepasbl B Kposu. OnpeneneHne akTMBHOCTW anaHnHaMyHoTpaHcdepasbl B KPOBH)

4. BrinonHex aHanus kposu Ha BUY (onpepenexue aHtuten knaccos M, G (IgM, 1gG) k Bupycy ummyHopedmumta yenoseka BUY-1 [a/Het
(Human immunodeficiency virus HIV 1) B kpoBw, onpenenenue aHtuten knaccos M, G (IgM, IgG) k Bupycy
nMMyHopeduumTa yenoseka BMY-2 (Human immunodeficiency virus HIV 2) B kpoBw) ecin He BbINOMHEHO NPU OKadaHUn
NPy NepBUYHO MOMOLLM

5, BbinonHeHo nccnenoBaxve ypoBHst N-KOHLEBOr0 MPOMO3roBOro HaTpUYpeTMYeckoro nentuaa [a/Het
BbInonHeHa komnbioTepHas ToMorpadus OpraHoB rpyAHON KINETKU C BHYTPUBEHHBIM OOMIOCHBIM KOHTPACTUPOBaHMEM (B akcnepTHoM  [la/HeT
LIEHTPE B C/ly4ae, eC/ivt He BbINONHEHA B aMByNaTOpPHbIX YCNO0BUSIX)

7. BbinonHexa permctpaums aneKTpokapAaMorpammbl [Ha/Het
8. BbinonHeHa axokapauorpadus Oa/Het
9. BbINonHeHO MccnefoBaHE HECMPOBOLMPOBAHHbIX AbIXaTebHbIX 06bEMOB 1 MOTOKOB (B 9KCMEPTHOM LiEHTPE B Clyyae, [a/Het

€C/1 He BbINoJIHeHa B aMByNaToOPHbIX YCNOBUSIX)

10. BbInonHeHa Ype3BeHo3Has kaTeTepraaums cepaLa naumeHTam ¢ nono3peHnem Ha Hanvuve JIAT vnv XTI ana noaTBepxaeHns [Ha/Het
[MarHo3a n onpeneneHns TakTUKu ne4eHunst Npu HeBO3MOXHOCTM BbINOIHEHVS AaHO HanpaB/ieHne B 9KCNEPTHbIN LEHTP
NS BbINONHEHUS

11. BhinonHeHa Ype3BeHO3Has kKaTeTepm3aLys CepaLa B CONETAHUM C CENEKTUBHO aHrMonynbMoHorpadwueit (y 601bHbIX C XpoHudeckoin  [a/Het
TPoMB03MBONNYECKOI NErOYHO rMNepTEH3UEN) NPY HEBO3MOXHOCTU BbIMOMHEHWS JAHO HaNPaBNEeHNE B AKCMEPTHbIV LEHTP
[ANS BbINONHEHUS

12. MposeneHa Tepanus 6G1okaTopaMu KanbLEBLIX KAHANOB — NPOVU3BOAHbLIX AUIMAPONUPUANHA UNK #AUNTUA3eMa ANs NeveHus Ha/Het
nauyeHTOB MAMONATUYECKON, HacneacTBeHHoW JIAT, JIAT npu npueme nekapCTBEHHbIX NpenapaToB NPV HaMYMK NONOXUTENBHOTO
Ba30PEaKTVMBHOMO TecTa

13. [poBeaeHa cneunduyeckas ctaptoBas MoHoTepanus y nauneHTos ¢ JIAM-BUY, nopTonynbMoHanbHOM runepTeHsun, npu cuigpome  [da/Het

Oii3eHMeHrepa (NauveHTam C BrnepBble YCTAHOBIEHHBIM AVIAarHO30M)

14. Y naupentos WUJTAT, HIIAT, JIAT npu nprueme nekapctBeHHbIX npenapatos, JIAT Ha ¢poHe CT3CT, peaunayanbHoii JIAT nocne
KOPPEKLIMU NPOCTbIX CUCTEMHO-NETO4HbIX LLIYHTOB HU3KOrO prcka 6e3 cepe4HO-Nero4Hoin KOMOpOUAHOCTN NPOBEAEHA HaYabHas
MoHoTepanus ASP, UP3-5, puoumryatom** unmu cenekcunarom**

15. MposeneHa ackanaums JIAT-cneumdunyeckon Tepanum (Ha OCHOBaHUM AAHHbIX OLLEHKM puCcKa CMEPTHOCTU NPU OTCYTCTBUM Ja/Het
MeINLMHCKNX NPOTUBOMNOKA3aHWA)

16. lMpoBepeHa nero4Has TPOMO3HAAPTEPIKTOMIS TEXHUYECKM onepabenbHbIM naumeHTam ¢ XTOJIT npy 0TCYTCTBUMN MEANLIMHCKIX [a/Het
NPOTVBOMNOKa3aHWi)

17. HasHaueHa cneunduyeckas Tepanus nauyeHTam ¢ XpoHUYECKo TPOMOG03IMBONMYECKO NErOYHON FMNEPTEH3MNEN B Cyyae [a/Het

HeonepabenbHOCTH (MPY OTCYTCTBUM MEANLIMHCKIX NPOTUBOMNOKA3aHWIA)

CokpaueHusi: ADP — aHTaroHWCTbI PELIENTOPOB aHAoTeNnHa, BUY — Brpyc ummyHopeduumta yenoseka, UPAIS-5 — nHrubmtopsl pochoamnactepasbl 5 vna, UIAL —
navonartyeckas neroyHas aptepuanbHas runepteHaus, JIAT — nerouHas aptepuanbHas runeptensus, HITAM — HacneacTBeHHas neroyHast aptepuanbHas runepTeHamns,
CT3CT — cuctemHoe 3abonesaHne CoeanHUTENbHOMN TkaHu, XTAJIT — xpoHuyeckast TPOMG03MBOIMYEeCKas IeroyHas runepTeH3us.
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KNNMHWYECKME PEKOMEHZALNN

Mpunoxenue A1. CocTaB paboueii rpynnbl No pa3paboTke U NepecMoTpy KIMHUYECKUX PeKOMEHA AL

Sl e

O 0 NNk

11.
12.

13.
14.
15.
16.
17.
18.

19.
20.
21.

AsneeB Cepreit HukonaeBma (Mocksa). Poccuiickoe pecrmmpaTopHOe 00IIECTBO

Bap6apamm Ombra JleorunosHa (KeMepoBo). Poccuiickoe KapamoIorndeckoe 00IIeCTBO

BamueBa 3apuaa ConranoBHa (Mocksa). Poccuiickoe Kapanoiaormdeckoe o61iectBo/Poccuiickoe
MEIUIIMHCKOE OOIIIEeCTBO I10 apTepUaIbHOI TUIIEPTOHNN

BonkoB Anekcannp ButanpeBru (MockBa). Acconmanmst peBMaToioroB Poccnm

Becenosa TatestHa HukomnaeBHa (Mocksa). Poccuiickoe O6miectBo PeHTreHOMMOTOB 11 Pammonoros
lamasma Ans6ept CapsapoBnu (Kazann). Poccumiickoe KapamroaoTudecKoe OOIIECTBO

IToruapoBa Haranesa CepreeBHa (CankT-IleTepOypr). Poccuiickoe Kapamoiornaeckoe o0mecTBo
Top6auesBckmit Cepreit BamepbeBud (MockBa). Accolmaiiisi cepaedHO-COCYIUCTRIX XUpyproB Poccnu
I'pamoBuu Bragumup Bragmmmposua (Mocksa). Poccuiickoe Kapamonorndeckoe oomiectso/EBporeiickas
aCCOIIMAIINS TI0 CEPACYHO-COCYINCTON BU3yanu3amuu/EBpasniickas acconnaliisl KapanoJIoroB
HanunoB Hukonait Muxaiinosuu (Mocksa). Poccuiickoe kKapaunonorndeckoe ob6miectBo/Poccuiickoe
MEIUIIMHCKOE OOIIEeCTBO I10 apTepUaIbHOI TUIIEPTOHNN

Kmmvenko Arnecs AnekcannpoBHa (MockBa). Accolmalis peBMaToaoroB Poccnu

MapreHiok Tamuna ButanseBHa (MockBa). Poccuiickoe Kapamonorndeckoe oomectBo/ EBpasumiickast
acCOIIMAIs KaparoJIOTOB

MomnceeBa Onpra MuxaitnosHa (Cankr-IletepOypr). Poccuiickoe KapamnoaoTudecKoe OOIIECTBO
PsrxkoBa Hapbs BuktopoBHa (Cankr-Iletepoypr). Poccuiickoe OomectBo SmepHOil MeIUIIIMHEI
CumaxkoBa Mapus AnekcannpoBHa (CaHKT-IIetepOypr). Poccuiickoe Kaparoaornieckoe 00IIecTBO
CunaunsiH Baneatun EBrenneBndu (MockBa). Poccuiickoe O6mectBo Pentrenonoros u Pammosmoros
Crykanosa Onpra BmagumuposHa (Mocksa). Poccuiickoe O61iectBo PeHTreHOMOTOB 11 Pagmonoros
Yazosa Mpuna EsrenreBHa (Mocksa). Poccuiickoe Kapnmoornaeckoe odmectBo/EBpasuiickast
accoluanusl KapamoaoroB

YepuorpusoB Urops EsrenbeBna (MockBa). Accollrams CepaedHO-COCYIUCTRIX XUpyproB Poccrm
IImaneir AnToH AnekceeBnd (MockBa). Accolmanus cepaedHO-COCYINCTBIX XUpyproB Poccun
IlapeBa Hatampst AHatonbeBHA (MockBa). Poccuiickoe pecriupaTtopHOe 00IIecTBO

UYsteHbl paboueii TPyMIITBI IIOATBEPOUIM OTCYTCTBUE (DMHAHCOBON IOMICPKKN/KOH(MINKTAa MHTepecoB. B ciaydae
COOOIIIEHUS 0 HATUYNHU KOH(INKTAa MHTEPECOB, WieH(bI) paboueil TPyl ObLI(1M) UCKIIOUCH(BI) M3 00CYKICHMS
pa3menoB, CBSI3aHHBIX C 00JIACTHI0 KOH(MIJINKTa MHTEPECOB.
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MpunoxeHune A2. Metogonorus pa3padboTku KIIMHUYECKUX PpeKOMeHaaLni

IleneBast aynuTOpHs JAHHBIX KJIMHMYECKIX PEKOMEHIAIIHIA:
1. Bpau-kapauoJior.

Bpau-mynmpMOHOJIOT.

Bpau-peBmaroior.
Bpau-anecre3nonor-peaHuMaToJIor.
Bpau-cepnedHo-coCyaIuCTHIN XUPYPT.
Bpau-peHTreHoIor.

Bpau o06111eit TpakTUKK (CeMEHBIN Bpay).

Nk L

BcenmenctBue Toro, uto Poccuiickoe Kapauomormdeckoe oomiectBo (PKO) Bxomut B coctaB EBporeiickoro 06-
mectBa KapauojoroB (EOK), m wrensr PKO Takke ssisiores wieHamu EOK, Bce eBporeiickne peKoMeHIAIINT
GOpMUPYIOTCS ¢ YIACTHEM POCCUMCKUX DKCIIEPTOB, KOTOPHIC SBJISIOTCS COABTOpaMU peKoMeHmammii. Takum 00-
pasom, cymectBytomue pekomeHgamun EOK orpaxaior ob6Iiiee MHEHNE BEAYIINX POCCUUCKUX M €BPOICHCKUX
KapanoJIOTOB.

B cBs131 ¢ aTMM (hopMmpoOBaHME HAITMOHAIBHEBIX PeKOMEHIAIINI ITPOBOIMIOCH Ha OCHOBe pekomeHmaumit EOK
C YyY4eTOM HaIIMOHAJBbHOI crielnrKN, 0COOCHHOCTE! 00CIeIoOBaHNS, ICUCHUSI, JOCTYITHOCT! TOM MJIM MHOM MEIM-
IMHCKOM momoInu. 1o 3Toit mprunHe B X0Ie pa3pabOTKU POCCHICKNX KIMHUNIEeCKNX pekoMeHaaumit PKO wcroms-
30BaHbBI MEXIyHApOTHBIC KJIACCH MOKa3aHWil peKOMEHIAIINA, TTO3BOJISIONINE OIICHIUTh HEOOXOMMMOCTh BBITIOTHE-
HUS Te3nca PeKOMEHIANI M YPOBHU TOCTOBEPHOCTH MTOKA3aTeIbCTB JaHHBIX KiTaccoB (Tadm. A2.1 m A2.2).

B tex caydasix, Korma B eBpONEHCKIX peKOMEHIAIINSIX OTCYTCTBOBAIM KJIACCH M YPOBHU M0KA3aTeIbHOCTH, HO
mo MHeHHMIO 3KkcrepToB PKO maHHBIEe TE3WCH ABISUIMCH KpaiiHe HeOOXOOUMBIMH JJIST BHITIOJHEHUS MM Ha000-
pOT abCOIIOTHO HE peKOMEHIOBAHBI K ITpuMeHeHMI0 3KernepThl PKO ocHOBBRIBasich Ha mpaBuiiax (popMUPOBAHUSI
KJIaCCOB TTOKa3aHMIT COTIACHO PeKOMEHIAIMSIM €BpPOICHCKOro 00IIeCTBAa KapaUOJIOroB, CAMH ITPOCTABIISIIIN KJTac-
cbl ¥ ypoBHU. B mannoii curyanum ob6o3nayenne EOK 3ameneno nHa PKO — kjacchl M ypoBHHU, MPOCTaBJIEHHBIE
skcriepramu PKO.

Kpowme Toro, nobasneHa HoBasg cucteMa mwikan YA u YYP nust neueOHbIX, peabMIUTALlMOHHBIX, poduiIak-
THUYECKNX BMEIIATEIbCTB U IUAaTHOCTHUCCKMX BMeIIaTeabeTB (Tadm. A2.3, A2.4 u A2.5), BBeneHHas B 2018t ®I'BY
HIDKKMIT MunsapaBa Poccnu. Takum 06pa3oM, B TeKCTe KIMHUYECKUX peKOMEHIaInil, pa3padaTbIBaeMbIX DKC-
nepramu PKO, omHOBpeMeHHO MCITOIb30BaHBI ABE KNGl (Tadm. A2.1-A2.5).

ITopsaaok 00HOB/IEHHS KIMHHYECKHX PEKOMEHIAIMIA

MexaHu3M OOHOBJICHMSI KIMHUYECKUX PEKOMEHAAIMI TIpenycMaTpuBaeT UX CUCTEMaTUYECKYl aKTyalin3a-
L0 — He pexe ueM 1 pas B 3 rofa, a Takke TPU MOSBIEHNH HOBBIX JTaHHBIX C TIO3UILIMK TOKA3aTeIbHOM METUIIN-
HBI IT0 BOIIPOCAM JUATHOCTUKU, JIEYEHUsI, TPOMIIAKTUKN U peadMINTALIMN KOHKPETHBIX 3a00JIeBaHNi, HATUINU
000CHOBAHHBIX JOMOJHEHU/3aMeYaHil K paHee YTBEPKAEHHBIM KIMHUYECKUM PEKOMEHIALMSAM, HO He vaie 1
pasa B 6 Mec.
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Ta6nuua A2.1. Knaccbl nokasaHuii cornacHo pekomeHgaumam EOK

Knacc pekomenpaunii  OnpeneneHvie Mpepnaraemas GopmyanpoBka

(EOK)

lla

yon

(& I S S R

AN UCNOJIb30BaHUA

[lokasaHo vnwv o6LLenpra3HaHHo, YTO AyarHocTuyeckas npoLeaypa, BMELIATeNbCTBO/NeYeHme aBnsioTcs  PekoMeHnoBaHo/nokasaHo
9PDEKTUBHBIMU 11 NONE3HBIMU

BONbLWMHCTBO AaHHBIX/MHEHWIA B NONL3Y 3P PEKTUBHOCTW/NONb3bI ANArHOCTUYECKON NPOLIEAYPb, LienecoobpasHo npumMeHsiTb
BMELLATENbCTBA, NIEYEHMS]

AbbeKTUBHOCTL/NOMB3A AMArHOCTUYECKOW NPOLLEeyPbl, BMELLATENLCTBA, IEYEHNS YCTAHOBNEHbI MeHeE  MOXHO NPUMEHSTb
y6eanTensHo

[laHHbIE UMK eAVHOE MHEHUE, YTO ANArHOCTUYECKas MPOLIeaypa, BMELIATENLCTBO, JIeYeHNe 6eCronesHbl/ He pekoMeHayeTCs NPUMEHSTL
He apdEKTVBHbI, @ B PSAE CAY4aeB MOTYT NPUHOCUTb BPEL,

TaGnuua A2.2. YpoBHM 0OCTOBEPHOCTHU A,0KA3aTeNbCTB COMMIacHO pekomeHaauuam EOK

YpOoBHM [0CTOBEpHOCTY Aoka3atenscTs (EOK)

JlaHHble MHOrOYMNCAEHHBIX PaHAOMN3NPOBAHHbIX KIMHNYECKIX NCCNeO0BaHNA UK MeTaaHann3oB

JlaHHble Noay4YeHbl NO pesdynbTatam 0AHOr0 PaHAOMU3MPOBAHHOIO KNVHUYECKOrO UCCNEN0BaHUS MW KPYMHbLIX HEPaHAOMU3NPOBaHHbIX MCCNEeL0BaHNN
CornacoBaHHOE MHEHVE 3KCNEPTOB /U Pe3ynbTaTbl HEGOMbLLMX UCCNEe[0BaHNIA, PETPOCMEKTUBHBIX UCCNEN0BaHNIA, PErCTPOB

Ta6nuua A2.3. Likana oueHku YA[, ang MeToA0B AMArHOCTUKM (AMAarHOCTUHECKMX BMELLATeNbCTB)

Pacwundposka

Cvctematnyeckve 0630pr MCCNER0BaHWIA C KOHTPONEM pedepeHCHLIM METOLOM UM CUCTEMATUHECKNI 0630p PaHOOMU3NPOBAHHbBIX KITMHUYECKUX
1CCneaoBaHuii C MPUMEHEHNEM MeTaaHann3a

OTaenbHble UCCNERO0BaHNS C KOHTPONEM pedepeHCHbIM METOAOM WM OTAENbHbIE PAHLOMU3VPOBAHHBIE KIIMHUYECKWE NCCNEeL0BaHUS U CUCTEMATYECKME
0630pbl nccnenoBaHuin Nioboro ayaaiiHa, 3a UCKIIoYeHNeM PaHAOMM3MPOBAHHBIX KIIMHUYECKUX CCNEeA0BaHUI, C MPUMEHEHNEM MeTaaHanmnsa

ViccnenoBaHus 6e3 nocnenoBaTenbHOro KOHTPOSS pedepeHCHbIM METOAO0M WU UCCNEA0BaHNS C pedepeHCHbIM METOA0M, He SBNSIOLMCS HE3aBUCUMbIM
OT MCCNeayeMoro METOAA MW HepaHAOMU3MPOBaHHbIE CPABHUTENbHbIE UCCNEA0BAHNS, B T.4. KOFOPTHbIE UCCNEA0BaHUS

HecpaBHUTENbHbIE UCCNEA0BAHMSA, ONUCAHNE KIIMHUYECKOrO Ciy4as
VimeeTcst nvilb 060CHOBaHWE MEXaH13Ma LeCTBUS UAW MHEHUE SKCnepToB

Ta6nuua A2.4. Lkana ouexku YA[, ana MmeTofoB npodpunaktukm, neveHus u peabunurauyum
(npodunakTUHeCcKux, nevedHbix, peaduauTaLMOHHbIX BMELLUaTe NbCTB)

Pacwundposka

Cvictematunyeckuii 063op PKW ¢ npumeHeHneM meTaaHanvaa

OtaenbHble PKU 1 cuctematuyeckme 0630pbl MCCNER0BaHWI N0OOro ansaitHa, 3a uckniodeHnem PKU, ¢ npuMeHeHneM MeTaaHanmnsa
HepaHooMV3MPOBaHHbIE CPAaBHUTENbHbBIE UCCNEL0BAHUS, B T.4. KOTOPTHbIE NCCNEL0BAHUS

HecpaBHuTENbHbIE UCCNEA0BAHMSA, ONMUCAHNE KIIMHNYECKOTO CITy4as Uamn Cepumn Cnyvaes, MCCNeL0BaHNS "Clyvaii-KOHTPOSb"
VimeeTcsi nuib 060CHOBaHME MeXaH3Ma eiiCTBUS BMeLLaTeNbCTBa (AOKIMHUYECKUE UCCIe0BAHMS) UM MHEHUE 3KCTIEPTOB

CokpaweHue: PK — paHLoMU3MPOBAHHBIE KIIMHUYECKWE NCCNEeLOBaHUS.

YYP

Ta6nuua A2.5. LLikana oueHku YYP ana metofnoB npodpunakTtuku, AUarHoCTUKU, Ie4eHns U peabunuraumm
(npodunakTU4eckux, AUarHoCTUHECKUX, NeYebHbIX, peadunuTaLMoHHbIX BMeLLaTeNbCTB)

Pacwundposka

CwvnbHas pekoMeHaaLys (Bce paccMaTpuBaeMble KpUtepnn ahdeKTUBHOCTY (MCXOAbI) ABASIOTCS BaXHbIMU, BCE UCCNEA0BAHMS UMEIOT BbICOKOE

VNN YOOBNETBOPUTENBHOE METOLONOMMYECKOE KAYECTBO, X BbIBOLbI MO UHTEPECYIOLLMM NCX0AaM SABASIOTCS COracOBaHHbIMM)

YcnoBHas pekoMeHaauust (He Bce paccmatpuBaemble Kputepum addekTUBHOCTM (MCX0mbl) SBASIOTCS BaXHLIMMW, HE BCE UCCNEA0BAHNS UMEIOT BbICOKOE
VAW YOOBNETBOPUTENBHOE METOAONOMMHECKOE KAa4ECTBO U/MAW X BbIBOABI MO MHTEPECYIOLLMM NCXOAAM He ABASIOTCS COrNacOBaHHbIMMU)

Cnabas pekomMeHaauus (0TCyTCTBME LOKA3aTENbCTB HAANEXaLLero kayecTsa (BCe paccMaTpmBaeMble Kputepum 3bGEKTUBHOCTY (MCXOAb!) IBASIOTCS
HEBaXHbIMU, BCE MCCNELOBaHUSA MMEIOT HI3KOE METOL0OMMYECKOE Ka4eCTBO U X BbIBOAbI MO UHTEPECYIOLLYIM CXOAAM He SBASIOTCS COrnacoBaHHbIMM)
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MpunoxeHune A3. CnpaBo4Hbie MaTepuarbl, BKJ1l0o4asi COOTBETCTBUE NOKa3aHUi
K TPMMEHEHUIO U NPOTUBOMNOKa3aHuiA, CN0CO00B NPUMEHEHUS U [,03 IEKaPCTBEHHbIX Npenapartos,
MHCTPYKLUM NO NPUMEHEHUIO IEKapCTBEHHOIO Npenapara

TaGnuua A3.1. CtapToBble U MakCUManbHbie A03bl JIAT-cneunduyeckux npenapaTos

Mpenapat CrapToBas fo3a MakcumanbHas CyTo4Has L03MpOoBKa

#Hudpennuu** [7, 10, 14] 30 mr x 2 pa3a/cyT. 120-240 mr
#Amnoomnun** [7, 10, 14] 2,5wmr x 1 pas/cyT. 15 mr
#[untnazem [7, 10, 14] 60 mr x 3 pasa/cyT. 240-360 mr
* ANTaTOHAGTH! PEWETOpOB aHAOTenMH (CO2KX AHTTMNOPTGHSHEHSIe CPEACTEA ATA NoHeH/s NTOHHOT apTepuanssof runeprerane)
AmBpr3eHTaH** 5 Mrx 1 pas/cyT. 10 mr
BoseHTaH** 62,5 Mr x 2 pasa/cyT. 250 mr
MauwuTeHTan** 10 mr x 1 pas/cyT. 10 mr

CunpeHadun 5-10 mr x 2-3 pa3a/cyT. 60 mr
Tapanadpun 20 mr x 1 pas/cyT. 40 mr

Pviouuryat** 1 Mr x 3 pasa/cyr. 7,5 mr

MHransiumoHHbIid nnonpoct 2,5 mkr 6 pa3 5 mkr 6-9 pa3

Cenekcunar** 200 mkr 2 pasa 3200 mkr

Mpumeuanue: * — [03a, AOCTaBNSEMAS YEPE3 MYHALITYK MHransaTopa.

Ta6nuua A3.2. PacnpegeneHue nekapCTBeHHbIX MPenapaToB ¥ TOKCUHOB
B 3aBUCMMOCTHU OT CTeneHu pucka passutus JIAT [2, 6]

OnpegneneHHbii BeposiTHbIl
+ AmuHOpekc +  KokauH
Ddendbniopamut + QeHunnponaHonamuH
[LekcherndniopammH + AmodeTammHononobHble npenapatsl
Tokcuyeckoe pancosoe Macso + WHTepdpepoH aun B
AnKunupyloLLe cpeacTsa
BeHdnioopekc * (umknodpochamma**, MUTOMULIMH**)
+  [asatnHu6** OKCTPaKThl TpaBbl 3BeP060S MPOALIPSBIIEHHOMO

+ MetamdeTtamuHbl
BosytnHn6**

AHTVBMPYCHbIE NpenapaTbl NPOTYB B1pyca renatuta C npsMoro AencTeus
(ATX MpoTuBOBMPYCHBIE NpenapaTsl Ans neveHus renatuta C) (copocbyBup**)

* WHompy6wH (kutaiickas Tpasa LinH-Jlait)
+  [masokcug
NednyHommpg**
Amup, N-(6-deHnnrekcaHonn)rnmumn-L-tpuntopana
MoHaTMHNG
CeneKTVBHbIE MHTMBUTOPBI MPOTeacoMbl (Kapdun3ommo**)

+  PactBopuTenu (TpUxIopaTuneH)
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Ta6nuua A3.3. OcHoBHbIe PpopMynbl AN pacyeTa reMoAUHaMUYeCcKUX nokasaTenei

lMokasatenb

CpegnHee OJ1A, MM pT.CT.
CepaeyHblii MHAEKC, 1/MIH/M?
JICC, en. Byna

TMI, MM pT.CT.

Anr, mm pt.cT.

YnapHblii 06bem neBoro xenyaodka (YO JIXK)

MHaekc yaapHoro obbema 1eBoro Xenynodka

dopmyna

(CONA +2*00N1A)/3
MOK/nnoLuans NOBEPXHOCTM Tena
(cpen. ANA-A3J1A)/MOK

cpen. ANA-A3NA

OANA-A3NA

MOK/4CC

YO JIXK/nnowans NoOBEpXHOCTM Tena

CoxkpaweHusi: 13J1A — naBneHune 3aknMHUBaHUS B 1ero4Hoi aptepum, 1J1IA — nasnenue B neroyHoii aptepu; JJ1A — nuactonnyeckoe AaBfeHue B IerO4HON apTepuu,
JIK — neBbiii xenynouek, JICC — neroyHoe cocyamctoe conpotusnenne, MOK — MUHYTHbI 06bem kpoBoobpalueHust, CJIA — cucTONMYeckoe AaBneHne B NEero4YHoi
aptepum, TINI — TpaHcnyAbMOHanbHbIN rpaaueHT, YO — yaapHbiii 06bem, YCC — yacToTa cepaeyHbix COKPALLEHWIA.

TaGnuua A3.4. BeposiTHOCTb Hanuuusa JIT, cBS3aHHON C NaTONIOrUeil NeBbIX OTAENOB cepaua

JaHHble

Bospact

OxupeHue, AT, aucnunuaemusi, HapyLueHue
TONEPAHTHOCTY K II0KO3€e/CaxapHblii Anabet

Hanuuune 3abonesaHuii NeBbIX OTAENOB CEPALA

BmewwarensCcTBa Ha cepaLe B aHaMHe3e

dubpunnsums npeacepaunii
CTpykTypHble 3a60neBaHus cepaua
aKIr

AxoKI

JprocnupomeTpust

MPT cepaua v MarucTpasnbHbIX COCYLOB

ManoBeposiTHO
<60 net
OTtcyTcTBylOT

Het
Het
OtcytcTByeT
Het

B Hopme unu npuaHaku
neperpyaku MK

Ortcytctue gunataumm JN
E/e’ <13

— Beicokuii VE/VCO,

— OrtcyTcTByeT peHoMeH
Harpy304HO OCLMINATOPHOW
BEHTUAALMN

— OrtcyTCcTBME NATONOrUN
JIEBbIX OTAENO0B Cepaua

MpomexyTo4Has BEpPOSTHOCTb
60-70 net
1-2

Ha

Het
MapokcuamansHas
Het

YmepenHas DK

OtcytctBre punatauym JIN
HavanbHas anactonnyeckas
avcoyHKumna muokapaa JK

— MosblweHHbIn VE/VCO,
— (eHoMEH Harpy304HOiA
OCLMNNSTOPHO BEHTURALMN

BeposTHo
>70 net
>2

Oa

Ha
MocTosHHas/nepcucTupyiowas
MpucyTcTeytoT

BJIHIT nan runeptpodus JHK

Ounataums JIMN

(nHpexc obbema JIN >34 mi/m?)
uneptpodus JIK
BripaxkeHHble HapyLweHus
[amacTonuyeckon GyHkumm JIK
(PECTPUKTUBHBINA TUM
TPaHCMUTPANIbHOrO NOTOKA)

— YMmepeHHO nosbILeHHbIN VE/NVCO,
— (eHOMEH Harpy304Hoi
OCLMNNSTOPHON BEHTUASALMN

— uneptpodus JIX
— [Ownataumsa J1IM (aecdopmaums
nnu oTHowewwe JIMN/Mn >1)

CokpaweHnus: Al — apTepuansHas runeptoHusi, BJIHIMT — 6nokazga neBoii Hoxkm nyyka Mica, JIK — neBblil xenynouek, JINM — nesoe npeacepane, MPT — MarHUTHO-
pe3oHaHcHas Tomorpadus, MXK — npasbiid xenynoyek, MM — npasoe npeacepane, KM — anektpokapanorpamma, OxoKI — axokapavorpadus, VE/NCO, — BeHTUNS-

LIMOHHbIV 9KBUBANEHT MO YrNeKncnomy rasy.
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Ta6nuua A3.5. InHamunyeckoe HabnoaeHme nauveHTos JIAT

KnuHuyeckas oueHka (PK)

TecT ¢ 6-MVUHYTHOI X0fbOOW

Ananuabl kposy (Bkmo4as NT-proBNP)28
9KI

OxoKr

OlieHKa ra3oBoro cocTasa KpoBY UM NynbCOKCUMETpns®

OI'IpOCHI/IKM AN OLEeHKM KayeCTBa XN3HN

WcxoaHo

Yepes 3-6 mec.
nocne KoppekLmm
Tepanumn’

Y CTabWIIbHBIX
60bHbIX'

Kaxpple 6-12 mec.

Mpw KNHMYECKOM
YXYALWEHUN

OprocnupomeTpust Ilb lla 1[} llb
4YBKC llb lla
Mpumeuanue: ' — cpoky HABNIOAEHNA AOMKHBI BbITh CKOPPEKTUPOBAHBI B 3aBUCUMOCTU OT KIIMHWUYECKOI CUTyaun, aTuonoruu JIAT, kateropum prcka, ConyTCTByloLLe

naTonoruu; 2 — OCHOBHbIE NTaBOPATOPHbIE TECTLI BKIIOHAIOT OBLLMIA (KIMHNYECKI) aHanu3 Kposu passepHyTsili, MHO (y nauveHTos, nonyyaiowmx ABK), aHanus kposm
BUOXUMUYECKUiA oBLLETepaneBTuyeckni, uccneaosanne yposHs BNP uan NT-proBNP; @ — nononHuTensHble nabopatopHble aHanuabl (MccnegoBaHie YpoBHS TUPEeo-
TPOMHOrO rOPMOHA B KPOBU, UCCNEN0BAHNE YPOBHSI TPOMOHUHOB |, T B KPOBU, UCCNEA0BAHNE YPOBHS TPOMOHMHA T B KPOBU, CCNEA0BAHNE YPOBHSI MOYEBOM KUCNOTHI,
nccnefoBaHNe YPOBHS Xenesa CbIBOPOTKM KPOBW, UCCNEA0BaHVE YPOBHS GeppuTnHa B KPOBW, UCCNEA0BaHNE HACkILLEHNS TpaHCheppUHa Xene3oM) NpoBOASTCS B 3aBU-
CUMOCTU OT KIMHMYECKIX 0COBEHHOCTE NaumeHTa; 4 — 1ccneaoBaHme KUGIOTHO-0CHOBHOTO COCTOSIHUS M ra30B KPOBM ClIeyeT NPOBOANTL NPY HA4anbHOM OLEHKE, a Npu
LHaM1yeckoM HabnioaeHNn y cTabunbHbIX NALMEHTOB BO3MOXHA 3aMeHa Ha MysIbCOKCUMETPUIO.

Cokpawenusa: OK — dyHkumoHanbHbn knacc, YBKC — upesBeHosHas kateTepusaums ceppua, 9OKI — anektpokapavorpamma, IxoK — axokapavorpadus,
NT-proBNP — N-KOHLEBO NPOMO3roBOI HATPUIAYPETUYECKNIA NeENTUA,

Ta6nuua A3.6. [luarHocTuyeckue NpU3Haku y NnauueHToB ¢ pasnuyHbimu dopmamm JIT

JnarHoctunyeckuin PesynbTathl/npusHaku
MeTop,
KnuHuyeckne KnuHnyeckvie npusHaku
NposiBNeHNs

MoTpe6HoCTL

B KMCNOpoae

npw runokcemMmum
MpuuenbHas
peHTreHorpadus
OpraHoB rpyaHomn
KNeTKn

I'pynna 1
(J1AT)

MauneHTbl pasHbIx
BO3PACTHbIX Fpynr,

HO NPENMYLLECTBEHHO
MOJIOAbIE XEHLLMHBI.
KnuHnyeckas kapTuHa
3aBMCUT OT HaNNYUS
aCCOLMMPOBAHHbIX
3a6051eBaHNI1/COCTOSHUI
1 dpeHoTuna

HeuvacTo,

32 UCKNIOYEHNEM
COCTOSIHWI

¢ Hu3koi DLCO unmn
BEHOApTepuabHbIM
LLYHTOM

1 pasmepa MM/MXK/JIA
LnddyasHoe obeaHeHre
nepudepn4eckoro
COCYAMCTOr0 PUCYHKa

I'pynna 2

(JI BCcnencrtene
naTonoruv NeBbIX
0TOEeNoB cepaua)
MpenmyLLecTBEHHO
nauneHTbl NOXMIoro
BO3pacTa, npeobnagaHve
XEHCKOro nona

npu CHc®B.

AHamHe3 3abonesaHus
1 KIIMHUYECKYE [laHHbIE,
ykaabiaiowme Ha MJ10C

Heuacto

0 paamepa JIM/JHK
Mpu3Hakn BEHO3HOrO
3acTosl B Nerkux,
VHTEPCTULMANBHOMO
oTeka.

CoyeTaHve
NPU3HaKoB BEHO3HOW
v aptepuanbHon JII

I'pynna 3
(JIr BcneancTBme
3a60neBaHuii Nerkmx)

MpeumyLLecTBeHHO
nauneHTbl MOXunoro
BO3pacTa, npeobnasaHue
MY>XCKOrO nona.

AHamHe3 3a60neBaHns

W KIMHWYECKME [aHHble,
ykasblBaloLLme Ha
3ab0oneBaHue nerkux.
Yacto kypenue

B aHamMHe3e

OO6bI4HO MMEETCS; YacTo
BbIPaXEHHas rMnokceMus
npw Taxenoi JI

MpuaHaku
napeHxMMaTo3Horo
3a60neBaHns nerkmnx

I'pynna 4

(JIr BCnenctere
06CTPYKLMM NIEFrOYHBIX
apTepuit)

MauneHTsl pasHoro
BO3pacTa, C 0AVHAKOBOMN
BCTPEYaeMOCTbIO

Y NaLMEHTOB MYXCKOro
1 XeHckoro nona. BT
B aHamHese (XTI
MOXET BO3HMKaTb

1 npw oTcyTCTBUM BT
B aHaMHe3e).

dakTopbl pucka
XTaNr

HeuacTo; BcTpeyaetcs
B TSXKENbIX CIyqasx

C NPEVMYLLECTBEHHO
LMCTanbHbIMU
nopaxeHuamu JIA

7 paamepa MM/MK/A

J konuiectsa v pasmepa
nepudepuyeckmnx
COCY[L,0B, 30HbI TOKabHOA
onuremun, nedopmanms
KOPHE Nerkux, 30Hbi
NHeBMOGbUOPO3a Kak
CXOL, NMEPEHECEHHbIX
MHbAPKTOB NETKOro
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Viccneposanue ®BJ,
KUCNOTHO-OCHOBHOIO
COCTOSiHNA 1 ra3oB
KPOBY
VccneposaHne
cocTaBa
apTepuanbHoi KpoBM

WccneposaHue

®B[ 1 aHanus
ra3oBoOro coctaBa
apTepuanbHON KpoBK

Oxokapaunorpadus

CumHturpadus
NErknx

KT opraHoB rpyaHom
KNEeTKN

JprocnupomeTpus

Katetepusaums
npaBbIX OTAEN0B
cepaua

OTKNOHEHUSI OT HOPMBbI
npu cnupomeTpum/
nccnenosarun OB

DLCO

[a30BbIfi cOcTaB
apTepuanbHON KPOBU
PaOQ

PHCOQ

lMnaHapHas — B/M ODIKT

B Hopme unm HeBonbLuve
OTK/IOHEHUSI

HopmanbHas

UM CO CHUXEHNEM
Nerkovi/cpenHen ctenexn
(HM3Koe 3Ha4YeHne

DLCO npu CCA-NAT,
JIBOB 1 HEKOTOPbIX
deHotunax UNAT)

HopmanbHoe
NN CHUXEHO

CHUXEHO

Mpwu3naku JII
(noBbieHHoe COJIA,
yBenuyenue M/Mx),
MoryT 6biTb BMNC

Hopma vnu cootetcTare
B/N pedekTos

MpuaHaku JIT nnn IBOB

YBenvyexue yrna
HaknoHa VE/VCO,
Hun3akoe PETCO,,

CO CHVKEHMEM

BO Bpem4a
r3nyecKon Harpyskm
Bes EQV

MpekanunnapHas JIr

B Hopme unu HeBonbLure
OTKIIOHEHMSI

HopmanbHas

WM CO CHUXEHNEM
Nerkovi/cpegHen cTenenu,
0co6eHHo npy CHc®B

HopmansHoe
WU CHUXEHO

006bI4HO B Npeaenax
HOPMbI

Mpwuanaku NMJ1I0C
(CHH®B, CHc®B,
KnanaHHbIe NopoKM)

n JIT (noBbILLEHHOE
CIJ1A, BO3MOXHO
yBeMyeHve paamepos
Mn/mx)

Hopma nnn B/MN
COOTBETCTBME

Mpu3aHaku MJ10OC,
3aCTOMHbIX U3MEHEHWI
B MKK, JIr

Heb6onbLuoe noBbILLeHne
HaknoHa VE/VCO,
HopmanbsHoe PETCO,
noBbiLaioLeecs

BO BpeEMSt

dr3n4ecKon Harpyskm
EOV

MN3onmpoBaHHas
nocTkanunnsipHas,

60 KOMBVHMPOBaHHast
MocT-/npekanunnapHas
nr

OTKNOHEHUSI OT HOPMBI,
TSXXECTb KOTOPbIX
3aBWCUT OT OCHOBHOIO
3aboneBaHuns Nerknx
YacTo o4eHb Hu3Kas
(<45% oT poMmKHOro
3HaYeHus)

CHXeHO

CHXeHo, B npeaenax
HOPMbI MU NOBBILLEHO
Mpwanakn JII
(yBenuuenve COJIA,
pasmepos MMM1/MX)

Hopma nnm B/MN
COOTBETCTBME

MpwnaHakn
napeHxMMaTo3HOro
3aboneBaHus nerkux, JIr

He6osbLLoe noBbILLEHNE
HaknoHa VE/VCO,
HopmansHoe PETCO,

C MOBbILLEHVEM

BO Bpems

r3nyecKon Harpyskn

MpekanunnsipHas JI

B Hopme unm HeBonbLuve
OTK/IOHEHUS

HopmanbHas
NAN CO CHUXKEHNEM
Nerkovi/cpeaHen ctenexn

HopmanbHoe

NN CHUKEHO
HopmanbHoe

NN CHUXKEHO
Mpu3naku I
(yBenunyenne CAJIA,
paamepos MI1/MX)

HecootsetcTaue
nedekToB nepdysun

1 BEHTUNSALUN

HedexTbl
BHYTPUCOCYANCTOrO
HanNosHeHWs, MO3anyHas
nepdyaus, paclumpeHne
BGPOHXMANBHBIX apTepui
MpuaHaku JIT

CwvnbHbIN

HaknoH VE/VCO,
Huskoe PETCO,

CO CHVKEHMEM

BO BPeMSsi

r3nyecKon Harpyskm
Bes EQV

MpexkanunnapHas JIT

Coxkpauenusi: B/ ODIKT — BeHTUAALMOHHO-NePdY3roHHas 0AHOMOTOHHAsA IMUCCHOHHAs KOMMbloTepHas Tomorpadus, BT — BeHo3Has Tpomboambonus, UIAT —
navonartuyeckas neroyHas aprepuanbHas runepteHsus, JIA — neroynas aptepusi, IBOb — neroyHas BEHOOKK/03MOHHas 6onesaHb, JIM — neroyHas runepteHaus, MKK —
Manblil kpyr kpoBoobpatueHust, MXX — npasbiii xenyaouek, MIOC — npraHaku nopaxeHns neBbix 0TAeN0B cepaua, MM — npasoe npeacepave, CAJIA — cuctonuueckoe
[laBneHve B neroyHoii aptepun, CHcPB — cepreyHas HeLOCTaTOUYHOCTb C COXPAHEHHON dpakumeit Beibpoca, CHHPB — cepaeyHas HeAOCTAaTOYHOCTb C COXPAHEHHOMN
dpakupeir Boibpoca, B, — dyHKUMS BHewwHero apixanns, XTOJIT — xpoHundeckas Tpom6oambonuieckas neroyHas runeptensus, EOV — ¢GeHomMeH ocumnnstopHom
Harpy3o4Hoi BeHTunsumumn, DLCO — auddyaroHHas cnocobHOCTb Nerkvx Aas MoHookeuaa yrnepoaa, PaO, — napuvansHoe aasnexuve kucnopoaa, PaCO, — napupans-
Hoe faBnieHune yrnekucnoro rasa, PETCO, — napumansHoe LaBfeHue YriekMcnoro rada B KoHue Bbloxa, VE/VCO, — BEHTUNSLMOHHBINA SKBUBANIEHT MO YrIEKUCIOMY rasy.
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Ta6nuua A3.7. PekomeHgauum no apdektusHocTu JIAT-cneumduyeckoit MoHoTepanum (JIAT-Fpynna I)

Ipynnbl npenapatos YYP/YYL,
OKII
EOK
AHTaroHucTbl kanbums (ATX BrokaTopbl kKanbUyeBbIX KaHanoB)* IC
AHTaroHMCTbI PELIENTOPOB 3HAOTENNHA AMGpU3EHTaH 1A
BoseHTaH 1A
MauuteHTaH 1B
MHrubutopsl dochoamnactepassbl 5 tvna CunpeHadun 1A
Tapanadun 1A
CTUMyNATOPbI ryaHUNaTLMKNasb! Pvioumryat 1B
AroHMCTbI PELLENTOPOB NPOCTALMKIINHA Cenekcunar 1B

YYP
yon
A3
Al
Al
A2
Al
Al
A2
A2

DKl
EOK

yyP
YAL
A3
Al
Al
A2
Al
A1
A2
A2

DK IV
EOK YYP
yon
IIbC C3
IIbC C3
IIbC C3
IIbC C3
IIbC C3
IIbC C3
IIbC C3

MpumeyaHue: * — nNpu NOAOXNTENLHOM TECTE Ha Ba30PeakTUBHOCTb y 60nbHbIX UJTAT/HIIAT, JIAT-n/T — NPpOU3BOAHbIE AUTMAPONMPUANHA VNV AUATUA3EM B MakCUMaJlb-

HO NepeHOCMMbIX A03axX.

CokpauweHnus: Y[l — ypoBeHb JOCTOBEPHOCTU [0Ka3aTeNbeT, YYP — ypoBeHb yoeanTenbHoCTU pekoMeHaaumin, @K — dbyHKUMOHANbHBIV Knace.

Ta6nuua A3.8. PekomeHgauum no a¢pPpeKTMBHOCTU NnocnesoBaTesibHO

KoMOUuHMpoBaHHoi JIAT-cneunduyeckoii Tepanum (JIAr-pynna I)

Tepanus ®K11BO3
EOK
MauuTeHTaH** B gononHexvie K UPAI-5 1B
Pvioupnryat** B jononHeHne kK 603eHTaHy** 1B
Cenekcunar** B gononHeHve kK AP n/unn UGA3-5 1B
MnonpocT** HransiLyoHHbIA B 4ONONHEHME K 603eHTaHy™* IIbB

MnonpocT** HransuyoHHbI B JOMONHEHUE K MaLWTEHTaHy uav ambpuaeHTaHy**  [IbB

AmBpun3aeHTan** B gononHeHne kK UPAI-5 vnu proumryaty IIbC
MaupteHTaH** B JoNOSHeHNe K puoumryarty** IIbC
Puoupryat** B pononHexue k UOL3-5 1B

YYP
yon
A2
A2
A2
B3
B3
Cc3
C3
A2

@K 11 BO3
EOK

IIbB
IIbB
IIbC
IIbC
1B

YYP
yon
A2
A2
A2
B3
B3
C3
C3
A2

K IVBO3
EOK YPP
yan
llaC B2
llaC B2
llaC B2
lIbC c3
lIbC c3
lIbC c3
lIbC c3
e A2

CokpaleHusa: AOP — aHTaroHUCTbI peLenTopoB aHAoTennHa, BO3 — BcemupHas opranusaums 3gpaBooxpaHeHusi, EOK — EBponeiickoe 06LwecTBO kapanonoros,
NDOI-5 — nHrubutopel pocdoamactepassl 5 Tvna, YA — ypoBeHb LOCTOBEPHOCTY A0Ka3aTenscTs, YYP — ypoBeHb yoeanTensHoCTU pekoMeHpaumin, @K — dyHkumo-

HabHbIN Knacc.

Ta6nuua A3.9. PekomeHpauum no apPpeKTMBHOCTU CTAPTOBOIA

KoMOuHMpoBaHHoi JIAT-cneunduyeckoii Tepanum (JIAr-Fpynna I)

Tepanus @K 1I1BO3
EOK

A3P B coyeTaHum ¢ cungeHadpunom + UPAI-5 unu puouuryatom -
Puouuryat nnv UOAI-5 B couetaHum ¢ AQP unm cenekcunarom -

NDA3-5/puoumryar B coqetannn ¢ ASP 1 MHransiLyioHHBIM M0NPOCTOM -

YYP
yon

@K 11 BO3
EOK

llaC
1IIbC
llaC

yyP
yan
B3
c3
B3

OKIVBO3

EOK YPP
YOA

IIbC B3

llaC B3

CokpaweHus: ADP — aHTaroHWCThl peLenTopoB sHaoTennHa, BO3 — BcemuvpHas opraHusaums 3apasooxpaHenus, EOK — EBponeiickoe 06LLeCTBO KapLMonoros,
NDN3-5 — nHrnbutopsl pochoamactepasbl 5 Tuna, YA — ypoBeHb 4OCTOBEPHOCTY A0Ka3aTenscTs, YYP — ypoBeHb yoeanTenbHoCTU pekoMmeHaaumin, @K — dyHkumo-

HanbHbIA KNace.
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Ta6nm|a A3.10. BeinonHeHue cTaHpapTa OﬁcHEAOBaHMﬂ B 3aBUCUMOCTU OT YPOBHSA MEOULIMHCKOrO y4pexapeHus

HavnmeHoBaHve MeanLMHCKO yenyri

Pervctpaums anekTpokapaviorpammel

XOnTepoBCKOE MOHMTOPUPOBAHKE CEPAEYHOrO pUTMa
MpuruenbHas peHTreHorpadus OpraHoB rPyAHON KNeTkn

YnbTpa3ByKOBOE UCCNELOBaHNE OPraHoB OPIOLLIHON NONOCTH
(koMnnekcHoe)

9xokapamorpadus

Oxokapamnorpadus YpecnuLLeBoaHas

KomnbtoTepHo-ToMOrpaduyeckas aHrnorpadus nero4Hbix COCya0B

CumHTturpadms nerkux nepdyanoHHas

CumHTMrpadus nerkmx nepdysnoHHas B CO4ETaHNN
CO CUMHTUrpaduen nerknx BEHTUASLMOHHON

KopoHaporpadus (npy Hann4um nokasaHwmi)

AHruorpadws NeroyHon apTepun CenekTBHas
(aHrnonynbmoHorpadus)

CrangapTHoe naboparopHoe o6cefoBaHe

Onpepenenwve antuten knaccos M, G (IgM, IgG)
K BUpycy ummyHopedmumta yenoseka BNY-1,
(Human immunodeficiency virus HIV 1) B kposu;
onpeaeneHve aHTuTen k supycy renatuta C

1 MOBEPXHOCTHOMY aHTureHy (HBsAg) renatuta B

n MMYHOJIOTn4yecKmne TecCTbl
leHeTuueckoe obcnenoBaqve

ViccnenosaHns yposHs N-KOHLLEBOrO MPOMO3rOBOro
HaTPUIYPETNYECKOrO NENTIAA B KPOBU

MccnepoBaHvie HeCNPOBOLMPOBAHHBIX [AbIXaTeNlbHbIX 06bEMOB
1 NOTOKOB, UCCNeAoBaHne MPOY3nOHHOM COCOBHOCTU NEerkmnx

MonucomHorpaduyeckoe nccnepoBaHme

BpOHXOCKOMNUS € LMTONOrMYECKUM UCCIel0BaHNEM NTaBAKHOM
XUAKOCTU

MarHuTHO-pe3oHaHcHas ToMorpadus cepaLa 1 MarncTpanbHbIX
COCy/0B

YpesBeHo3Has kaTeTepusaums cepaua
OprocnupomeTpus
PopopaspelueHne

meyprmqecme BMeLlaTenbLCTBa

YpoBeHb MeANKO-CaHUTapHON MOMOLLM
MepBuyHas
MepsuyHas
MepsuyHas

MepsuyHas

MepBuyHas/cneuman3anpoBaHHas
CneuyannanpoBaHHas
CneuyanmanpoBaHHas
CneuuanuavposaHHas

CneunanvanpoBaHHas

CneuyananpoBaHHas

CneuyanmanpoBaHHas

MepBuyHas

MepBuyHas + cneunannuanpoBaHHas

CneuyanmanpoBaHHast
CneuyannanpoBaHHas

CneumanmsmpOBaHHan

CneunannanpoBaHHas

CI'IGLI.I/IaJ'IVIISI/IpOBaHHaH

CneunanvanpoBaHHas

CneuyananpoBaHHast

CneuuanuavposaHHas
CneuvanuavpoBaHHas
CneunannanpoBaHHas

CneuyananpoBaHHas

YpoBeHb MeaNLMHCKON OpraHM3aumm
PervoxanbHbiii
PervonanbHbiii
PervnonanbHbiii

PervonanbHbiii

PervoxanbHbiii
PervoxanbHbii
PervnoxanbHbii
PervioHanbHbIN/3KCNepTHbIN LIEHTP

QKCMEPTHBIN LEHTP

PervoHanbHbii

PervioHanbHbIn/3KCNePTHBIN LIEHTP

PervioHanbHbIi

PervonanbHbiv

PernoHanbHbiii
OKCNEPTHBIV LIEHTP

PervonanbHbi

OKCMEPTHBIN LEHTP

OKCNEPTHBIN LIEHTP

PervioHanbHbIl/3KCNepTHbIA LLEHTP

OKCNEPTHBIV LIEHTP

OKCNepTHbIi LEHTP
OKCNepTHbIN LEHTP
OKCMEPTHBIN LEHTP

OKCNePTHBIV LIEHTP
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MpunoxeHue B. Anroputmsbl AelicTBUIN Bpaya

OneHKa BepOSATHOCTH
Hamuns JIT

Kinauyecku 3HaunmMas aa ITaTonorus jeBbIX Kamep cepana
NATOJIOTHS JIEBBIX Kamep WM JIETKUX NMOATBEPKIEHA.
cepaua M/ WM JEerKuX Benenue 0CHOBHO¥ NaTOJIOTHH

HeT

Puc. 1. Anroputm guarHoctuku JiT

CokpaweHusi: AHO — anTuHykneapHblin daktop, APC — aHTudochonMnuaHblii cuHapoM (anardocTuka), JIT — neroyHas runeptenaus, KMHT — kapayonynbMoHanb-
HOe Harpy3o4yHoe TecTupoBaHue, KT — komnbloTepHas Tomorpadus, MPT — MarHUTHO-pe3oHaHcHas Tomorpadus, OIK — opraHbl rpyaHoi knetku, Y3U — ynstpassyko-
Boe nccneposanue, YBKC — upe3BeHo3Has kateTepmaaums cepaua, YMOxoKI — ypeckoxHas axokapamorpadus, K — anektpokapanorpadus, OxoKI — axokapamo-
rpacus, NT-proBNP — N-KOHLEBO NPOMO3roBoii HAaTPUIYPETUYECKUIA NenTua.
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Juarnos JIAT

PaHee He JileyeHHbIE

MAIUEHThI

B 3KCIIEPTHOM LICHTpE

o Oomue meponpusitusi (Kiace I)
o TToanepxusaromas repamus (Knace I)

NOATBEP2KICH

BKK

ITonoxuTebHBII

Ba3opeakTuBHbIii TeCT

(waMonaTHyecKas/Hac/eayemas,

OTpHuATETBHbII

B BBICOKHX 103aX

JIeKapcTB ¥ TOKCHHOB JIAT)

c

CrpaTtudukanms pucka
yepe3 3-4 mec.

Huskwuit TIpomesKyToUHBIii/ | BBICOKHMIA
\ 4 A4
TIpo/osKuTh Jieyenne Dekananms
BKK B BbICOKHX 103aX JIAT -cnenmduyeckoii Tepanun

Y

ITanueHTsbI 0€3 CcepaeYHO-Ier0OYHOM

KOMOPOHIHOCTH

ITamueHTsI ¢ cepaeyHO-IerOYHOo
KOMOPOHIHOCTBIO
Bce KaTeropuu pucka

Crpatndukauus pucka
A

[ TTpomeKyTOUHbII ]

|

A

Y

CraproBasi MOHOTepanus:

Havanbnast MoHOTepanus' — Craprosas aBoiiHast CraproBas TpoiiHas
Pannsis nocienoBaTebHas KOMOMHMPOBAHHASI KOMOMHHPOBaHHAS
KOMOMHMPOBAHHAS Tepanusi® Tepanus Tepanus

NDID-5 nim ADP

i

Y

‘ HaG:moieHue 1 perysisipHasi OEHKA PUCKA

ITauueHTsI, NOTyYaIOIME
cnenuguyecKyio Tepanuio

MnnnBunyaabHblil NOIXO0T
K BBIOOPY JaJIbHeIIei Tepanun

v v N

[ IIpomeKyTOUHBII ]

TIpu HeaheKTHBHOCTH TEpanun
PAcCMOTPETH BONPOC O NPOBE/ICHHH ATPHOCENTOCTOMUH

IIponomxkurs Jlob6aBuTh ?;;;'3"_' 5"
"
JICYCHHE ceJleKcHnar 12 pHo -

JI0GaBHTB HHT. HIONPOCT
WM 3aMEHHTB cesiekcunar**

———— Hanpasienne Ha Tx Jerkux

nm 3amennts UDJID-5 na puonmryar **

Puc. 2. Anroputm nevenus JIAT (UNAT, HIAT, JIAT npu npueme nekapcTs/TOKCUHOB, peauayanbHas JIAT nocne Koppekuum NpoCcThiX CUCTEMHO-NErOYHbIX WYHTOB, JIAT -

Ct3CT.
Mpumeuanms: ' — nepopansHas JIAT-cneunduyeckas Tepanus (AP, NOO3-5,

puoumryar, cenekcvnar), 2 — pelueHue Bonpoca 06 sckanauvm Tepanuu Yepes 3-4 Mec.

LN OLLEHKM Pe3yNLTaToB iedeHns), ® — Hannume Tpex v Gonee $hakTopoB pricka NaTosorn IEBLIX OTAENOB CepaLa (apTepuasbHas rmnepToHus, caxapHbiil anabet 2 Tuna,
nwemmnyeckas 601e3Hb Cepaua, oxMpeHre, GubpUANSUMS Npeacepanil) UM Hanmume NaTonorum nerkux B codetadnmn ¢ DLCO <45%,  — B cryyae BbIpaXeHHbIX Hexena-

TENbHbIX SIBNIEHUS BO3MOXHA 3aMeHa 1onpocTa Ha cenekcmnar**.

CokpauwieHus: ASP — aHTaroHUCTbl PeLenTopoB aHaoTennHa, BKK — 6nokaTtopsl kanbumeBbix kaHanos, UPL3-5 — nHrnbutopsl dochoamactepassl 5 Tvna, JIAT —

JIeroyHasi apTepuanbHas rMnepTeHaus.
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AnamHe3, CHMIITOMATHKA
1 NIPU3HAKH, CBH/IETE/IbCTBYIONINE
0 XTOJT'/XTOBJI

Huskast BepositHocTh JIT', HO coxpaHsieTcst
nono3penue Ha XTOJIT/XTOb

TIpomeskyTouHasi/BbICOKast
BeposiTHOCTD JIT

JlaHHbie
3a XTOJT/XTOBJI**

s

J Her nannbix B none3y XTOJT/XTOBJI

Her nannbix
3a XTOJI[/XTOb

Y

Y

Ouenka nepdy3nu Jerkux*™

Kak MuHuMyMm, 1 cermeHTapHbIi
win 2 cybcermeHTapHbIX nedekra nepdysun

Y

Hanpasyienue B 3kcnepTHblii nentp JIT

Puc. 3. Anroputm auarHoctvki XTI n XTIBJ1.

MpuMeyanus: * — ¢ NOMOLLbIO CLUMHTUrPadum nerknx nepPy3MoHHON Unu cumHTUrpadum nerkux nepdyanoHHoi B codetanumn ¢ KT OTK vnu aHrrorpadweii neroyHomn
apTepuK CeNeKkTUBHON (aHrronynsMoHorpadus); ** — npuaHaku XTAJT/XTIBJ1 npu aprocnmpomMeTpum: orpaHuieHre drsanieckoin paboTocnocoOHOCTY U HapyLLeHWe
neroyHoii nepdysum (cHuxenne PETCO,, noseiwerne P(a-ET) CO,, EQ Oy, EQ CO,, HaknoH VE/NVCO, unm P (A-a) O,); *** — kopoHaporpadusi npu Hannyum nokasaHui.
Cokpauenusi: JIM — nerounas runeptensus, KT — komnbioTepHas Tomorpadus, XTOBJT — xpoHndeckas Tpom60ambonmyeckas 60neaHb nerkux, XTI — xpoHnyeckas

TpombBoambonmyeckas neroyHas runepteHaus, YBKC — ypesBeHo3Has kateTepusaums cepaua, IxoKI — axokapavorpadus.
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Puc. 4. AnropuTm nevenns XTI [7].

Cokpaluenus: BAl — 6annoHHas aHrvonnacTuka, JIA — neroyHas aptepus, JIT — neroyHas runepteHaus, 193 — neroyHas TpomM63aHaapTepakTomMus, XTSI — XpoHu-
yeckasi TPOMO03MOBoNMYeckas erodHas rMnepTeH3us.
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MpunoxeHue B. UHdpopmauua pna naumeHTa

Jlerounas rumnieprersus (JII) — 3To cocTossHUE, TP KOTOPOM IIPOMCXONUT ITOBBIIICHNE MTaBICHUS B COCYIax
JIETKUX B pe3yJIBTaTe pasHOOOpa3HBIX MPUIMH U 3a0ojeBaHmii. Hanmbomee yacro JII' pazBuBaeTcs Ha (hOHE MUCXOTHO
CYIIECTBYIOLIMX 3a00JIeBaHUIA cepilia, JETKUX, TPOMOOTUYECKMX COCTOSIHUI U CUCTEMHBIX 3a00J€BaHUN COCTUHU-
TeTbHOU TKaHU. boiree pemKuMuy IpUIMHAMHY IUIST BOSHUKHOBEeHUS JII' IBIIIIOTCST XpOHMYEeCKIe 3a00IeBaHUS TICYCHNI
n BUY-undpexkusg. OmHako OBIBAIOT CUTYallMH, KOTaa He yoaeTcst o0Hapykuth npuauHy JII, u B Takom cimydae JIT
Ha3bIBAIOT MAMONATUYECKON JIETOUYHON apTepuaibHoii rurnepreHsueit (JIAI).

Cummtomatuka JII' HecrrermpryHa 1 0OBIYHO XapaKTEPU3YEeTCsT ONBIIIKON TIpH (hM3NMIECKUX Harpy3Kax, KOTO-
past mporpeccupyeT co BpeMeHeM; o0Ieit c1abocThio, cepanedomueHrneM. boau B TpymHOIT KJIeTKE, TOJIOBOKPYKe-
HUS ¥ CUHKOITAJIbHBIC COCTOSTHUS TIpU (PU3MUECKOI HATpy3Ke SIBISIIOTCS KpaifHe HeOJarompUsITHBIMUA CUMITTOMAMU.
A TIOSIBIICHME OTEKOB HIDKHUX KOHEYHOCTEH, YBEIMUYCHUE B 00BbeME XXMBOTA, HAOyXaHWE U MyIbCAallls BEH IIECH
SIBJITIOTCST TIPU3HAKAMU TSKEJIOM HEeIOCTaTOYHOCTHU TIPaBBIX KaMep Cepara M CBUAETEILCTBYIOT O JaJIeKO 3allleaIeii
cTaguu 3a00JIeBaHUS.

JIAT BcTpedaeTcs y JTIomeil Bcex BO3pacToB, pac, KaK Yy MYKYMH, TaK 1 Y KCHINWH. Bpaun pa3HBIX CIIeIIaTbHOC-
Teil MoTyT nuarHoctuponaTh 1 Jieunth JII. O6beM MccnenoBaHuit, BeITTOMHIeMbIi nipu JIT, 1ocTaTouyHO OOJIBIION
U BKJTIOYAET B Ce0s TIpexXe BCEro axokapauorpaduio, UccieaoBaHre (PyHKIINK JIETKNX, KOMITbIOTEpHAs TOMOTpa-
¢us opraHOB TPYIHOI KJIETKM ¢ BHYTPUBECHHBIM OOJIFOCHBIM KOHTPACTHUPOBAHUEM, YIBTPa3BYKOBOE MCCIICIOBAHUE
OpPIOIIHOI TTOJIOCTH (KOMIIIEKCHOE) M BBITIOJTHEHNE pa3HOOOpa3HBIX MCCACIOBaHWIT KPOBH. BHISIBICHNE TPUIMHEI
JIT MoXeT moTpeboBaTh KOHCYIBTALIMU Bpada-ITyJIbMOHOJIOTa, Bpadya-peBMaTojIoTa, Bpadya-nHdekunonncra. OqHako
HaMOOJBIIMKA ONBIT B BeAeHUU MauueHToB ¢ JII, mpexae Bcero, MMEIOT Bpauyu-Kapauoaoru, B OCOOEHHOCTH pa-
OoTawlure B CleUUaJIu3upOBaHHbIX LIEHTPAX, IIe CYLIECTBYET BO3MOXHOCTD BBITTOJHEHUSI 30HAUPOBAHUS Kamep
cepialia — uccaenoBaHusl, 6€3 KOTOPOro HEBO3MOXHO MOCTaBUTh OKOHYATEIbHbBIN AUMAarHo3 U OMpPeAeuTh TAKTUKY
BeneHust 6osbHoOro ¢ JII.

[MpuHIUIMATBEHO BBIACISIOT Tpu BapuaHTa JII' ¢ pasamyHbpIMU [ paMu JaBJIeHUS B KaMepax cepilla U JIeTOU-
HOIT apTepun: IpeKanwIIsIpHas (apTepuaibHas), TIOCTKAMIIIpHAs (BEHO3HAasI) M CMeIIaHHas (apTepuaibHasT +
BEHO3Has) JieroyHas TurepTeH3ns. OxapakKTepru30BaTh TeMOIMHAMWYCCKII BapMaHT BO3MOXHO TOJBKO BO BpeMsI
IIPOBEICHNS MHBA3MBHOTO METOIA MCCICMOBAaHNS — 30HINPOBAHMS KaMep cepana. JJaHHoe NccliefoBaHNE SIBIISICTCS
MIPUHIINITHATBHBIM KaK U BepU(UKAIIUY CaMOTO AUarHo3a JISTOYHOM TUIIepTCH3UM, YCTAaHOBIICHUS €ro TUIIA, TaK
U WISl onpeneiaeHust Bo3MoxHoctu HazHaueHUus1 BKK wnn JIAT-crieunduueckux npemnapartoB. Hanuune BeHO3HOI
(TTOCTKANMMJUISIPHOM ) JISTOYHOM TUIIEPTEH3UH SIBIICTCS IIPOTUBOMNOKAa3aHeM it HasHadueHUs JIAT -crermdraeckoit
Tepanuu, MOCKOJBKY aCCOIIMMPOBAHO C YBeIMUCHUEM TOCIIUTAIN3AMI ¢ HapacTaHWEM IIPU3HAKOB CepAcUHOI He-
JIOCTaTOYHOCTU ¥ CMEPTHOCTH.

JIAT, B 3aBUCMOCTH OT 3THOJIOTUU, MOXET BO3HMKATh B pa3IMIHOM BO3pacTe M Pa3BUBATHCS C PA3IMIHOI CKO-
pPOCTBIO: KaK ITOCTEIIEHHO, Ha (pOHE IPEeACYIIEeCTBYIONETO 3a00eBaHus (BpOKIACHHBIC ITOPOKHU Cepilla, CKIepo-
IepMHU, TIATOJIOTUHU JICTKNX U T.JI.), TaK M TOCTATOYHO CTPEMUTEILHO Y IMallieHTa 03 BUIMMBIX TIPUYNH, KaK 3TO
MPOUCXOAUT B cllydae ¢ uaronatuueckoit JIAT.

YUuTHIBast, 9YTO ONBIIIKA TTPU (PU3MUIECKOIT HATPY3Ke SIBIISICTCST OMHUM M3 OCHOBHBIX CUMIITOMOB JIETOYHOM THUTIEP-
TeH3uH, marueHTy ¢ JII' ToTpedyeTcs mepecMOoTpeTh eXKeMHEBHYIO (PM3MICCKYI0 aKTUBHOCTD. BOIBIIMHCTBO MalineH-
TOB, XXUBYIIMX C JIETOYHOU TMNEpTEeH3UEl, HAXOAIT, YTO UM CTAHOBUTCSI HE IO CUJIaM TOT aKTHMBHbII 00pa3 XU3HU,
K KOTOPOMY OHM IPUBHIKJIN. CIIeIyeT OIpeaeuTh IIPHOPUTETH B BOIIPOCaX, TPEOYIOIINX OBICTPOTO PEIICHMS, a TaK-
Ke B IeTaX, KOTOphIe MOTYT ITOIOXIaTh. DTO ITOMOXET CKOHIICHTPUPOBAThCS Ha BaXHBIX 3amadax. Llemm moymKHE
OBITh PEATMCTUIHBIMU MIJISI BHITTOJTHEHUSI, a BpeMsI IUISI UX PEIIeHUS — JOCTATOYHBIM. 3a0JIaroBpeMEeHHOE TIJIaHM-
pOBaHME TTOE3M0K M TOCTATOYHOE BPeMsI TTO3BOJIST HE TOPOIUTHCS U He yCyTyonars cuMiToMsl JII. BonpmmmHCTBY
MMAIIMeHTOB CO BpeMEHEM IIPUXOIUTCS OCTAaBUTh PaHee BEHITIOTHICMYIO PabOTy U MCKATh 0oJjiee JIETKYIO.

B HacTosee BpeMs He YCTaHOBJICHO, KaK BIUSIOT (pU3MUICCKIE YIIPAaXKHEHUS Ha TIPOTHO3 IIPH JICTOYHOIT THUIIep-
TeH3uM. He cyliecTByeT ompeneleHHBIX TTporpaMM JiedeOHO# (pU3KYyIBTYphl MeHHO T nanueHToB ¢ JIAT. O6beMm
IIOITYCTUMBIX O€30MacHBIX (PM3MUSCKUX HATPY30K OIPEICISICTCS TIOCIIe BCECTOPOHHETO 00CIeIOBAHNS B SKCIIEPTHOM
ueHtpe JIAI BpauoMm-kapamonorom-crienaiauctoM mo JIAI. CopeBHOBaTeNIbHBIC BUIBI CITOPTA, ITOTBEM TSKECTCHA
HexeateabHbl 11 nanueHToB ¢ JIAI. B GonblIMHCTBE ciiyyaeB 00beM TOMYCTUMON (DU3MUYECKON HArpy3Ku OIpe-
IeIsgeTCsI cCMMIToMaMu 3abo1eBanHmsI. Kpome Toro, oocyxkmeHne Gu3ndecKnx Harpy30K BO3MOXHO TOJIBKO y TIa-
IIMCHTOB, HAXOMSIIUXCI Ha onTuManbHOI JIAI-crienmduiaeckoil Tepanmmu mpyu OTCYTCTBUU TaKMUX CHUMIITOMOB, KaK
TOJIOBOKPYKCHHUS/TIOTEPU CO3HAHUSI, HAPYIICHUS PUTMa, KPOBOXapKaHbe, OTCKU HIDKHIUX KOHEUYHOCTEIA.
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Heob6xonuMo cienoBaTh ClEIyIONIMM MpaBujiaM, YTOObl HE HAHECTHU BpEN: 3aHATHE (PUMYECKHUMU YIpaxKHe-
HUSIMU HEOOXOAMMO OCTAaHOBUTH MPHU MOSIBJIEHUM TaKWMX MPU3HAKOB, KakK 001Iast c1ab0CTh, YCTAIOCTh, OLIYIIEHUE
CHABJIMBAHMS B TPYAHON KJIETKE, YYAlIEHHOTO cepAlieOMeH s, TOJTOBOKPYXKEHUST U YpE3MEPHOI OfbIIIKNA. Mexmy
VIPAXKHEHUSIMU UCIIOJb3YyUTE TOCTaTOYHOE BpeMs ISl BOCCTaHOBIeHUs. M30eralite ¢hu3nueckoit akTMUBHOCTU Ha
VJIULE TIPU HU3KOM WM BBICOKOI TeMIMEpaType, BbICOKON BJIaXKHOCTH.

IMauuenTtam c JIAD HexenarelbHBI IpeObIBAHUE B cayHe M APYrue BUIbLI TUAPOTEpAIIMU, a TaKxKe Maccax u pu-
3M0TepareBTUYECKe BO3NECHCTBYS.

IMammenTam ¢ JIAT HexenaTelIbHO MIPeOBIBAHNE B YCIOBHSIX BEICOKOTOPBS (>2000 M Ham ypoBHEM MOpPSI) WIN
3aHATUS JAUBUHTOM.

XKenarenbHo, YTOOBI WiIEHBI CEMbU U OJIM3KUE APY3bsl ObLIM MHGMOpMUpoBaHbl Bamu 06 nmeromemcst y Bac 3a-
6oneBaHuu. [logaepxkka OJU3KUX KaK B OBITOBOM, TaK M MCUXOJOTMYECKOM OTHOIIEHWU MOXKET CYLIECTBEHHO 00-
JIETYUTH SKETHEBHYIO HArpy3Ky M 3MOIIMOHAIbHOE Opems. OOpallleHre 3a ITOMOIIBI0 K MEIUITMHCKOMY TICHUXOJIOTY,
aKTMBHOE y4acTMeE B TpyIIax MOAIEep>KKKA MallMEHTOB MOTYT IOJIOXUTEIbHO MOBJIUATL Ha TIpuHATHE Bamu 3abose-
BaHUs, afanTalMio K HEONpPeAeJeHHOCTH, CBI3aHHOMU C Cepbe3HbIM XPOHUYECKUM YIPOXAaIOLIMM XHU3HU 3a00JieBa-
HUEM, U KOHCTPYKTUBHYIO COBMECTHYIO paboTy ¢ JieyallM BpauyoM.

IManuenTtkam c JIAI mpoTuBonokazaHa 0EpeMEHHOCTb, YYUTBHIBASI BBICOKMI PUCK MAaTEPUHCKON CMEPTHOCTU KakK
BO BpeMsi OepeMEeHHOCTH, TaK U B TTOCIEpOIOBOM Tepuosne. Haxe B ciydyae YCHEUIHOTO poAopa3pelIeHus] TeYeHue
JIAT cymecTBeHHO yXyaluaeTcs Mmocije pomopaspeiieHusi. bepemennast mauueHTka ¢ JIAIT momkHa OBITH ITIPOKOH-
CYJBTUPOBaHA BpauoOM-KapAnuoJOroM-crieuuaauctom 1o JIAT akcnepTHOro rnepuHaTaibHOTO LIEHTPa KaK MOXHO
OBICTpPEe C MOMEHTA BBISIBJICHUSI O€peMEHHOCTH IIJISI ONPEOCACHMST TAKTUKHU BeneHus. ClienyeT MMeTh B BHUIY, 9TO
0oJbIIMHCTBO npenapatoB JIAI-cnenuduueckoit Tepanuu criocoOHbI BbI3bIBATH YPOACTBA U aHOMAJIMU PA3BUTHUS
y mioma. Tem He MeHee, 00beM JIAT-crienmdmueckoil Teparmmyu Bo BpeMs OEpeMEHHOCTH OIPENEIsIeTCs TSKECThIO
3a00J1eBaHUs U PUCKOM JieTaJbHOCTU. [TOCKONIBKY IpyTHOE BCKapMJIMBAHUE SIBJISIETCSI OOJIBIION HArpy3Koi, To pe-
KOMEHAyeTCsl MoJaBieHue JJaKTaluu y nauueHTok ¢ JIAT.

Ecau 3anysaHupoBaHO oOllepaTUBHOE BMEIIATEJbCTBO, HEOOXOoaMMa KOHCYJIbTallMsl Bpada-KapauoJiora-
cneuuanucta 1o JIAI' B akcriepTHOM 1ieHTpe. BaxkHO MOHMMATh, YTO pelIeHUe O Leaeco00pa3HOCTH, CpOoKax, Me-
Tonax 00e300JIMBaHUS TOJDKHO TTPUHUMAThCI KOMaHIOW CIeMaJMCTOB, KOTOpas BKJIIOYAET Bpauya-KapauoJsora,
Bpavya-peaHMMAaToJIora-aHeCTe3M0JI0Ta U HEMOCPEACTBEHHO OMNEPUPYIONIEro Bpaya-xupypra. Ilpennouyrenue otna-
€TCsl perMoHapHoii, a He obueit aHecte3uu. 1o BoamoxHocTH nanueHThl ¢ JIAIT 1oKHBI HanmpaBJISThCS 1151 BbI-
MOJIHEHUS TJIAHOBBIX OTIEPAaTUBHBIX BMEIIATEIbCTB B KPYIHbIE dKCIIEPTHBIE 1IeHTpbI JIT.

IMamuentsl ¢ JIAI 4yBCTBUTENbHBI K BOBHUKHOBEHWIO MHEBMOHUU, KOTOPAsi MOXET CTaThb MPUUYMHONM CMEPTH.
PexoMeHmyeTcst IIpOBOIUTH BaKIIMHAIIMIO IIPOTUB BUpYyca TpUIITa, ITHeBMOKOKKa, SARS-CoV-2. UckioueHneM Mo-
TYT ObITh MALMEHTHI C CUCTEMHBIMM 3a00JI€EBAaHUSIMM COeAMHUTENbHON TKaHU U BUY-uHek1meil, pemeHue o Bak-
LIMHALIMKA Y KOTOPBIX JOJXKHO NMPUHUMATBLCS C YYETOM aKTUBHOCTU OCHOBHOI IMATOJOTMK BpayaMU-peBMaTOI0TaMu
1 BpauaMM-UHOEKIIMOHUCTAMU.

IIpu JII' HeT KaKuX-JIMOO CIeLMAIbHBIX IUET UM TIPOAYKTOB, KOTOPbIE MOTYT YCYTYOUTH 0OJIE3Hb.

IIpu nosiBieHUn oTekoB y nauueHToB ¢ JIAD ciaeayeT orpaHMYUTh YIOTpeOIeHE TTOBAPEHHOMN COMU U KOJU-
YeCTBO BbINTMBaeMoi xuakoctu. [ToBapeHHas coib CONEPXKUT HATPUI, KOTOPBIN peryaupyer 6aiaHC XUIKOCTU
B opranusMe. Korna comepxxaHue XXUAKOCTU B TKAHSIX YBEJIWYMBAETCSI, 00bEM KPOBU TaKXKe yBEIMUYMBAETCS, YTO
COIPOBOXIAETCS YBEJIMUYEHUEM HArpy3ku Ha cepaue. JlomycTuMblii 00beM BBITUBAEMON XUIKOCTU OIMPEAEIISIETCS
WHINBHUIYAJIBHO JICYAIIMM JOKTOPOM, HO Yallle BCETO He MOJDKEH IPEBHIIIATh >2 JINTPOB 3a CYTKU.

1t HopMaJiM3alMy BOJHOTO OajlaHca MOTYT TTOMOYb CJIEIYIOLINE COBETHI:

CrenyeT m3MepsATh KOJIMIECTBO BHIITMBACMOM XXKUIKOCTU B TEUCHUE CYTOK, IO KpailHel Mepe B TeUCHHE Iep-
BBIX HECKOJIBKUX Helelnb. JIBa IuTpa XXUIKOCTU PaBHSIIOTCS B cpemHeM 8 damkaMm. Cymbl, MOPOXEHOE, JKeJIe TaKxKe
JIOJDKHBI OBITh MOCYMTAHBI KaK XKUJIKOCTU. YBeIUYEeHWE Beca — OAWH U3 MEPBbIX MPU3HAKOB 3a1€PXKKU KUIKOCTH.
Heo06xommMo B3BEeIIMBAThCS €XKETHEBHO YTPOM HATOIIAK M 3alMCHIBaTh Bec. [1pu mpubaBKke Beca Ha 2 M OoJjiee KT 3a
HEJEJI0 MPU MPEXHEM PEXUME TUTaHUS HEOOXOIMMO YBEIOMUTH 00 STOM CBOErO Bpaya.

I1pu nosiBIeHUU UM BO30OHOBAECHUHU TOJOBOKPYXEHUS WIW MOTEPb CO3HAHUS NMPU (PU3MUECKUX HArpys3kax,
KpOBOXapKaHbsl, BOBHUKHOBEHUM TIPUCTYIIOB CEPALIEOMEHUS CEIyeT He3aMeIJIUTEIbHO COOOIIUTbL 00 3TOM Jieya-
1eMy Bpauy.

ITonpo6HO Ha Bce BOMPOCH, CBSI3aHHBIC ¢ TMATHO30M 'JICTOYHAs TUTICPTCH3UA', 00pa3oM XKM3HU U JICUCHUEM,
MOXET OTBETUTh Bpady — crieruanuct no JII.
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B HacTostiee BpeMs HeT jekapcTBa, usiaeunBaloniero JII. OmHako CylIecTBYIOT clielinduuecKue Mmpernaparsl,
CO3IaHHbBIE CeMaIbHO IId MManneHToB ¢ JIAL. PerymgpHbIil TpyeM JaHHBIX TIPEnapaToB MPUBOIUT K CHIKEHUIO
JIETOYHOTO COCYIMCTOTO COTIPOTUBIICHUS M YIYIIICHUIO HATIOJTHEHMS KPOBBIO JIEBBIX KAMEP CEPIIa, YTO COIMPOBOXK-
JTaeTcsT YMEHBIIEHUEM OIBIIIKM U YBEIWMYEHUEM TIePeHOCUMOCTH (PU3MIECKUX HATpy30K. Bpau, aeigiommiics cre-
muanrctoM 1o JIT, mombupaeTr agekBaTHOE COCTOSTHUIO TallieHTa JiedeHue. Bce manuenTsl ¢ JIT pasHble, ToaTOMy
MOA0OP Teparmuy OCYIIECTBISIETCS MHINBUAYAILHO.

ITauueHnTty ¢ ycraHoBleHHBIM guarHo3oM JII' mokaszaHo TmiaTejlbHOe aMOynaTopHoe HaOmomeHue. Yacrtora
BU3UTOB 3aBUCUT OT MCXOTHOTO COCTOSHHUS TAaIlieHTa M MOXET BapbHpoBaTh OT 1 Mec. ¢ MoMeHTa crapra JIAT-
crienpuueckoii repanun (cM. Cucok cokpaieHuii) 1o 3-6 mec. TpeOyercs: peryasipHbLil IpreM JIeKapCTBEHHbBIX
MperapaToB CTPOTO B COOTBETCTBUHU C pEKMMOM JiedeHus . B ciydyae mpuema qUypeTUKOB — eXXeTHEBHBIM KOHTPOJIb
Beca 1 auypesa, BapdapuHa** — MeXIyHapooHOE HOPMaJIM30BaHHOE OTHOIICHME €XKEMECSYHO, TIPU IIpUeMe aH-
TaroHUCTOB K pernenTopaM 3HmotennHa (ATX AHTHarperaHThl KpoMe rerapuHa) (6o3eHTaH™™ , amMmOpm3eHTaH**) —
eXEeMECSTYHBIN KOHTPOJIb IICYCHOUYHBIX TECTOB (aHAJIN3 KPOBH OMOXMMHUYCCKHIT OOIIECTepaIIeBTUICCKIIT) 1 KOHTPOJIb
YPOBHSI TeEMOIJIOOMHA Yepe3 3 Mec. ¢ MOMEHTa Havajia Tepariiu.

JIAT He aBiseTCS IPOTUBONIOKA3aHEM U aBuanepeneToB. OMHAKO MallMeHTaM ¢ HU3KOM caTypalueil 1o Kuc-
sopoay B mmokoe (<92% 1o JaHHBIM ITyJIbCOKCUMETPUM) LIeIeCO00Pa3sHO MH(POPMUPOBATH ABUAKOMIIAHUIO O BO3-
MOXHOI TTOTpeOHOCTH B KUCJIOPOTHOM TOIIEpKKe BO BpeMs aBHaliepeliera.

BceMm manmeHTaM, coBepIIAIONIMM aBHAIlepENIeThl B IPYTHe CTPAHBI, BAXXHO MMETh TpU cebe METUIIMHCKUE 10~
KYMEHTBI O JUarHOo3e, MECTOHAXOXIACHUN OmKaiiiero MecTHoro mneHTpa JIT, KoHTakTHOM MH(pOpMaIli ¢ HUM.
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KNMHWYECKME PEKOMEHZALNN

MpunoxeHue N -rN. WWkanbl oLeHKN, BOMPOCHUKU U ApYyrue OL,eHO4YHbIE UHCTPYMEHTbI COCTOSIHUS
naumMeHTa, npuBeaeHHble B KJIMHUYECKNX PeKOMeHAauusax
Mpunoxenue I'. OueHka pucka y naumeHTtos JIAT

OpurunaiasHoe Ha3Banue (ecam ecth): Comprehensive risk assessment in pulmonary arterial hypertension (three-
strata model)

Hcrounuk (ounuanbHbiii caliT pa3padoTIYMKOB, MyOIUKALMS C BAJIMIANMEH):

ESC/ERS Scientific Document Group, Humbert M, et al. 2022 ESC/ERS Guidelines for the diagnosis and
treatment of pulmonary hypertension: Developed by the task force for the diagnosis and treatment of pulmonary
hypertension of the European Society of Cardiology (ESC) and the European Respiratory Society (ERS). Endorsed
by the International Society for Heart and Lung Transplantation (ISHLT) and the European Reference Network on
rare respiratory diseases (ERN-LUNG). European heart journal. 2022;43(38):3618-731.

Tun (MOMYEPKHYTH): 1ITKAJIA OLIEHKU
HasnayeHnue: KOMILUIEKCHas OLIeHKA puUcKa y nmauueHToB JIAT

MapameTpbl pucka

KnuHnyeckue npusHaku
npaBoxenynoykosoii CH

lMporpeccupoBaHne 3abonesaHus
Cwnkone

K (BO3)

JunctaHums B TLUX
SprocnupomeTpus

BNP/ NT-proBNP

3xoKI/KT/MPT

4YBKC

CopepxaHue (wabnoH):

Hunakwnii puck <5%

HEeT

HeT
HeT

1,1

>440 m

VO peak >15 mii/MuH/Kr
VE/VCO, <36

BNP <50 Hr/mn/
NT-proBNP <300 Hr/mn

Mnowagp MM <18 cm?
OTcyTCTBYE BHINOTA B NEpUKapae
TAPSE/COJIA >0,32 MM/MM PT.CT.
A <8 mm pr.CT.

CW >2,5 n/mMun/m?

SvO, >65%

CpepHwii puck 5-20%

HeT

nocTeneHHoe
penkvie

]

165-440 m

VO,peak 11-15 mn/MuH/kr
VE/NVCO, 36-44,9

BNP 50-300 Hr/mn/
NT-proBNP 300-1400 Hr/mn

Mnowagp M 18-26 cm?

HebGonbLLoi NepukapamanbHblii BLINOT
TAPSE/CAJ1A 0,19-0,32 MM/MM pPT.CT.
AMNM 8-14 mm pr.CT.

CW 2,0-2,4 n/mun/m?

Sv0O, 60-65%

Boicokuii puck >20%
na

ObICTPOE

MOBTOPHbIE

\%

<165m

VO,peak <11 mn/MuH/Kr
VE/VCO, >45

BNP >300 Hr/mn/
NT-proBNP >1400 Hr/mn

Mnowagp MM >26 cm?
MepukapananbHblil BLINOT
TAPSE/COJIA <0,19 MM/MM PT.CT.
Anmn >14 mm pr.cT.

CW <2,0 n/mMun/m?

Sv0, <60%

Mpumeuanus: B npotokone MPT cepaua cnenyioLme napamMmeTpbl ykasbiBalOT Ha HU3KWIA, CPELHWIA, BbICOKMIA pUCK NeTanbHOCTU — dpakuys Bbibpoca MX >54%; 37-54%;
<37% COOTBETCTBEHHO; yAapHbIl HAEKC >40 Mn/M2; 26-40 MA/MZ; <26 MA/M2; MIHABKC KOHEYHO-CUCTONMHECKOro o6bema MK <42 Mn/m2; 42-54 mn/m2; >54 mn/m2, cooT-
BETCTBEHHO [7].

CokpaweHusi: BO3 — BcemumpHasi opraHusaums agpasooxpaHeHusi, MM — pasnexve B npasom npencepauun, KT- komnbioTepHas Tomorpadus, MPT — marHuTHo-
pesoHaHcHas Tomorpadwus, MM — npaeoe npeacepane, CU — cepaeyHblii niaekc, CAJIA — cuctonnyeckoe aaBneHve B neroyHoit aptepun, CH — cepaedHas Heno-
CTaTO4HOCTb, TLLUX — TECT ¢ WecTMMUHYTHOM xoabboii, K — dyHkUMoHanbHIN knacc, YBKC — ypesBeHo3Has kateTepusaums cepaua, 9xoKI — axokapavorpadus,
BNP — mo3roBoii HaTpuitypetudeckuii nentug, NT-proBNP — N-kOHLEBOI NpoMO3roBoii HaTpuitypeTuieckuii nentug, SvO, — caTtypauysi KUCNOPOAA B CMELLAHHOM
BEHO3HOI kpoBM, TAPSE — cuctonuyeckas akckypcust Gubpo3HOro KonbLa TpukycnuaansHoro knanaHa, VE/VCO, — BEHTUNSLMOHHDIV SKBUBANEHT MO YrAEKUCIOMY rasy,

VO,peak — nukoBoe NoTpedneHue kucnopoaa.

Kniou (MHTepnpeTauums): B camoii Tabnuue.
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Mpunoxenwue 2. WWkana oueHku oapiwiky no bopry

Ha3Banue Ha PycCKOM si3bIKe: IIIKajia CYyOBEKTUBHOUN OIEHKU MEePeHOCUMOCTU (hU3MUecKOoit HATpy3Ku (IIKana
Bopra) (Borg scale)

Opurnnannnoe Ha3Banme: Borg rating of perceived exertion scale (RPE scale)

Hcrounuk (ounmaabHbiii CalT pa3padoTIYNKOB, MyOIUKALNS C BAJIMIANMEH):

https://www.brianmac.co.uk/borgscale.htm Borg GA (1982). "Psychophysical bases of perceived exertion". Med Sci
Sports Exerc. 14 (5): 377-81. doi:10.1249/00005768-198205000-00012

Tun (MoAYepPKHYTD): 1IKANIA OLEHKU

Ha3nauenune: cyObeKTUBHAS OLIEHKA TIEPEHOCUMOCTHU (PM3UIECKOIl HATpy3Ku

Copaepxanue: MaumeHT nony4yaeT UHCTPYKLMU MO OLLEHKE OAbILLKM BO BpeMsi GU3n4eCKoi Harpy3ku:
ot 0 6annoB — CNOKOHOE AbIXaHWe, HeT OLLYLUEHUS 04bIKKN 1 ganee — Ao 10 6annoe, Korga oAbIlLKa MakCUMarnbHa.

Bann BbIpaXeHHOCTb OAbILLKM
0 OTCyTCTBYET

0,5 04eHb, O4eHb cnabas (eaBa 3ameTHas)
1 04eHb crnabast

2 cnabas

3 yMepeHHast

4 6Gornee Taxenas

5 Tsxenas

6;7 04eHb Tsxenas

8;9 04eHb, O4EHb TXenas
10 MakcuManbHas

Kntoy (MHTepnpeTaums): NpOBOANTCS CPaBHEHUE C pe3y/bTatamu TecTa, NPOBEAEHHOr0 paHee ([0 Havana Tepanuu, Ha GpoHe Tepanum u T.4.)
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