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TepMuHbI U onpeaeIeHUs

Jloka3zaTeabHasi MeIMLIIMHA — HAJJIeKaIllee, MOCIIeI0BaTeIbHOE U OCMBICIIEHHOE UCIOJIb30BaHNE
COBPEMEHHBIX HAWIYYIIUX JO0Ka3aTelIbCTB (pe3ylbTaTOB KIMHUYECKUX HCCIEeOBaHUIl) B
Mpoliecce MPUHATUS PEHICHUN O COCTOSTHUU 3/I0POBbsI U JIEUeHUU nanuenTa [ 1].

3a0oJieBaHNe — BO3HMKAIOIIEE B CBS3M C BO3JICHCTBHEM MATOr€HHBIX (PAaKTOPOB HAPYIICHUE
NESATENIbHOCTH ~ OpraHu3Ma,  pabOTOCHOCOOHOCTH,  CIIOCOOHOCTH  aJalTHpPOBAThCS K
M3MEHSIOIIMMCS YCIIOBUSIM BHEIIHEH M BHYTPEHHEH Cpebl MpU OJHOBPEMEHHOM H3MEHEHUH
3aIUTHO-KOMIIEHCATOPHBIX U 3aIIUTHO-IIPUCIIOCOOUTEIBHBIX PEAKIIUI 1 MEXaHU3MOB OpraHu3Ma
[2].

HNHcTpyMeHTAIbHAST THATHOCTHKA — JIMarHOCTHKA C MCIOJIB30BAaHUEM Ui OOCIEIOBaHUS
NanueHTa pa3IuyHbIX TPUOOPOB, alnapaToB U HHCTPYMEHTOB.

Hcxon — mr060¥ BO3MOXHBIN Pe3yJIbTaT, BOSHUKAIONIMK OT BO3JACHCTBHS IPUYUHHOTO (HaKTOpa,
IpOoUIAKTUYECKOTO0 WIIM TEPalleBTUYECKOTO0 BMEIIATENbCTBA, BCE YCTAHOBICHHBIE U3MEHEHUS
COCTOSTHUS 3[TOPOBbBSI, BOSHUKAIOIINE KaK CIIEJICTBUE BMeEIIATEIbCTBA [ 3].

Kiannuyeckoe ucciieqoBaHue — J1000€ UCCIEIOBaHKUE, TPOBOAMMOE C y4acTHEM 4eJOBeKa B
KayecTBE CyObeKTa IS  BBISBJICHUS  WJIM  TOATBEPXKICHHS  KIMHHUYECKUX  W/WIH
dapmakonorudeckux 3(PpQPeKToB UCCIICTyEMbIX MPOAYKTOB W/WIM BBISIBICHUS HEKEIATCIBHBIX
peakuii Ha uCCleayeMble MPOAYKTBI, W/MIM W3YYEHHs WX BCACBHIBAHUS, DPACHpPEICICHHS,
MeTaboIM3Ma U BBIBEICHUS C IIEbI0 OLIEHUTh UX 0€301acHOCTh U/ Ui 3 ()EeKTUBHOCT. TepMHUHBI
"KIIMHMYECKOE HUCTIbITaHue" U "KIIMHUYECKOEe UCCieI0BaHue" SIBISIFOTCS CHHOHUMaMH [4].
KonduukT nHTepecoB — cutyanus, Ipu KOTOPOH y MEIUIIMHCKOTO WM (apMaleBTUYECKOro
pabOTHUKA MpPH OCYLIECTBICHUM HMU MPO(PECCHOHAIBHON NeATEeIbHOCTH BO3HUKAET JIMYHAs
3aMHTEPECOBAHHOCTH B MOJYYEHUHU JIMYHO JHO0 Yepe3 MpeCTaBUTENs KOMIAaHUN MaTepHabHON
BBITO/IBI WJIM MHOTO NPEUMYIIECTBA, KOTOPOE BIMAET MM MOKET INOBJIMATH HAa HaIJEKallee
MCIIOJIHEHUE UMH NPO(PECCHOHAIBHBIX 00s13aHHOCTEHN BCIIEICTBUE POTUBOPEUHS MEKIY JTUUHOMN
3aMHTEPECOBAHHOCTHI0 MEIUIIMHCKOTO pabdOTHUKA WM (hapMalleBTHUECKOro paboTHUKA U
WHTEpecaMu MaiuenTa [2].

JlabopaTopHasi [MArHOCTHKAa — COBOKYNHOCTb METOJOB, HAIpPABJICHHBIX Ha AaHAIU3
HCCJIETyEMOT0 MaTepuaa ¢ HOMOUIbIO PA3JINYHOTO CHEUATN3UPOBAHHOTO 000PYAOBaHUS.
Jlerounasi runepTreH3usi — MaTOPU3NOIOTMYECKOE COCTOSIHHE, IJIsi KOTOPOTO XapaKTepHO
NOBBILIEHUE  JABJICHMs B  JIETOYHOM  apTEpHUH, AaCCOLMUPOBAHHOE C  PAa3BUTUEM
IPaBOXKEITYI0YKOBOH Cep/IeUHON HEAOCTATOUHOCTH U MPEXKAEBPEMEHHOM rMOeNbI0 MAIlIeHTOB.
JlekapcTBeHHbIe TNpenapaTtbl — JIEKapCTBEHHBIE CPEICTBA B BHJIE JIEKAPCTBEHHBIX (opm,
pUMEHsIeMble 711 TPO(QUIAKTHKH, AUATHOCTUKU, JEUeHUsl 3a0o0JieBaHuUs, peaOuInTaluu, s

COXpaHEeHMsI, IPEAOTBPALLCHUS WU MpepbIBaHUs OepeMEeHHOCTH [5].
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MennunHckuii padoTHMK — (u3MUYEcKoe JIHI0, KOTOPOE€ HWMEET MEIUIIMHCKOE WM HHOE
oOpa3oBaHue, paboTaeT B MEIUIMHCKOW OpraHu3allid U B TPYAOBBIE (JAOKHOCTHBIC)
00513aHHOCTH KOTOPOTO BXOJIHUT OCYILECTBICHUE MEIUIIMHCKOM JeATEIILHOCTH, TH00 (usmueckoe
JULO, KOTOPO€  ABISIETCS  WHAMBUAYAJIbHBIM  NIPEANPUHUMATENIEM, HENOCPEICTBEHHO
OCYIIECTBISIOIUM MEIUIIMHCKYIO S TeNIbHOCTD [2].

MenunuHcKoe BMeIIATE]BCTBO — BBHIMOTHICMbIE MEAWIIMHCKIM pPa0OTHUKOM U HWHBIM
pabOTHUKOM, UMEIOLIUM IIPABO Ha OCYIIECTBICHUE METULIUHCKOM JEATENbHOCTH, II0 OTHOILIEHUIO
K MalMeHTy, 3aTparuBaroiue GU3NYecKoe Uil MCUXUUYECKOe COCTOSHUE YeIOBeKa U MMEIOLINe
npoUIAKTHYECKYIO, JUAarHOCTHYECKYHO, ne4ebHyto, peadbUITUTAIIMOHHYIO 1581071
HCCIIEIOBATEIbCKYIO HAPABICHHOCTh BUIbI MEAUIIMHCKUX OOCIIEIOBAaHUHN W/UIM MEAULIMHCKUX
MaHUTYJISAIUH, a TAKXKE HCKYCCTBEHHOE MPEphIBaHNE OEPEMEHHOCTH [2].

Moaudpukanusi o6pa3a KM3HM — MEPONPHUATHS, HANPABICHHbIE HA HOPMAIM3AIUI0 BEca U
XapaxkTepa MUTAHMs, IBUTaTEIbHON aKTUBHOCTH, LIETIbI0 KOTOPBIX SIBJISIETCS CHUKEHUE CEPAEUHO-
COCYAMCTOIO pUCKa.

I[MauueHT — QU3MUECKOE JHIIO, KOTOPOMY OKAa3bIBACTCS MEAMIIMHCKAs MOMOIIb WM KOTOpOE
00paTHIIOCh 3a OKa3aHWEM MEAMIIMHCKON MOMOIIY HE3aBUCHMO OT HAJIMUHUS y HETo 3a00J1eBaHus
U OT €ro COCTOSTHUA [2].

IMocaenoBareqbHass komOuHupoBanHas JIAI' cnenuduyeckas Tepanmuss —  3TO
MOCJIeI0BATEIbHOE Ha3HAYCHUE IBYX U 00JIee pasHbIX KJIACCOB CHENH(PUIECKUX penapaToB s
JICYCHHMS JIETOYHOU TUIIepTeH3uu [6].

Paboyasi rpynna mo paspa0doTke/aKTyaau3aluM KJIMHHYECKHX PEKOMEHJAauuid — 3TO
KOJUIEKTUB ~ CHELMAJIUCTOB, paboTaloOmIMX COBMECTHO M  COIVIACOBAaHHO B LEJX
pa3pabOTKH/aKTyanu3aui KIMHUYECKUX PEKOMEHIalui, U HECYIUX OOIIYI0 OTBETCTBEHHOCTh
3a pe3yNnbTaThl JAaHHOU PaOOTHI.

CuHAPOM — yCTONYMBAsE COBOKYITHOCTh Psi/ia CHMIITOMOB C €IMHBIM ITATOr€HE30M [7].
CocTosiHne — U3MEHEHUs OpraHM3Ma, BOSHUKAIOIINE B CBSI3U C BO3/IEHICTBEM TATOTEHHBIX /WU
busHoNIOrHUeCKUX (PaKTOPOB M TPEOYIOIINE OKA3aHUS METUITMHCKOW moMontH [2].

CraproBas komOunupoBanHas JIAI' cnmemuduueckasi Tepanusi — 5TO OJHOBPEMEHHOE
Ha3Ha4YeHHe JIBYX U 0oJiee pa3HBIX KIAcCOB CreupUIeCKUX MPenapaToB AJs JEUEHUs JETOUHOMI
runepreHsuu [6].

Te3uc-pexoMeHnaaums — MOJ0KEHUE, OTpaXkaroliee NOPSAI0K U IPABUIbHOCTD BBITIOJTHEHHS TOTO
WIM WHOTO MEAMUIIMHCKOTO BMEIIATEeNbCTBA, HMEIOIIET0 JI0Ka3aHHYI A((EeKTHBHOCT U
0€3011aCHOCTb.

YpoBenb aocroBepHocTH aokaszareabcTB (Y1) — creneHb yBepeHHOCTH B TOM, YTO

HalIeHHbIN 3 PEeKT OT MpUMEHEeHUsT MEAUIIMHCKOTO BMENIaTeNbCTBA SBJSETCS HICTUHHBIM [ §].
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YpoBenb yoenuteabHocTH pexkomenaauuii (YYP) — crenenb yBepeHHOCTH B IOCTOBEPHOCTH
s dexTa BMEIIATETbCTBA U B TOM, YTO CJIEZOBAHUE PEKOMEHIAIMSM MPUHECET OOJIbIIE TOIb3BI,
4yeM BpeJa B KOHKPETHOU cuTyarmu [8].

Heabp MeAMKaMeHTO3HO# Tepanuu — cTaOMIBHOE JOCTHIKEHHE HU3KOT'O PUCKa CMEPTHOCTH [9,

10].

1. KpaTkasi undgopmManus no rpynie 3a00j1eBaHNi UJIH COCTOSTHUI

1.1. Onpenesenue 3ad01eBaHUs

Jlerounasi runeprensusi (JII') — remoguHamuueckoe U NaTo(QU3MOJIOTHUYECKOE COCTOSIHHE,
KOTOPOE XapaKTepU3yeTCs MOBBIIICHUEM CPEIHETO JAaBieHus B Jierounoit aprepuu (1JIA)>20 mm
PT. CT. B IOKOE, U3MEPEHHOI0 IIPU Ype3BEHO3HO KareTepusaiuu cepaia (YBKC) [11, 12].
HopmajibHble 3HaYeHUsi [aBJeHHs] B JIEr0O4HOil aprepum B nokoe — cpennee JJIA
(cpIJIA) <20 mm pr. cT. [13].

JlaBiieHUe 3aKJIMHHMBAHMS B Jero4Hoil aprepuu (/I3JIA) KOCBEHHO OTpa)aeT /IaBJICHUE B
JIEBOM IIPEICEPINN U KOHEUHO-/IMACTOJINYECKOE AaBJIEHUE B JIeBOM xenynouke (JIK).
Jlerounoe cocynucroe conporusJiienne (JICC) —pacueTHslil oKka3aTesb, OTPaXarOUUi TSHKECTh
MOpaXEHHsI apTepHalbHOTO pycia Mmanoro kpyra kpoBooOpamienus (MKK) — otHomienue
TpaHcneroydoro rpagauenra (cplJIA - IA3JIA) k cepaeunomy BbiOpocy (CB), uzmepsiemslii B
enuHunnax (exn.) Byzaa [uis nepeBoja B IMH X ¢ X ¢M-5 BeMUYUHY B ell. Byna cienyer yMHOXKHUTh
na 80] [13-15].

IIpexanuansipHasi Jero4Hasi runepTeH3us — remoauHamuueckuid Bapuant JII' mpu cpIJIA >
20 mm pT. cT., I3JIA < 15 mm pr. ct., JICC > 2 en. Byna [12].

I[MocTkanuiisipHas JieroyHasi TMNepPTeH3usl — reMoanHaMuyeckuit Bapuant JII' nmpu cpIJIA >
20 mm pr. cT. 1 JI3JIA > 15 mm pr. cT. [12].

Kom0OnHnpoBaHHasi NOCT-/MpeKanWLUIAPHAs JIerOYHAasl TMIEPTeH3Usl — FeMOJMHAMUYECKUAN

Bapuant JII" ipu cp/IJIA>20 mm pt. ct., A3JIA > 15 mm prt. ct. u JICC > 2 en. Byna [12].

1.2. Knaccuduxauusi rpynnsl 3a601eBaHUi WK COCTOSTHHI

JII' oObuHO sBAAETCS CHUHAPOMOM, aCCOOUHUPOBAHHBIM C PA3JIMYHBIMU CEPACHHO-
COCYIIUCTBIMH M PECIUPATOPHBIMU 3a00JICBAaHUSAMU W KpalHE pEIKO TMPEICTaBIseT COO0M
caMmocTosiTeNbHOE 3a00JeBaHue, Kak B ciaydae uauonatuueckoi (MJIATD) unm HacnencTBEHHON

JeroyHoi aprepuanbHoi runeprenzuu (HIIAT).
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Knunnueckas knaccudukanus JII' BKItO9aeT 0saTh rpynn, o0beAMHEHHBIX IPU CXOJACTBE

HaTO(l)I/BI/IOJIOI‘I/I‘-IeCKI/IX MCXAaHU3MOB, KIMHUYCCKUX W TI'CMOAWHAMHUYCCKUX XAPAKTCPUCTUK,

o x010B K yieuenuto (Tadoa. 1) [11, 16].

Tadoauna 1. Kimanueckas kiaaccudukanus

|. JIecounas apmepuanvhan zunepmen3us
(JIAT).
1.1. Xouonamuueckas
1.1.1. Ompuyamensvhoiii mecm na
8A30pPeAKMUBHOCNTb
1.2.2. llonoocumenvHolii mecm Ha
68A30pPeAKMUBHOCNTb
1.2. Hacneocmeennasn *
1.3. Unoyyuposanmnas nekapcmeeHHbLMU
npenapamamu u mokcuHamu *
1.4. Accoyuuposannas c:
1.4.1. Bpoorcoennvimu nopokamu cepoya
(npocmule cUCMEeMHO-1€204Hble ULYHMbL)
1.4.2. Cucmemnvimu 3ab0nre6anusimu
COEOUHUMENILHOU MKAHU
1.4.3. BUY-ungexyueti
1.4.4. [lopmanvuou eunepmen3uet
1.4.5. lllucmocomoszom
1.5. JIAI ¢ npuznaxamu nopasicenus
JI€20UHBIX 8eH/ KANULIAPO8 (1e20UHAsl BEHO-
OKKIIIO3UOHHAS OOJIe3Hb/ 1e20UHbI
KANUAPHbLU 2eMAHSUOMAMO3)
1.6.1lepcucmupyrowas JII" HosoposrcoenHvix

11l. JIezounan cunepmensus, cenazannasn c
namono2ueil 1e2Kux u/uiu 2UnoKcueil:
3.1. XObJI

3.2. Pecmpuxkmuensie 3a001€8aHUsl Ie2KUX
3.3. Jlpyeue 3abonesanus 1eekux ¢
PECMPUKINUBHO-00CMPYKMUSHBLMU
HapyuleHusAMU

3.4. l'unoseHmunsyuoHHbIU CUHOPOM

3.5. I'unoxcus 6e3 3abonesanuil 1eckux
(6vicoxocopnas JII')

3.6. Anomanuu pazsumus neckux

IV.JIT, ceazannas c oocmpykuyueii
J1€204HOll apmepuu’

4.1. Xporuueckas mpomobosmbonuueckas JII'
4.2. Jlpyeue obcmpykyuu 1ec04Hou apmepuu

1. Jlecounaa zunepmen3us, ceazannasn c
3a001€8aHUAMU J1€6bIX OMOEN08 CEPOUa.
2.1. Cepoeunas HeOOCmMamoyHOCMb:
2.1.1.c coxpanennoii gppaxyueti vlopoca

2.1.2.co cHudICeHHOU UU YMEPEHHO CHUNCEHHOU
@paxyueil svlopoca

2.2. Knanaunas namonozus

2.3. Bpoowcoennas/npuobpemennasn
CepoOeyHo-coCcyOUCmas Namoao2us,
npuoosas K nocmrxanuiiaprou JII'

V. JIezounan zunepmen3usn Heuzgecmnozo u/
UIU CMEUAHHO20 2CHe3aq.

5.1 I'emamonocuueckue 3a601e6aHUs.

5.2 Cucmemnvle Hapywienus

5.3 Memabonuueckue napyuieHus

5.4. Xponuueckas noueunas
Hed0CmamoyHoCcmy c¢/0e3 2emoouanusa

5
5
5.6. Qubposupyrowuii meouacmunum
3 ploMDemeraeK oI P2

ecreocmeue sImMoonuU onyxoJjiesblmu
KlemkKkamu

[Mpumeuanus: * Cpeou nayuenmos HJIAL, JIAL, unoyyupoanHotul iekapcmeamu/moKCuHamu, Kaxk
npu HJIAL', evloensromcsa noodzpynnvl ¢ OMPUYAENbHBIM U NOJOACUMETbHBIM MeCmoM Ha

sasopeaxmusHocmy [12].

C yderoM nonoxxeHuit 6-ro BeemupHoro cummnosuyma o JII' u pekomenganuit ESC/ERS

2022r. B KIIMHUYCCKYIO Knaccn(bmcaumo BHCCCHEI CIICAYIONIUC U3MCHCHUS:

1. B rpynme | (JIAD') cpenu mammentoB UJIAT, HJIAT; JIAT, uHAyIMpOBaHHOM JeKapcTBaMHu/

TOKCHMHAMH, BBIIEISIFOTCA MOAIPYNIBl € OTPUUATENBHBIM M TOJOKHUTEIBHBIM TECTOM Ha
Ba3opeakTUBHOCTH [12]. Tlpu Hanmu4um pe3epBa Ba30PEAKTUBHOCTH MAIMEHTHI C YKa3aHHBIMHU

dopmamu JIATI' umeroT yHUKanbHBIA (peHOTHI ¢ ONArONPHUATHBIM TeYEHHEM 3a00JIeBaHHS HpPU

10
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Ha3HaueHuM OyokaTopoB KanublueBblx KaHaloB (BKK) B MakcuManabHO NMepeHOCHMBIX 103ax
(pa3men 3.2.2.1).

[To maHHBIM POCCUICKOTO PErucTpa, Hanbosee YacToi NPUUNHON accounnpoBaHHoi JIAT
ABIISAIOTCS BpoxaeHHbIe mopoku cepaua (BIIC) - npocteie cuctemMHo-serounsie myHThl (36,6%)
(pasmen 4.1) [17]. JIAT' ¢ mnopaxkeHueM JIETOYHBIX BEH M KaOWLIAPOB (JIErovHas
BEHOOKII03MOHHAas 6os1e3ub (JIBOB) /nerounsiii kanuuisapabiil remanruomaro3 (JIKIY), kotopas
XapakTepu3yeTcs HeOIaronpusTHBIM IPOrHO30M U CONPSDKEHA ¢ PUCKOM Pa3BUTHSI OTEKa JIETKUX
npu HazHadeHuu JIATD-cnenuduueckoid Tepamnuu, COTJIACHO KOHCEHCYCY J3KCIEpPTOB 6-TO
Bcemupnaoro cummnosuyma mo JII', Bxmouena B rpymmy | [11, 15]. DTo 00ycaoBiaeHO TeM, 4TO
BOBJICUECHHUE B MTATOJIOTMUYECKHUH MPOIECC JIETOYHBIX BEH/ KaMUIIPOB MOKET HAOII0aThCs U TIPH
3a00JI€eBaHUAX, ACCOLIMMPOBAHHBIX C pa3BUTHEM JIAI', B 4aCTHOCTH CHUCTEMHOMN CKJIEPOAEpMHUU
(CCH). Knunuueckas u remoguHamuueckass kaptuHa JIBOB/JIKD' B OonbLIMHCTBE Ciiy4yaeB
coorBercTByeT JIAI, a mpu THCTOJIOrMYECKOM MCCIEAOBAHUU, HApALy C W3MEHEHUSAMH
BCH/KaIMJLISIPOB, MMEETCSI BBIPAXKEHHOE peMOjeIupoBaHue Jierounsix aprepuon [11]. JIBOB/
JIKI' MOXHO 3armofo3puTh IMPH HATUYUK NPO(ECCHOHAIBHOTO KOHTAaKTa C OPraHUYECKUMHU
pacTBopHTeNIIMH (TPUXIIOPATUIICH U JIP.); CHIDKEHHOH 1 ()y3nOHHO# CLIOCOOHOCTH JIETKUX IS
moHokcuna yriepona (DLCO < 50% oT mOMKHOTO); BBIPRKEHHON THIIOKCEMUU; YTOJILIEHUS
CeNTaNbHBIX JMHUH, IEHTPOIOOYISIPHBIX U3MEHEHHI MO THUIy «MAaTOBOTO CTEKJIa» MapeHXUMBI
JIETKUX, YBEJIMUYEHUS pa3MepoB JHUMQOY3JIOB CPEIOCTEHHS IO JaHHBIM KOMIIBIOTEpHOU
tomorpaduu (KT) opranos rpyauoit knerku [11,15,18].

1. B rpynme |l B xauectBe npuuuns! JII' uCKiItOUeH CHHAPOM OOCTPYKTUBHOTO alHO? CHA, YTO
00yCIJIOBIIEHO OTCYTCTBHEM JOKa3aHHOW NPUYMHHO-CIICJICTBEHHOW CBSI3U; B CTPYKType ITOU
TPYIIbI YKa3aHbI TUTIOBSHTHIISAIMS M TUIIOKCHSI O€3 MaTOoJIOTHH JIeTKKX (BbicokoropHast JII') [12].
2. B rpynne IV, kak u panee, Beigenstorcs XTOJII u npyrue 3a0oneBaHus, CBSI3aHHbBIE C
OOCTpyKIIMEH JIETOYHOM apTepHH.

3. B rpymne V npobaenena ¢opma JII' mpu TpOMOOTHYECKOW MHUKPOAHTHOIATHU JIETKHX
BCIICAICTBHE AMOomuu onyxosieBbiMu  kietkamu [12]. Tlpu cnoxueix BIIC umerorcs
remoanHamuueckue Hapymenus B MKK no tuny npe- n/unu noctkanwsipaoit JII' (B Tom yncie
JII' mpu BIIC ¢ yHUBEHTpHUKYISpDHOM IeMOIMHAMUKONM M cermeHTapHas JII' B oTaenbHbBIX
CerMEHTax JIeTKMX 3a CUYeT aopTOJIETOYHBIX KoJulaTepayiel), YTO TMO3BOJMIO POCCHUICKUM
JKCIEepTaM coxpaHuTh noiarpynmy cioxsbix BIIC B rpynme V, HecMOTps Ha HW3MEHEHHUS B

pexomenpanusax ESC/ERS 2022r. [11,15].

Tab6auna 2. ['eMomuHamMuyeckas KiaccuuKanus

Onpeoenenue Xapakmepucmuku Knunuueckue zpynnut

Jlecounas eunepmensus | Cpeonee [[JIA >20 mm pm.cm. Bce sapuanmur JII'

11
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llpexanunnapuas Cpeonee IJ/IA >20 mm pm.cm. |.Jlecounas apmepuanvras

necounas eunepmenzus | [3JIA < 15 mm pm.cm. 2UnepmeH3usl.
JICC >2 e0. Byoa . JIT, cesaszannas c
namonozaueti 1e2Kux u/uau
2unokcuetu.

V. JIT, ceazannas c
obcmpyKyuell 1e204Hol
apmepuu.

V. JII" neuzeecmmuoeo u/ unu
CMEUIAHH020 2eHesd.

Hszonuposannas Cpeonee [{J/IA >20 mm pm.cm., Il. JIT, ceazannas c
NOCMKANULIAPHASL J[3JIA > 15 mm pm.cm. namonozuell 1e8blx 0moenos
nezounas cunepmensus | J1 cepoya.
C V. JII" heuzeecmmnozo u/ unu
C CMEeUanHo2o 2enesd
Kombunuposanmnas EpedudtyddliA >20 mm pm.cm.,

nocm-/npexanunnsaprasn | J3JIA>15 mm pm.cm.
neeounas cunepmenszusa | JICC>2 eo. Byoa

B 2018r. akcnepramu 6-ro Bcemuproro konrpecca mo JII' paHee oOmenpuHSATHIN
nuarHoctuueckuit kpurepuid JII (cpIJTA >25 mMm pT.cT.) 66T M3MeHeH Ha cp/IJIA > 20 MM pT.
CT., @ HOBbIMU KpuTepusiMu npexkanwuisipaon JII' cramu cplJIA > 20 mm pr. ct., A3JIA < 15 Mmm
pt. ct., JICC > 3 en. Byna [18]. B pexomennanusax ESC/ERS 2022r. moporosbie 3HaUCHHS TSI
BennuuHbl JICC cHmkeHsl 10 2 ea. Byna ¢ ydyeToM BepxHero mpejena HOPMaJbHbBIX 3HAYCHUM
storo nokasarens [12,13] (Ta6m. 2). Ilpu 3ToM crneayer moI4epKHYTh, UTO JOKa3aTelbHas 0aza B
otHomeHuu 3¢ dextuBHocTH/ O6e3omacHocTH JIAT-cienmduyeckux mpenapaToB MOJyuYeHa B
PaHIOMU3UPOBAHHBIX KOHTpoiHpyembix ucciegopanusix (PKW), B koTopble BKIHOYAINUCH
nanuents! JIAD (rpynna |) mpu cpIJIA > 25 mm prt. c1., A3JIA < 15 mm prt. c1. 1 JICC > 3 en.
Byna [12]. HeoOxomumo quHammHueckoe HabmrogeHue mamnueHtoB co cpIJIA 21-24 mwm pr.cT.,
JICC 2,1 no 2,9 en. Byna.

JICC 3aBucHT OT IUIOLIa/IM MOBEPXHOCTH TeJla U BO3PACTa, y JIMIl MOXKUIOTO BO3pacTa,
ke MPU OTCYTCTBUM CEPJCYHO-COCYAMCTON MATOJOTHH, KAk IMPaBHIIO, OTMEYarTcs Oolee
BoIcokue 3HaueHus [14]. Benuuuny JICC HE0OXOANMO YUUTHIBATD ISl HCKIFOUCHHS TIOBBIIIICHHSI
JUIA 3a cyeT yBenuueHHUs JIETOYHOTO KPOBOTOKA WJIHM TOBBIIEHUS BHYTPUTPYAHOTO JAaBJICHUS
[12]. Xors Bepxmeit rpanmueit JI3JIA B HOopMme cuMTaeTcss BeIMYMHA 12 MM pT. CT., B
pexoMenaanusax no JII' u koHcencyce EBpomeiickoro ofiiecTBa KapJHOJIOroB MO CEpASUHOM
HepoctatouHoctu (CH) npeanosken 60see BEICOKHI mopor uist fuarHocTiuku CH ¢ coxpaneHHon
¢paknueii Beiopoca (CHc®B) (JI3JIA>15 mm pr.ct.) [6,12,19]. B PKU 1no usyuenuro JIAT -
crenuduaeckoit Tepanuu ucnoib3oBasics mopor mias J3JIA < 15 mm pr.ct. Ilpu coxpanenuun

naHHoW BenuuuHbl J[3JIA kak kputepus npekanwnisipHod JII' BaXHO MMeETh BBHIY, YTO 3TOT

12
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MOPOT SBJIETCS IPOU3BOJILHBIM, YTO TpeOYyeT yUYUTHIBaTh (PEHOTHUIT MAUEHTA, (PAKTOPBI pUCKA U
nanHble 3xokapauorpadguu (OxoKI'), Brimouas o6bem jesoro mpeacepaus (JIII), mpu
YCTaHOBJICHHH TIpe- U noctkanmwusiproi JII' [12].

[Ipexammmnspaas JII' otmeuaercs y manuentoB ¢ JIAD (rpymma |), mpu maToioruu JIerkux
w/wn runokcemun (rpymma 1), mpu ob6crpykuuu nerounsix aprepuii (rpymma 1V) u npu
HeKoTophIx monrtunax rpymmsl V. Iloctkanumispaas JII' HaGmtonaercs Mpu MaToJOTHH JIEBBIX
orneno cepaua (rpynna Il), moxer umers mecto npu JII' rpynnel V uiam uM301MpOBaHHOM
MOPKEHUH JIETOYHBIX BeH Win Kamuuisipos (JIBOB/JIKT).

[Toctkanunnspuas JII' onpenensiercst mpu nosbiienun cplJIA > 20 mm pr.ct. u A3JIA >
15 mm pt.ct. Benuuuna JICC ucnons3yercs s YCTaHOBJIEHUS MAIMEHTOB CO 3HAYUTEIIbHBIM
NpeKaNnMUIIPHBIM KOMIOHEHTOM— KOMOHMHHUpOBaHHas mocT-/ npekanwuipHas JII (> 2 en.
Byna). Panee mis XapakTepUCTHKHA BOBICUCHHS B MATOJIOTHYECKHH MPOIECC JIETOYHBIX
aprepuit/aprepron npu nocrkanwuisipaord JIIT momumo JICC pexomMeHIOBanIoOCh OlLEHUBATh
JUACTOJIMYECKUN IMYJIbMOHAIbHBIA TI'PAaJUEHT, KaK pasHUIly MexAy auactoiaunueckum JUJTA
(JJTA) u JI3JIA [15,16,18]. Cornacuo pexkomennpanusm, ESC/ERS 2022r. mist onpeneneHus
HpEKAMUUIIPHOTO KOMIIOHEHTA J0CTaTOYHO OlleHKH uckmountenbHo JICC [12]. M3onupoBanHas
noctkanuuisipHas JII' ycranasnusaercs npu JICC <2 exn. Byna.

[Ipu nossimenun cp/IJIA >20 mMm pt.cT. B couetanuu ¢ Hu3kum JICC (<2 ex Byna) u
J3JIA <15 MM pT.CT. y NaLlUEHTOB UMEETCSI YCKOPEHHbIHN JIETOYHBIH KPOBOTOK U, KaK IPABUIIO,
HecMoTps Ha Hanuuue JII', mocneaHsisi He COOTBETCTBYET KPUTEPUSIM Mpe- UITU MOCTKAMUIIIIPHON
JIT'. 3TO reMOAMHAMHUYECKOE COCTOSTHIE MOXKET OBITh ONMCAHO TEPMUHOM «HEKJIacCupULupyemast
JIT'» [12]. Takue manuentsl Moryt umets BIIC, 3a0oneBaHue NEYCHH, MATONOTHIO JISTKUX WIIN
TUIEPTUPEO3 B KauecTBe NMpUUMHbI NoBbilIeHUs cp/lJIA, uTo TpeOyeT TiaTenbHON AMarHOCTUKU
U COOTBETCTBYIOIIETO JIEYeHUs (B YaCTHOCTH, XUpypruueckoit koppekiuu BIIC).

Jlnst onleHKH (YHKLIMOHAIBHOTO cTaryca 0onbHBIX JII' mpuMeHseTcs: peKOMeH10BaHHas
Bcemupnoii opranmsanueit 3npaBooxpanenus (BO3) B 1998r. ¢pynkmonanpHas kiaccupukams
Heio-Mopkckoit  kapamonorndeckoit accoumammu  (NYHA) i Gomsbix CH  (Ta6m.3)
[6,12,15,16]. Orenka pynkuuonansHoro kinacca (PK) NYHA/BO3 ucronb3yercs A1 pyTHHHOR
OLICHKM CTaTyca MalMeHTa Ha BCEX JTalax OKAa3aHUM MEJUIMHCKOW IOMOIIM, ONPEIEIICHUS

nporHo3a u 3 (HEKTUBHOCTH TEPATTHH.

Tab6auua 3. OynkuuoHanbHas kinaccugpukanus (BO3)

Knacc Onucanue
| K Hem oepanuuenuti pusuueckou akmusHocmu, omcymcmayom 00bluKda,
yemanocms, 601U 8 2pyou Ul NPeCUHKONAIbHblEe COCIMOSHUS.
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Il K Jlezckoe oepanuuenue gusuueckot akmusnocmu. JJuckomghopm 6 noxoe
omcymcmeyem, HO 00blUHAs PUULECKAs AKMUBHOCIb Bbl3blEaem
NOBLIUEHHYIO 00bIUKY, C1ADOCHb, 001b 8 2PYOHOU KlemKe Ul
NPeCUHKONAIbHbIE COCMOSHUSL

I oK 3Hauumenvroe ocpanuuenue Qusuyeckol akmusHocmu. B cocmosuuu noxos
ouckomghopma Hem, HO (hu3UUECKASL AKMUBHOCTNb MeHbULE 0ObIYHOU BbI3bIBAE
NOBLIUEHHYIO 00bIUUKY, YCMAIOCHb, O0b 8 2PYOU UNU NPECUHKONANbHbLE
COCMOSHUAL

IV oK OO0vlwka u/unu ycmanocms 8 COCMOAHUU NOKOSL Y CUTUBAIOMCS NPU
MUHUMATbHOU husudeckoll akmuenocmu. Mocym 6bimsb npusHaxu
npagod’Ccey00UK080L HeOOCMANMOYHOCMU.

1.3. OcobGenHocTu KoaupoBaHHus 3a0osieBaHUsI MO MeKIYHAPOAHOH CTATHCTHYECKOI
KJIaccupukanuu 6os1e3Heil 1 NpodieM, CBA3aHHBIX €O 310POBbeM

Jpyrue GopMbl cepedHO-TIerouHoi HemoctarouHocth (1.27):

1.27.0 — IlepBuyHas JIero4Hasi TUIIEPTEH3HS

1.27.2 — JIpyras BTOprYHas JIeTOYHasi TUTIEPTCH3HS

1.27.8 — JIpyrue yrouHeHHbIE ()OPMBI JIETOYHO-CEPACYHON HEJOCTATOYHOCTH

1.4. DnuaeMuoJ0rus rpynnsel 3a00J1eBAaHNA UM COCTOTHU I

JII' siBnsiercst T100a1bpHOM MTpoOIeMoli 37JpaBOOXpaHEHUs: BCTpeyaeTcsl mpuMepHo y 1%
JKUTEJIe MUpa, a B BO3pacTHBIX rpymnmnax crapuie 65 ser- B 10% ciydyaeB B CBSI3U C BBICOKOM
paclpoCTpaHEHHOCThIO — marojoruu  cepaua u  Jserkux  [20].  3aboneBaemocth M
pacIpoOCTPaHEHHOCTh B Pa3IMUYHBIX KIMHMUYecKuX Tpynmnax JII' cymecTBeHHO pasnudaercs,
OJTHAKO BEYIIeH IPUIHHON SBIISIETCS MATOJIOTHS JIEBBIX OTIENIOB ceplla U Jerkux. HezaBucumo
OT TUIa OCHOBHOTO 3a00JieBaHMs pa3BUTHE U mporpeccupoBanue JII' cBsA3aHO ¢ HapacTaHueM

CHMITTOMOB U MOBBIIIEHHOW CMEPTHOCTHIO [21].

I'pynna |. JIAI' otHOocuTcs Kk uuciy opdaHHBIX 3a00J€BaHMN, MOITOMY OCHOBHas
uHpopmanus o 3a00JIeBa€MOCTM UM  paclpOCTPaHEHHOCTH B MOMYJSIIMU IOJyYeHa B
HAl[MOHAJBHBIX M MEXKIYHAapOJHBIX PETUCTpax. B SKOHOMHYECKM pa3BUTBIX CTpaHax
3aboseBaeMoCcTh U pacnpocTpaneHHocTh JIAIT cocraBnsier 6 u 48-55 cnydaeB Ha MUJUTHOH

B3POCJIOTO HACEJICHHS COOTBETCTBEHHO [12].

B OonpmmucTBe peructpoB WJIAD sBusiercs Hambosee pacrpocTpaHeHHOU (opmoit
rpymmbl | (10 50%), manee cienytor JIAI, acconmupoBaHHas ¢ CHCTEMHBIM 3a00JieBaHHEM
coenunutenbHoll Tkanu (Ct3CT), BIIC u mopranbHas runepTeH3us (MOPTOMYJIbMOHANbHAs
runeptrensus) [6,12]. [To manHBIM poccuiickoro perucrpa, Cpenu 740 BIEpBbIC BBISIBICHHBIX
naimenToB  JIAIT 'y 40,9% mnontBepxkaena WIIAD, Haumbonee dYacTbIMH TNpHYMHAMHU

aCCOLIMUPOBAHHBIX (OPM OBLIH MPOCTHIE CUCTEMHO-JIerouHble IyHTHI (36,6%) 1 CT3CT (19,3%).
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VY poccuiickux narpentoB nuaruo3 JIAIT ycranaBiuBaics B Bo3pacte 45,2+14,9 ner [17]. B
peructpe Harmmonaneaoro mucturyra 3mopobs CIIA (National Institutes of Health, NIH)
cpennuit Bo3pact nauueHtoB ¢ MJIAI Ha MOMEHT MOCTaHOBKM Juartosa coctaBui 35 + 15 ner
IpU COOTHOLICHUM >KEHIMMH M MyxuuH 1, 7:1 [22]. B Hacrosimiee Bpemsi CUMTAEeTCs, 4TO B
MOJIOJIOM Bo3pacTe Berpedaercs npeumyiiectBeHHo HIIAT, mopaxkast B Ba pasa yailie *eHIINH,
yem MyxkumH [12, 23].

3a mocineaHue TpU AECATUIETUs «a1opTpeT» nauueHToB ¢ MJIAIT m3meHuncs 3a cuer
YBEIMYEHHUS JIOJIM TOXWJIBIX MAIMEHTOB C COIYTCTBYIOUIMMU CEpACYHO-COCYIUCTBIMU
3a0o0yieBaHUsMU- apTepuanbHOl rumneptoHueit (27-42%), oxupenuem (30-38%), caxapHbIM
nuaberom 2 tumna (14%) u umemudeckoi 6onesnpro cepana (10-12%) [15]. Cpeanuii Bozpact
nanueHToB Bo (ppanmysckom u amepukanckoM (REVEAL) perucrpax cocraBun 52+15 net u
53«15 ner coorBercTBeHHO [24, 25]. B peructpe COMPERA nonst marmenToB ¢ MJIAT crapmie
65 ner npeBbicwiaa 64% OpU COOTHOIICHHH KEHIIUH U Myx4uH 2,3:1 [26]. JlekapcTBeHHbBIC
MpenapaTbl/TOKCUHBI, MpHUBOIALIMe K pa3BuTHio JIAI, B COOTBETCTBUE C MNPEASIOKEHUSIMU
skcnepToB 6-ro Becemuproro cummosmyma no JII' kimaccuuuupyroTcs Kak OIpeesieHHbIe U
Bo3MokHbIe (Ta6s.13 nmpuio:kenune b1) [11, 27-30]. OnpenenenHas cBs3b yCTAHABINBACTCS HA
OCHOBAaHUU JIaHHBIX OIUIEMHH, JMHIEMUOIIOTUYECKUX UCCIEJOBAHMI WM  KPYIHBIX
MHOTOIICHTPOBBIX cepuil. Ha BO3MOXKHYIO CBSI3b YKa3bIBalOT cepuu ciyyaeB, korma JIAT
pa3BUBaeTCA NpU NPUMEHEHUH JICKapCTB/ TOKCHMHOB WJIM TPH HA3HAUYEHUH IPENapaTtoB CoO
CXOJTHBIMH CBOWCTBAMU U MEXaHU3MOM JieiicTBus [12].

I'pynna 1. JII" npu 3a0oneBaHusiX J€BBIX OTIEIOB CEp/la SIBISIETCA OJHOW U3 Haubosee
pacnpoctpaneHHbIX (hopm matosoruu (10 80% Bcex mamwmentor JII) [6, 15, 31]. B 2013r. npu
OlIeHKe I1100aapHOoro OpeMenu 6osesneit ormedeHo 61,7 miH. cmyyaeB CH B mupe, 4To B /1Ba pasa
npeBbImaeT ee pacnpocrpaneHHocTs B 1990r. [32]. B EBporme u CIIIA 6onee 80% mamueHToB ¢
CH B Bo3pacrte >65 net. [Moctkammmsipuast JII - u3oi1upoBaHHas WM KOMOMHUPOBAaHHAS 1MOCT-/
HpeKanuuIsipHas, sBJISETCS YacThIM OCJIOXHEHUEM, I1aBHBIM 00pa3oM npu CHc®B, nopaxas He
menee 50% maruentos [33].

Pacnipoctpanennocts JII' yBenmuuBaeTcs 1Mo Mepe HApacTaHUs TSHKECTH KIIAITAHHBIX
MOPOKOB JIeBBIX oTnenoB cepana. JJIA moBemmaercs y 60-70% manmweHTOB C TsDKEITBIMA
muokapautamu [33] u 'y 50% manueHToB ¢ a0pTalibHBIM CTeHO30M [34].

I'pynmna I11. JIT' BeIsiBIsieTCs MpU TSHKENBIX OOCTPYKTUBHBIX U MAPEHXMMATO3HBIX MOPAXKEHHIX
nerkux: mnoseimieHue cpJIA mo 3540 MM pr. cr. umeercs y 1-5% mnamueHToB C
POTPECCUPYIOIIEH XPOHUYECKOH OOCTpYKTHBHOM Oose3nbio sierkux (XOBJI), xpoHuueckoi
JIBIXaTeIbHOM HEAOCTATOUYHOCTBIO, a TAKXKE Y MAlMEHTOB, HAXOJUBIIUXCSA B JIUCTE OXKHUIAHHA

TpaHciutanTanuu Jerkux [35, 36]. [Ipu naunonaruyeckom aerounom Gpuodpose cpIJIA >25 mm pT.
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CT. OBLIIO 3aperucTpupoBano y 8-15% manueHToB B panHel ctaauu 3aboneBanus, y 30-50%- npu
ero nporpeccupoBanuu u 60% - B TepMuHaNbHOM cTaguu [36].

['unokcus ABIsieTCss TPOOJIEMOI 0OIIIECTBEHHOTO 3paBooxpaHeHus y 120 MUJUTMOHOB YEIIOBEK,
MPOXUBAIONIMX Ha BbicoTe Oosee 2500M Haa ypoBHEM MOps, KOTOpbIE IMOABEPKEHBI PUCKY
passutus JII' 1 xpoHuueckoi ropHoit 6omnesnu. [Ipodiema u3zydenus BeicokoropHoit JII' nomkna
pemarbcs ¢ MOMOIIbI0 OOHOBJIIEHHONW METOJOJIOTHH B KPYIMHOMACIITAOHBIX HOMYJISIIMOHHBIX
uccnenoBanusx [37].

I'pynna V. BeisaBisemocts XxpoHudeckoil Tpomoosmoommueckon JII' (XTOJII') B mocnemnue
rOJIbl YBEJIMYUBACTCS 3@ CUET MOBBIIICHUS OCBEJIOMJICHHOCTH Bpadyel U MPOBEACHUSI aKTUBHOTO
CKPMHMHTA y TALMEHTOB C COXPAaHCHHEM OJBIIIKK MOCIE MEePEeHECEHHOW TPpoMO0IMOOoIHH
nerouyHoit aprepun (TOJIA) npu Hamuuumm ¢akTopoB pucka. Ilo JaHHBIM PETUCTPOB,
3a0oneBaeMocCTh U pacrpocTpaneHHOCTh X TOJII™ cocrapnsier 2—6 u 2638 ciydyaeB Ha MIJIJTHOH
B3pOCJIOro HaceneHus coorBerctBenHo [12, 38, 39]. [IlamueHThl € XPOHHYECKOM
TpomMboaMOonmaeckoit 6one3npio serkux (XTOBJI) mpu orcyrctBum JIIT COCTaBISIOT JIHIIB
HEOOJIBIIYIO IO cpe OOJIbHBIX, HAMpaBisieMbIX B eHTpbl X TOJIT [12].

I'pynna V. DOnunemuonornyeckue pganHele 1o JIIT mpu  remMaronoruyeckux,
METabONMMUYECKUX W Jp. HapYHIEHUSIX OTCYTCTBYIOT, 4YTO OOYCJIOBIEHO MHOTO()aKTOPHBIM
naroreHe3oMm, pasButueMm JII' kak NpeKanmwuIsIpHOTO, Tak W mocTKamwuisipHoro Tuma [20].
JlaHHBIE perucTpa B3pOCibIX NAMEHTOB C CApKOUI030M TMoKa3anu, uyTo JII' uacto accouuunpyercs

C MOBBILICHHO 3a00/1€BaEMOCTBIO M cMePTHOCTRIO [40].

1.5. DTHonorus u naroreHe3 rpynnbl 3a00J1eBaHNi MU COCTOSTHUM

I'pymmna |. B ocHoBe pa3sutus JIAT siexaT CTpyKTYpHBIC H3MEHEHUS JISTOUHBIX apTepHid/
apTepUoJI 3a CYET TMIIEPIIa3ul UHTUMBI;, THUIEPTPO(UH, TUIIEPIUIa3UM MEAUU U AJBEHTUIMH C
(opMHpOBaHHEM TEPUBACKYJSIPHBIX BOCHATUTENBHBIX WH(UIbTpaToB u ¢ubdposa [41, 42].
VYcroiuuBblii K anonTo3y (EHOTHN SHIOTEIHANbHBIX KJIETOK, xapakTtepHblid s JIAT,
CIOCOOCTBYET pa3BUTHUIO IUIEKCOT€HHOM apTepuonaTtvuy, MNPUBOASIIEH K CyOTOTaJbHOMN
obnurepanuu npoceeta cocyaa, ysenuueHuo JICC u, B KOHEUHOM UTOre, Ieperpys3ke npaBoro
xenynouka (I1K). dopmupoBanue OHKOMOJOOHOTO, HPOIH(pEPATUBHOTO (GEHOTHIA KIETOK
COCYAMCTON CTEHKHU CBS3bIBAIOT C HapyUIEHHEM MHUTOXOHIPUAIBHOTO JIbIXaHUS U YCUJICHUEM
HHEPreTUUECKON 3aBHCHUMOCTH OT a’pOOHOr0 TIIMKOJU3a, YTO MPUBOAUT K MAaTOJIOIMYECKOM
aKTHBaUH (HAaKTOPOB TpaHCKpumimu [6, 15].

KmtoueBsiM 3BeHOM maTtorenesa JIADT sBusiercs sHAOTeNnuanbHas AUCQYHKIHSA C
THIIEPIIPOAYKIINEH Ba30KOHCTPUKTOPHBIX (3HI0TenuH-1 (OT-1), TpoMOOKcan A2, CEpOTOHHH) U

CHIDKCHHEM CHHTe3a BaszomwiaTupyromux (okcuaa azora (NO), mpocTanukinH) cyOcTaHIMN U
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dbopMupoBaHUEeM NPOTPOMOOTHUECKUX YCIOBUM; pa3BUTHEM BOCHAIMTEIbHBIX pEaKIui B
COCYAMCTOM CTEHKE 3a CUET yTpaThl SHAOTEIMEM aHTHUAATE3UOHHBIX CBOMCTB M ayTOMMMYHHBIX
HapyILICHUN.

Pazsutne u nporpeccupoBanue JIAI' onocpenyercs B3auMOJEHCTBUEM TI'€HETUYECKUX,
snureHeTnyeckux (axkropon (MerunupoBanue JIHK, Mmogudukanuu ructonoB u MukpoPHK) u
(bakTOpoOB OKpyXKaromiei cpeapl. Y TalMeHToB ¢ cemeiHoi ¢opmoii JIAT B 75% ciydaeB
BBISABIISIIOTCS. MyTallul B TeHe, KoaupyromeM peuentop tuna Il k 6eraxy KocTHoro Mmopgorenesa
BMPR2, KOTOpBIi OTHOCHUTCS K CEMEUCTBY TPaHC(HOPMHUPYIOIIETO (paKkTopa pocTa U peryupyet
MPOLIECCHl KIETOYHOM nponudepauuu, a y nanuentoB UJIAIT (cnopanuueckue ciaydan) - B 25%
ciy4aeB [18]. Ilpu cemeitnom anamuese JIAL, HaTMUUKM reMOPPArHyeCKUX TEICAHTHOIKTA3HN Y
NAIMEHTOB BBIBIIAIOTCS MYTAallMX T€HOB, KOJUPYIOLINX aKTHBHUH-PELETITOP-TI0100HYI0 KHHAa3y-1
(ALK-1), sugornun u O6enku cemeiicTBa TpanchopMupymomiero pocrosoro dakropa (BMPR1B,
SMAD?9). Tlpu npoBeICHNU MOJHOTCHOMHOTO CEKBEHUPOBAaHUS y MaiieHTOB JIAT BBISIBICHBI
0oJiee peiIkie MyTallMK B TeHax, KOAUPYIONIMX KaBeosnH-1 u kanuesbie kanans (KCNK3) [6, 15,
16].

OyukunoHanbHoe coctosiHue I[DDK sBnsercs OCHOBHBIM (DaKTOpPOM, OMpEAeISIONIUM
nporuo3 namueHToB JII', KoTopblil HaMpsIMyIO 3aBUCUT OT cTeneHH nopaxenus cocynoB MKK u
MHUOKap/a.

I'pynna Il. 3a0oneBanusi J€BBIX OTIENOB CepAla, BbI3bIBatomme mosbimenue JJIA,
Yype3BbIYaitHO rereporeHHbl. OCHOBHBIM MEXaHHW3MOM pa3BUTHA nocTKanwuisipHon JII sBusercs
IIacCUBHas Iepesiaya MOBBIIIEHHOIO JAaBJICHUs HAIOJHEHMS W3 JIEBBIX KaMep CEpAlla Ha BEHBI
MKK. YBennuenune JIII MOKeET C1y’KUTh paHHUM MapKepPOM CUCTOJINYECKOMN UIIN TUACTOJINYECKON
mucoysakiun JOK. Ha oOmIHOCTh MAaTOreHEeTHYEeCKHX MEXaHM3MOB KOMOMHHMPOBAHHOW MOCT-
/mpexanuiuiaipoit JII' u JIAT' yka3bIBaeT CXOJCTBO I'MCTOJIOTMYECKOH KapTuHBL. [loBbIIeHHOE
BeHO3HOe paasieHne B MKK mnpuBoAUT K MOBPEXIEHUIO 3HIOTENMS, YTO COINPOBOXKIAETCS
yBenuueHueM cekperrn DT-1, ymensmennem npoaykuun NO U CHIDKEHHEM 9yBCTBUTEIHLHOCTH
K Ba30AWJIATHPYIOIIEMY ICHCTBUIO HATPUITypeTHUYeCKUX menTu 108 [31].

I'pynna I11. Bazokonctpukuus cocynos MKK B 0TBET Ha IMIIOKCEMHIO € MTOCIIETYIOIIUM
PEMOJEINPOBAHUEM APTEPUNA M apTEpUOJI — KIHOYEBOE 3BeHO nartoreHesa JII' mpu maronorun
JIETKUX, YTO TMOJATBEPKIACTCS HAIMYMEM KOPPEISIUOHHOW CBSI3M MexAy BenuunHou cp/lJIA,
napiuaibHbeiM qaBinenneM kuciaopoaa u DLCO [35, 36]. [TapagokcanbHbIi OTBET Ha THITOKCEMHIO
cocynoB MKK MoxxeT OBITb T€HETHUECKH JE€TEPMHUHHMPOBAH. YCTaHOBJIEHA CBS3b MEXIY
pasButHeM JII' y manueHToB ¢ maTojoruei Jerkux U HocutenbcTBoM LL-nonumopdusma B reHe
SHTT mnepenocunka ceporonnHa. Hapsiny ¢ stum, runepnponaykius IT-1, ¢gakropa Hekposza

omyxoJiel anbda, TPaHCHOPMHUPYIOIIETO POCTOBOTO (hakTopa Oera, COCYyIUCTOTO POCTOBOTO
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dakTopa, a Takxke IMOBbIMICHHE YpoBHS C-peakTUBHOro Oenka MOATBEPKIAIOT OOIIHOCTH
NaTOT€HETUYECKUX MEXaHM3MOB pa3BuTHs JII' mpu nmaTonoruu jerkux Uy nauueHTtos ¢ JIAT
JlononauTenbHBIMUA (aKkTOpaMu pucka pa3BuTus JII' SBISIOTCS METa0OTUYECKHI CHUHAPOM,
MHCYJIMHOPE3UCTEHTHOCTh U aCCOLMUPOBAHHBIN C HUMU OKHMCIIUTEIbHBIN CTpecC, MPUBOIAIINN K
Pa3BUTHUIO SHAOTEIUATBLHONU JUCPYHKIIUH.

I'pynna V. B natoreneze XTOJII' moMruMO XpOHHYECKOH O0OCTPYKIIUM TPOMOOTHYECKUMHU
MaccaMH JIETOYHBIX apTepUil 3JIaCTUYECKOrO THIA WIPAeT poJsib JUCTalbHAsl JIETOYHAs
BackynonaTtus. Pa3Butue 3a0osieBaHUSI CBS3BIBAIOT C HaApYyIICHHEM MpolieccoB (GpuOpuHOIN3a,
aHTHOTeHe3a, PaHHUM pa3BUTHEM (UOPO3HBIX U3MEHEHUIN M BTOPUYHOI BacKyJonatuel, B TOM

YHUCJIC BCJICACTBUC MTATOJIOTMYCCKOI'O BOSIIGP’ICTBHSI Pa3BHUBHIUXCA A0OPTO-JICTOYHBIX KonnaTepanei/'I

[43].

2. JluarHoctuka 3adojieBaHusi (rpynnbl 3a00/ieBaHUH HJM COCTOSTHMIA),
MEIUUMHCKHE MOKA3AHUA W NPOTHBOMOKA3AHUSA K NPUMEHEHHI) METO/0B

AHATHOCTUKH
Huarnoctuueckum kpurepuem JII spisiercst noBeimenne cp/IJIA> 20 mm pT. CT. B TOKOE

npu UBKC [12].

Ilenpt0o  KOMIUIEKCHOrO  oOcienoBaHUs — sBIseTCA  ycraHoBieHue auarHo3a JII,
olpeieieHue KIMHUYECKON IpyIIibl, TeMOJUHAMUYECKOIO TUIA, (PYHKIMOHAIBHOIO CTaTyca y
Bcex manueHtoB JII, a Takke mnpodmis pucKa CMEPTHOCTH y Bcex mnamueHToB JIAT
[6,12,15,16,44,45].

OtanaMu nuarHoctuku JII sBasgroTes:

. CKpuHMHT, BKIIIOHarOImuil c6op kanol, olleHKy (akTopoB pucka pazsutus JIAT,
onpenenenue BepositHoctu JII' mpu momoru TpanctopakanbHoi OxoKT .

. Uckmouenne Hanbosee yacTeix npuunH JII' - 3a0oneBanmii 1€BbIX OTIENOB cepALa
(rpynma Il), maronoruu nerkux (rpymmna 1) u XTOJIT (rpymma V).

. Bepuduxauus nuarnosza JIAI, XTIJIT, Tsoxenoit JII' npu UBKC, onpenenenue
Ho3oJsorndeckon popmsl JII'.

. Onenka ©K (BO3).

. CrpaTtudukarys pucka CMEpTHOCTH y Beex marenToB JIAT [6,10,12,15,16].

VYuurbiBas =~ OTCYTCTBHE  IaTOTHOMOHMYHBIX  cumnToMoB JII'  u  mmpokyro
pacrpoCTpaHEHHOCTh IMATOJIOTUM TPU Pa3IMyYHbIX 3a0oieBaHMsX, auarHoctuka JII' Tpedyer
MYJbTUAUCIUILIMHAPHOTO MOJAX0/la U YETKOro COOJIIOJIEHUSI TUArHOCTHYECKOTO ajropuTMa C
UCKJIIOUEHHeM Hanbosee yacThIX nMpuuuH pa3sutus JII' u BeriBineHuem 6onee peakux ¢opm. o

JaHHBIM pOCCHﬁCKOFO peructpa, McaAuaHa BPpEMCHU OT ,Z[C6IOT8. CHUMIITOMOB J10 NOATBCPIKACHU A
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muarnoza JIAI' npu UBKC y marmmentoB JIAT cocraBmser 52,8 mecsima [17], y mamueHTOB

XTDJIT- 14 mecsiuies [44].

2.1. ’Kano0nlI M aHaMHe3

— Pexomenpayercs cOop aHamHe3a W JKajno0 y BceX NAIMEHTOB JUIsl yrouHeHust reneza JII
[6,12,15,16,44,47,48].
e« PKOIC(YYPC,VYIA5)

KommenTapuu: Cumnmomamuka JII' 3nauumenvro sapovupyem 6 sasucumocmu om npusurol JII',
accoyuupo8aHHo020 COCMOAHUSA, conymemeaylowel namoao2uu. Ha pannux cmaousax cumnmomul
JII' 6o3Hukarom npu 6ulnOIHeHUuu @uU3UYecKUx HAaAcpy30K U, 21A6HbIM 00pA30M, C8A3aHbI C
oucynrxyuei IDK [6, 49]. B oebrome 3abonesanusi nayuenmol nNpeovsasIsiom HcaioObl Ha
00bLWKY, KOmopas npozpeccupyem no mepe meyeHus 3a00/e8aHus; NOBbIULEHH)IO
YMOMAAEMOCMb, CIAOOCMb, 201080KpYIHceHue. Ha no3onux cmaousx noasistomes CUHKONAIbHble
COCMOSHUSL U/UNU CUMRMOMbL npasodicenyooukosoti CH: omeku Hoe, cenamomezanus, acyum,
nynvcayus wetinvix een [12, 15, 44]. V nayuenmos ¢ onumenvuvim meuenuem JIAI moocem
803HUKAMb 001€60U CUHOPOM 8 2pYOU N0 MUNY AHSUHO3HO20. [Ipuuunamu wwemuu muoxapoa
Mocym Obimb OMHOCUMENbHASL KOPOHAPHAA HedocmamodyHocms eciedcmeue Huskoco CB u
nosviueHHo20 Hanpaxcenus: cmenku IDK, cunokcemus, komnpeccust 1e60t KOpOHAPHOU apmepuul
anespusMamuyecku pacuupenHou ne2ounou apmepueu (JIA). Ilpu cunopome Oiizenmenzepa
Jle2oyHbvle KposomeueHus: pecucmpupyromes 6 43% cnyuaes u A61810Mcs NPULUHOL CMEPIMHOCTNU
v 8% nayuenmos [45, 48]. Hcmounuxom kposomeuenus 6 90% ciyuaes cuysicam uzmeHeHHble
OpoHxuanvHvlie apmepuu, Komopwvle Hauboiee 4acmo 8vlANAI0Mcs y nayuenmos ¢ JIAI na gpone
BIIC. 'V nayuenmos 6e3 BIIC kposoxapkanve ecmpeuaemcs 6 1,5-6% cayuaes [6, 15].
3nauumenvroe pacuwiupenue JIA mooicem Ovimb NPUYUHOU OUCCEKYUU ULU PA3PLIEA, UMO
KAUHUYECKU CONPOBOHCOAEMC MAMNOHAOOU cepoyda.

2.2. DusukajabHoE 00c/IeI0BAaHUE
— PekoMenayeTcs mpoBOAUTH BU3yalIbHBINM OCMOTp TepaneBTU4Yeckuii BceM narueHTam ¢ JII mos
BBISIBIICHHS CIICIIU(PUUECKUX KIMHUYCCKHUX TPOsIBICHUI 3a0oeBanus [6,12,15,16,44,47,48].

e PKOIC(YYPC, VY] 5)

Kommenrapun: Qusukanvhoe o0ciedosanue Modcem 6blA8umb 603MONCHYI0 npuuuny JII'.
Teneaneuosxmasuu, s136eHHOE NOPAdCEHUE KOHUUKOS NANbYE8 U CKIEPOOAKMULUS XAPAKMEPHDbL
onsa CC/], kpenumayus Ha 800xe MOdCem YKA3bl8amb HA UHMEPCMUYUATbHOEe 3A001e6aHUe Ne2KUX
(U3J1); cocyoucmule 36e300uKu, MeCMUKYIAPHASL ampodus u naibMapHas 3pumema — HaA
3aboneeanue neuenu [6, 47-49]. Ilpu obuapyscenuu cumnmoma «bapabannvix nanodex» /
«HACOBLIX CMEKON» MONCHO npeononoxicums BIIC ¢ yuanozom, U3JI unu namonoeuro neuenu [12,
15, 48]. Ilpu ocmompe nayuenmos npoeooumcs: nyivcokcumempus. y nayuenmoe HIIAI
noKazamenu camypayuu Kuciopood HAXo05mcs 6 npeoenax HOPMbl, Npu OOHAPY’CEeHUU
decamypayuu 8 nokoe u npu Hazpyske ciedyem 3ano0o3pums namonaoeuro aeekux uau BIIC c
BEHOAPMEPUATLHBLIM — UYHMUpOBaHuem Kposu. Hanuuue oughghepenyuposannozo yuanosza
(HOpMANbHBIU YEem KONCHBIX NOKPOBOS GepXHEll NONOBUHbI Meld ¢ NPUSHAKAMU YEeHMPATbHO20
YUAHO3a HUMNCHEL NOJOBUHBL Med, CUMNIMOM OaApabaHHbIX NANOYEK U YACOBLIX CHEKO MObKO HA
namvbyax Hoz) yKazvleaem HA HAaUuue CUHOpoma Dl3eHMeHeepa HA @QOHe OMKPbIMOo2o
apmepuanvrozo npomoka. Ilpu pazeumuu npagoscenyoouxosoti CH y nayuenmos ommeuaromes
Habyxauue u ny1bcayus WeHblX 6eH, 2enamome2anus, nepugepuyeckue omexu, acyum.
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Ilpu ayckynvmayuu 1eekux y nayueHmos ¢ 8blpadceHHol 00blUKOU npu nocmranuaiapuo JI'
BBICIYUUBAIOMCA MENKONY3bIpUamble XpUunsvl 8 HUNCHUX OMOeNax 8 COYemanuu ¢ NnoaodceHuem
OpmonHo?. AYCKyIbmamueHas KapmuHa 6 1e2KUx Modxcem Oblmb He usMeHeHa y nayuenmos ¢ JIAI
[16, 49]. IIpu ayckyremayuu cepoya svlciyuusaemcs akyeHm emopo2o moua Ha JIA - ooun u3z
KAI0YeBblX (husuxanvuvix npusnaxos JII. B pade ciyyaes onpedensiemcs CUCMOIUYECKUL ULYM
MPUKYCNUOATLHOU  pecypeumayuu, npu ouramayuu JIA ¢ pazeumuem OmMHOCUMENbHOU
HeO0CMamoyHoCmy 1e204H020 Klanana- ouacmoaudeckuil uiym I pexema Cmunna. ¥ nayuenmos
c cunopomom ODlzeHMeHeepa Npu HAIUYUU 00IbUI020 OedeKma wymM WYHMA MOdCem He
BbICIYUUBAMNBCS, UMO CEA3AHO C OMCYMCMEUEM UIU MUHUMATbHbIM 2PAOUEHMOM OAGleHUs 8
obnacmu oeghexma npu evicoxou JII' [15, 45, 48].

2.3. JlabopaTopHasi AMATHOCTHUKA

— Bcem nanuentam c JII' pekomeHnyercs NpoBeJeHHE Pa3BEPHYTOro O0MIero (KIMHUYECKOTO)
aHaJIM3a KPOBHU C OLEHKON YpOBHSI IreMOIJIOOMHA U TeMaTOKpUTa, KOJIMYECTBA SPUTPOLIMTOB,
JCHKOIMTOB, TPOMOOIIUTOB, CKOPOCTH OCEJAaHUS DJPHUTPOIMTOB B paMKax MEPBUYHOTO
oOciiezioBaHus, TIPU TMOCTYIUICHMH B CTallMOHAp W B MpoIecce TUHAMUYECKOTO HAOIIOICHUS
Kaxapie 6-12 mecsues [6,12,15,16,44,48].

e PKOIC (YYPC,YIA5)

KommenTapuu: B xiunuueckom auanuze Kpoeu ciedyem OYeHUmv YPOBeHb 2eMOo2100uHa U

cemamoKkpuma, Haludue Muxkpoyumosd. Bn’ZOpI/lllellZ pumpoyumos Hacmo ecmpedaemcs 'y

nayuenmos ¢ JII' npu BIIC u namonoeuu neekux [47, 48].

— Bcem mammentam c¢ JII' pekoMeHI0BaHO NPOBEACHHE OMOXMMHYECKOTO aHaIM3a KPOBH
o0mieTepaneBTUUYECKOro (MCCIIEJOBAaHUE YPOBHS Kallus, HATPUs, XJI0pa, TIIOKO3bI, KPEeaTHHUHA,
oOuiero Oenka, MOYEBHHBI, MOUEBOM KHCJIOTHI, 00IIero OmnupyOrHa, MPsIMOTO M HENPSMOTo
OwmpyOuHa, orpesieNicHue AKTUBHOCTH acmapraTaMHHOTpaHchepasbl u
alaHMHAMUHOTpaHc(epa3bl) B paMKaxX MEPBHYHOTO OOCIEOBaHMS, MpPH TMOCTYIUICHUU B
CTaIlMOHApP | B MPOIECcCe THHAMUYECKOT0 Hab o IeHus Kaxapie 3—6 mecsues [6,12,15,16,44,48].

e PKOIC(YYPC,YIAS)

KommenTapuun: @yukyuoHanibHvle Ne4eHOYHble  mMeCcmvl  MOSYm — NOBLIUAMbBCA  NpPU
Odexomnencayuu npagoxcenyoouxoseor CH wunu na Gone mepanuu anmacoHucmamu
aHOOmMeNuHo8vlx peyenmopos (AIP). VYposenv mouesoul Kuciomel modxcem Oblmb MAPKEPOM

mscecmu CH, 00naxo modicem nogpluiamuscs u Ha poHe mepanuu OuypemuKamu.

— Pexomennyercs ompeneneHue ypoBHs jkeine3a, (QeppUTHHA, KOIPPUIMEHTA HACHIIICHHS
TpaHchepprHa KeJIe30M B KPOBH Y TTAIIUEHTOB C CHHAPOMOM DiizeHMenrepa, ripu JII' ¢ pazsutrem
aHEeMUH B paMKaxX MEpPBUYHOTO OOCIIEeNOBaHMs, NMPU TOCTYIUICHUH B CTAIllMOHAp W B Tpoliecce

JUHAMHUYECKOIro HaOIoIeHus Kaxapie 6-12 mecsies [6,12,16,47,49].
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e PKOIC(YYPC,VYIA)5)
KommenTapuu: JKenezodeguyumnoe cocmosinue Habnooaemcs noumu y noai08UHbl NAYUEHMO8
¢ cunopomom Duzenmeneepa u UJIAI [6,15,48].

— Bcem mamumentam JIAD, momywaronum sedenne ADP (amOpusentana**, OGoszeHTaHa™*,
MaruTeHTaHa**), PEKOMEHIYETCS €XKEeMECSIIHOE oIpeieicHne AKTUBHOCTH
acrapTaTaMUHOTpaHCc(epasbl U alaHUHAMUHOTPaHC(hEepas3bl B KPOBH UIsl OIICHKH OE30MaCHOCTH
tepanuu [6,12,53].

e EOKIC (YYPA,VIA2)

Kommentapum: QyHKkyuoHanvbtbie neuenoutblie mecmul MoO2ym NO8bIUAMbCA HaA OHe mepanuu
ADP [16,47,49,50].

— Bcem mamumentam JIAD, momywaronum sedenne ADP (amOpusentana**, OGoszeHTaHa™*,
MalMTeHTaHa**), peKOMEHIYeTCs ©XKEMECIIHOE OIPE/IeNICHIE YPOBHS TeMOTIIO0MHA B KPOBH IS
OLICHKH Oe3onacHocTH Tepanuu [6,15,16].

e EOK IC (YYP A, VI 2)

Kommentapuu: Onpedenenue yposHs 2emo2ioduna sa6iaemcs 00513amenbHblM Mmecmom Ha QoHe
nevenusi ADP, mepanus xkomopvimu 0o 15% cayuaes ocnodcHaemcss CHUNCEHUEM YPOBHS

eemoznobuna [6,12,49,50].

— Bcem mamuentam ¢ JII' pekoMEeHI0BaHO BBHITIOJHEHHE KOAryJaorpamMmbl (OPUEHTHPOBOUYHOTO
uccienoBanus cucrembl remMoctasa) (AUTB, I1TB, 11, D-gumep, dbubpuHOTreH, aHTUTPOMOUH),
olpeziesieHue MEeXIyHapoJHoro HopManuzoBanHoro otHomenus (MHO) B pamkax nepBUYHOTO
o0crneoBaHus, PU MOCTYIJICHWU B CTAI[MOHAP U JIajliee Kaxpie 6—12 mMecsieB Juisi TMarHOCTHKU
HapYILCHUI reMocTa3a u MporHo3a prcka kpooreuenuii [15,16,44,47].

e PKOICKYYYPC,YIAS)

— PexoMeHnayeTcs nucciieJJoBaHue YpoBHS CBOOOIHOIO TPUHOATUPOHUHA, CBOOOIHOTO TUPOKCHHA
U TUPEOTPOITHOTO0 TOPMOHA B KPOBHU y BceX manueHToB ¢ JII' mpu nepBudyHOM 00cCie10BaHUU AJIs
BBISIBJICHUSI TATOJOTHMM IIMTOBUJHOW JKEJIe3bl W TMpU YXYALIEHUU TEYeHHs] 3a0oJjieBaHuUs
[15,16,17,47,48].

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

Kommenrapum: V nayuenmos c JII' yacmo écmpeuaromces 3a6071e6anus Wumo8UOHOU JHcele3bl.
Tlamonozcus wumouonoll dcenesbl Modcem 3ampyOHAmMb OUASHOCIMUKY U Jledenue nayuenmos JII°

unu yxyouwams mevenue 3aoonesanus [49,51].

—Pexomennyercs omnpeneneHue COAEpKAHUA AHTUTEN K  KapAWOIUIIMHY, AaHTUTEN K
dochomunumam, aHTHTEN K OeTa-2-TIMKONPOTEMHY B KPOBH y TAIMEHTOB C ITOJ03PCHHUEM Ha

XTOJIT" nns BeIsiBIIeHUs PakTOpoB pucka [15,16,44,52].
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e PKOIC (YYPC, YII5)

— PexoMenayercs onpeneneHue coaep:kaHus aHTUTEN K aHTUureHaMm sapa kiuetku u JJHK y Bcex
nanueHToB ¢ nmogo3peHueM Ha JIAT s uckitodenus accoruanuu ¢ Ct3CT [6, 16,17,49].

e EOKIC(YYPB,Y/IA2)
Kommenrapuu: V nayuenmos c JII' Odocmamouno uacmo ecmpeuaemcsi NOGblUUEHUE
anmumykieaprvlx anmumen 6 Huzkom mumpe (1:80). [Juacnocmuyeckum mumpom onpedenenus
AHMUHYKIIEAPHBIX AHMUMeN MemooomM umMmyHnoguroopecyenyuu cuumaemcs mump > 1:160, npu
KOMOpoM cliedyem OyeHums CHeKmp aHMUSAOepHLIX aHmumen 6 yeusax ouggepenyuanvhol
ouaenocmuxu CC/J unu nepexpecmno2o cunopoma, Komopbvle Hauboee 4acmo MaHugecmupyom
JIT' [6,16,47,49].
— Pexomenayercs uccnenoBaHue ypoBHsI HaTpHilypeTuueckoro nentujaa Mmosroporo (BNP) umu
N-TepmuHaIbHOTO (pparmenta Harpuidyperndeckoro mporentuna mo3roBoro (NT-proBNP) B
KpOBH y BCceX manueHToB ¢ JIAI' B paMKkax MEepBUYHOTO OOCIEAOBAHUS M Jajee Kaxaple 6—12
MECSIIEB C IIEIbI0 cTpaTu(UKaIMK prucKa cMepTHocTH [6,16,17,49,50].

e PKOIC(YYPB,YI/]2)
Kommentapuu: BNP u NT-proBNP ocmatomcs eOuHcmeenHblMuU PyMUHHbIMU OUOMAPKepamu,
Komopule 2(heKmusHo UCNONL3YIOMCA 6 KIUHUYECKOU Npakmuke O/ OYEeHKU HPOSHO3A
nayuenmog JIAI" u oyenxu pezynomamog newenus [279].
— Bceem nanumenram JII' ¢ aHeMMeN TsKEIOW WM CPEJHEH CTENEHM TKECTH, a TaKXKe IpHU
MOJI03PEHUH Ha KPOBOTEUEHUE PEKOMEHI0OBAHO OIPe/IeNIeHHEe OCHOBHBIX I'PYII KPOBHU 110 CUCTEME
ABO, anturena D cuctemsl Pesyc (pesyc-dakrop), denorumna no antureram C, c, E, e, Cw, K, k
U OTIpe/IeJICHNEe aHTHIPUTPOLUTAPHBIX AHTHUTEN TPHU MOCTYIUICHHH B CTAlMOHAP UIS PEIICHUS
BOIIPOCA O TIEPEIMBAHUH OJHOTPYIIIIOBOM SpUTpoIMTapHOii Maccer [15,16,48].

e PKOICKYYPC,YIA5)
— Bcem nanuenTam c JII' pekomenioBano onpezaenenue anturena (HbsAg) Bupyca renarura B
(Hepatitis B virus) B kpoBu, antuten k Bupycy renatuta C (Hepatitis C virus) B KpoBH, aHTHTEN
K Onennoil Tpenoneme (Treponema pallidum) B kpoBu, antuten kiaccoB M, G (IgM, 1gG) k
BUpycy uMMyHoaedunuta denaoseka BMY-1 (Human immunodeficiency virus HIV 1) B kpoBw,
antuten kimaccoB M, G (IgM, IgG) x Bupycy mmmyHoxedwurmra dernoeka BUY-2 (Human
immunodeficiency virus HIV 2) B kpoBuM B pamkax NEpBUYHOTO OOCIEIOBAaHUS M MpPU
MOCTYIUICHUH B craroHap [15,16,48].

e PKOICYYPC,YIAS)
Kommenrapum: [lpu kiunuuecku 3HAUUMBIX —OMKIOHEHUAX J1AOOPAMOPHBIX — MeECmoa,

Xapaxkmepuszyrowux @yHKyuo neyeHu, Heobxoo0umo npo8ooums cepoOUaASHOCMUKY 2enamumos
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0151 UCKIIOUEHUsL NOPMONYIbMOHAIbHOU eunepmensuu. Onpedenenue anmumen xknaccos M, G
(IgM, 1gG) k supycy ummyHnooegpuyuma yenosexa BU9-1 u BUY-2 6 kposu neobxooumo ons
uckmouenus accoyuayuu JII' ¢ BU9-ungpexyueii [6,16,48].

2.4. UncTpyMeHTAJIbHAS TUATHOCTHKA

daexTpokapauorpadus
— Pexomenpayercs peructpauus snexrpokapavorpammel (OKI') Bcem maumentam c¢ JII' mpu

IIEPBUYHOM OOCJICIOBAaHMHU U B MPOIIECCE AMHAMUYeCKOro Haomoaeaus [15,16,17,44,48].
e PKOIC(YYPA,VI/]2)

Kommenrapun: Tunuunvivu npusnaxamu JII' na KT aensaiomes: omkioHeHue 1eKmpuyeckol
ocu énpaso, «p-pulmonaley, npusnarxu cunepmpoguu u nepeepysxu IDK, 6rokada npasou Hoscku
nyuka lTuca u yonunenue unmepsanra QTc [6,47,53]. Veeruuenue amnaumyoor 3yoya R u
coomnouenuss R/S 6 npasvix epyomsix omeedenusx, kax IKI-npusnaxu ecunepmpoguu I[DK,
uMerom HedoCmMamounyio 4yecmeumeibHocms (55%) u cneyuguunocms (70%) 0ns npumenenust
C Yyenvlo CKpununea, mozoa kax nepecpysxa 1K sensemca donee uyecmseumenvHbiM NPU3SHAKOM
[54]. Pacuupenue komnnexca QRS u yorunenue unmepeana QTC cauoemenvcmeyrom o msxicecmu
3a601e8aHUsL U ACCOYUUPOBAnbL ¢ Hebnazonpusmuuim npocrnozom JII' [55]. Haocenyoouxoswvie
HAapYyWeHus: pumma dauje 803HUKAIOmM 6 OaleKo 3aueouux cmaousax 3a001e6anus, npueoos K
oexomnencayuu aerenuti CH [6,56]. V 25% nayuenmos c JIAI' 6 meuenue 5 nem nabwooenus
pecucmpupyiomcs mpenemanue Uiy @Guopuiiayus npeocepoull, 3HAYUMENbHO YXyouanuue
APOCHO3 NAYUEHMA NPU HEBO3MOICHOCIU 60CCMAHOBNEHUSL CUHYCc06020 pumma [6,12,15].

Hopmanvuas OKI ne uckniouaem nanuyue JII, 0onaxko npu couemanuu HeusmMeHeHHOU
IKT ¢ nopmanvuvimu yposusmu ouomapkeposé (BNP/NT-proBNP) y nayuenmos ¢ nooospenuem
na JII' unu ¢axkmopamu pucka JII' (nanpumep, nocie ocmpoi TOJIA) umeemcs Huskas
sepossmuocms 3abonesanus [12,57].

Pentrenorpagus opranoB rpyIHoi KJIeTKH

— PexomenayeTcsi mpoBeieHHUE MPHUIIEIBLHON peHTreHorpaduu OpraHoOB TPYTHOM KIETKH BCEM
narueHTam ¢ JII' mpu mepBUYHOM OOCII€IOBaHUM AJIsi YTOYHEHHs] IPUYUHBI 3a001eBaHus, TIPU
TFOCIUTAIM3AIMY U B TPOIEcCce JMHaMU4ecKoro Habmoaenus [15,16,18,44,48].

e PKOIC (YYPA, Y]] 2)

Kommenrapum: [lpu penmeenocpaguu opeanos epyOHOU KIemKU 6blAGIAIMC A NPUSHAKU,
xapaxmepHvle 0nsa namonoeuu aeekux (epynna ) unu 3acmoiinvie sgnenus npu 3abonesanusix
nesvix omoenog cepoya (epynna ), a maxoce cneyugpuueckue npusnaxu psoa peoxux
sabonesanui [45,49]. V 90% nayuenmos UJIAI na momenm nocmano6xku OuazHo3a 6bis6/sIiomcst
namoao2uieckue uzmeneHus 6 sude ounamayuu cmeona JIA (Il oyea no nesomy konmypy cepoya),
00€OHEHUsL Ie20UHO20 COCYOUCIO20 PUCYHKA, PACUUPeHUs npasulx omoenos cepoya [16,18,47].

Tsorcecmo JII' moosicem ne Koppeaupoeamb CO CMeNenblo PERMEH0102UYECKUX UBMEHEHUII.
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KommuiekcHoe nccenoBanue GyHKIMH BHEIIHEr0 AbIXaHUSA ¥ aHAJIN3 I'a30B apTepPHAIbHOM
KPOBH

— PexoMeHayercs MpPOBOIUTH HCCICNOBAHUE CHUpOMETpUUd H JAUPPY3HOHHON CIOCOOHOCTH
Jerkux BceM manueHTaM ¢ JIIT mpu mepBHYHOM OOCIEHOBAaHMHM W YXYAIICHHH TCUCHHS

3a00JIeBaHuUs U1 MCKITIOYEHHUS 1IaTOJIOTHH Jierkux [6,12,15,38,45].

e EOK IC (YVP A, VUL 2)

— Pexkomennyercs npoBOAWTH aHAIW3 ra30B apTEPUAIBHOM KpOBH BceM mnanueHtam JII' ¢
JbIXaTeNbHBIMM HApYIIEHUSMH HpPU IE€PBUYHOM OOCIEJOBAHUU U YXYIIIEHUH TEUCHMS
3aboneBanus [6,12,15,44,48].

e EOK IC (YYP A, VI 2)

Kommenrtapuu: Oyenxa ¢ynxyuu enewneco ovixanusi (©@Bl]) neobxoouma Ons evisenieHus
namonocuu Jneckux u oyewku ee msadcecmu. XOBJI, kax npuyuna eunoxcuueckou JII',
ouazHocmupyemcsi Npu HAIUYUU HeoOpamuMblx OPOHXO00OCMPYKIMUBHBIX USMEHEHUll, Ydcmo 8
couemanuu ¢ yeeluueHuem OoCmamoyHo20 o00vema JlecKux npu 6Ooouniemusmozpaguu u
sozmooicHvim  cHudcenuem DLCO. [lpu ananuze eazogozo cocmasa apmepuanbHOU Kposu y
nayuenmos ¢ XObBJI xapakxmepho CHudiceHue NAPYUAIbLHO20 OAGleHUs KUCIopoOdd 8
apmepuanvriou Kposu (PaOz) npu HOpmanbHOM Uiy NOGLIUEHHOM NAPYUATLHOM Oa6leHUU
yenexucnozo 2aza ¢ apmepuanvrou kposu (PaCO2) [36,47]. Tsowcecmv smepuzemor u/unu U371
oyenusaemcs ¢ nomouvto KT evicokozo pazpewenus. Couemanue smepuzemvl u pubpo3sa neckux
Modicem npusoouUms K NCe80OHOPMANILHOU KApMuHe Npu 8bINOJIHEHUU CRUPOMempul, npu 3mom
DLCO ocmaemcs cnusicennotl, umo mpebyem KOMNIEKCHOU OYeHKU KAK pe3yibmamos yHKyuu
JIe2KUX, MAK U OAHHBIX MEMO008 SU3YAIU3AYUL OJI UCKTIOYEeHUS. OUA2HOCMU4ecKux ouubok [58].

Y nayuenmos JIAI onpedensiemcs neckoe unu ymepenHoe ymeHbleHue 1e204HblX 00bemMo8,
accoyuupoganuoe ¢ msxcecmoio sabonesanus; DLCO cruscaemcs eciedcmeue 6eHMUIAYUOHHO-
neppysuonnozo oucbananca [15,57]. Huskuu yposens DLCO, ocobenno 6 couemanuu co
CHUDICEHUeM ObIXAMEeNbHbIX 00beM08, Modicem ceudemenbcmeosams 06 accoyuayuu JIAI ¢ CC/,
a maxkdce mpedbyem oug@epenyuanvrozo ouaenosa ¢ M3J1 (epynna I11) u JIBOK [16,18]. Kpaiine
nHuskuii ypoeenv DLCO y nayuenmoe c¢ JIAI, onpedenenmwiti xkax 45% om Ooadcrozo,
accoyuupogar ¢ naoxum npoenozom [12]. Ilpu ananuze 2az08020 cocmasa apmepuanbHOU Kposu
v 6onvHvix JIAI PaO2 6 nokoe ocmaemcs é npedenax HOpMbl Uil HECKOIbKO cHudiceHo, PaCO;
CHUDICEHO 6clledcmesue anbeeoasprou eunepsenmunsayuu [49].

Ixokapauorpapus

— Pexomenayercst npoBeaeHue TpaHctopakaibHoi OXoKI' Bcem manueHTaMm C Mojo3peHueM Ha
Hanuuue JII' B kauecTBe CKPUHUHTOBOIO HEMHBA3UBHOTO JTMAarHOCTHUYECKOTO MCCIIEIOBAHUS U B
npoliecce TMHaMHUYeckoro Haobmroaenus [6,12,15,16,18,44,49].

e EOKIC(YYPA, YA 2)

Kommenrapuu: OxoKI' sensemcs eouncmeeHnwviM Haubonee UHGOPMAMUSHBIM
HEeUHBA3UBHBIM OUACHOCIMUYECKUM MEmMOOOM Ol CKPUHUH2A OONbHbIX ¢ nooo3penuem Ha JII'. Bue
3asucumocmu om smuonozuu JII' npusooum x nepeepyske IDK oasnenuem u e2o oucghynxyuu.
OxoKI' nossonsem nonyyums uHgopmayuio o mMop@onocuu npagvix u 1esblx 0moenos cepoyd,
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@yukyuu IDK u JDK, cocmosnuu knananos, a makdce HEUHBAZUBHO OYEHUMb HEKOMOpble
eemoounamuveckue napamempul ([[JIA, oasnenue 6 I111, yoapuwui o6vem (YO) IDK, CB). OxoKI”
makoice A619emcs YeHHbIM UHCIPYMEHMOM, C NOMOUbIO KOMOPO20 B03MOINCHO GbIABUMb NPUUUHY
npeononazaemoll unu yce noomeepoicoennou JII, nanpumep, 6 ciyuasx 3a0071€6aHUL 1€8blX
omoenog cepoya unu BIIC. Tem ne menee, IxoKI ne modcem ucnonv3zosamscs 05 epughuxayuu
ouaenosa JII, ons smoco mpedyemcs nposedenue YBKC. V nayuenmos ¢ ycmanoeieHHbIM
ouaenozom JII' OxoKI' nokasana c yenvto oyenxu npoenosa (npu JIAI) u Ounamuueckozo
Hab00eHUs 3a nayueHmamu Ha gone nposooumou mepanuu [15,16,44,48,59].

Ilpunumas 6o enumanue cemepoceHuyro npupody JII" u ocodyro ceomempuio 1K, nonsimmno
omcymcmesue edurnozo IxoKI -napamempa, komopwiti Mo2 Obl O0CHOBEPHO C8UOEMeNbCMBO8AMb
Kax o naauyuu JII', max u 06 smuonozuu 3a6onresanus. B ceéazu c smum mpedyemcs KoMnIeKCHoe
OxoKI -uccnedosanue, memoouueckue acnekmsl nposedeHUss KOmopo2o noOPOOHO UZNLOHCEHbL 8
coomeememayiouux pexomenoayusix u nyoaruxayusx [60-64]. Haubonee ungpopmamusenvimu
IxoKI-napamempamu 0ona  ouaehocmuku JII'  A61s10mcs  NUKOBAs  CKOPOCMb  NOMOKA
mpukycnudaivhou pecypeumayuu (Nmp) u ee npou3go0Hbvle (RUKOBBIU CUCMOIUYECKUL 2PAOUSHI
oasnenuss Ha mpuxycnuoanvrom kianawe (TK) u pacuemmnas eeruuuna cucmonuueckoz2o JJIA
(pC/JI4) [65,66].

C yuemom nemounocmu HeungazugHou oyenxu oasnerus 8 1111 c nomowwro IxoKI [67] u
yeenudenus owmuoKy usMepeHus: npu UCNOIb308AHUU NPOU3BOOHBIX NEPEMEHHBIX OM CKOPOCMU
mpukycnudaivhou peyepeumayuu [68,69] 6 nacmosawux pexomenoayusx, Kaxk u 8 peKOMeHOAYUAX
EOK [12], & xauecmse xniouego2o napamempa O0as oyenku IxoKI—eeposmuocmu JII'
UCNONIL306AHA  NUKOBASL CKOPOCMb  NOMOKA — MpUKychuoanvHot  pecypeumayuu  (Nmp).
Beposmuocmuwiii nooxoo k IxoKI-ouaecnocmuxe JII” pexomendyemcs moivko npu 006¢iedo8anuu
nepeUUHbIX O0NbHLIX (00 noomeepicoeHus ouacnosa). Beposmuocmov y nayuenma JII'
OYEeHUBAEMCsl KaK HU3KAS, CPEOHSIs UNU 8bICOKAS, 8 3A8UCUMOCIU 0N NUKOBOU CKOPOCHU NOMOKA
MPUKYCNUOATbHOU  pedypeumayuu  (onpedeisiemcsi ¢  NOMOWBIO  NOCMOAHHO-B0IHOB020
O0ONNIEPOBCKO20 UCCIe008aHUA) U Haauyusi 0onoaHumenvuvix IxoKI -npusnaxkos co cmopomwi

acenyoouxos cepoya, JIA, a makace nuscnen nonou éenvt (HIIB) u npasozo npeocepous (I1I1)
(Tabu. 4 u 5).

Tadauuna 4. OmnpeneneHue BEPOSTHOCTH JIETOYHOM THUIEPTEH3UMM HAa OCHOBAaHWUU JaHHBIX
axoKapauorpaduu

CKOpOCTh TPUKYCIUAATBHON Hannuue nonoaHuTenbHbIX Bepostrocts JII' o
perypruTaiuu, M/c Ox0KTI -npusnakos naHHbIM Ox0oKT

< 2,8 uiM He u3MepsieTcs ja* CpenHss
2,9-34 HET CpenHsis

IIpumeyanue: * He0OXOAMMO HAJMYME JOMOJHUTEIbHBIX MPU3HAKOB KAK MUHUMYM U3 2
pa3HbIX KaTeropuii (co croponsl xkeayaoukon/ JIA/ HIIB u ITIT)

Ta6nunma 5. JlononHuTenbHBIE SXOKapAHOrpadUyecKue NpPU3HAKH, MOBBIIIAIONINE YPOBEHb
BEPOSATHOCTH JIETOYHOM TUIIEPTEH3UH B JIONOJHEHUE K U3MEPEHHUIO CKOPOCTH TPHUKYCIINIAIBHON
perypruTaumn

Keaynouku Jlerounasi aprepus HuxHss mosiasi BeHa M NpaBoe
npejacepaue
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Bpewmst yckopeHust KpOBOTOKA B Juamerp HIIB > 21 mm B
CooTHOILIIEHHE THaMETPOB

BbIHOCA1IEM TpakTe DK COYETAaHUH C YMEHBILICHUEM
MIPABOT0/JIEBOTO JKEITYJOUYKOB 0
<105 mc w/unn cnazeHus Ha Broxe (< 50% npu
Ha YPOBHE 0a3albHbBIX
cerMenton > 1.0 CpEIHECUCTOINYECKast BhieMKa |  (hopcHpOBaHHOM BIOXE WU
’ (3a3yOpuHa) < 20% mpu CIIOKOMHOM BJIOXE)

Ymiomenne
. [Tnomane mpaBoro mpeacepaus
MEXOKETyT0YKOBOM 2
CKopocCTh ITOTOKA > 18 cm
MEePEropoJIKN (MHIEKC
peryprutanuu Ha JIK B Hayane
SKCLEHTPUYHOCTH JIEBOTO
JUACTONBI > 2,2 M/C (u3MepsieTcst B KOHIIE CHCTOJIBI)

xenyznouka > 1,1 B cucrony
W/WIA TUACTOITY)

JuaMeTp JISTOYHOTI'O CTBOJIa >

OTHOILIEHUE TUuamMeTpa KOpHs Ao
TAPSE/pCIJIA < 0,55
MM/ MM PT. CT. JTUaMETp JITOYHOTO CTBOJIA
> 25 MM

[ Ipumeuanue: anantuponano [12]: JIK — nerounsiii knanan; Ao — aoprta; HIIB — HuxHss mosasy
BeHa; TAPSE (MM) — cucrommyeckass SKCKypcusi (UOpPO3HOTO KOJIBIIA TPHUKYCIHIATBHOTO
knanana; pC/JIA (mm prt. cT.) — pacuetnas Benuunna CJIJIA no nanasiM OxoKI

B cnyuae musxou eeposmuocmu JIIT pexomenoyemcsi nouck oOpyeux npuyuH, 0ObACHAOUWUX
CUMPMOMAMUKY Y Nayuenma, npu cpeoneu — Hab.iodeHue 3a nayuenmom, 1ubo oociedosanue no
mecmy ocumenvcmea (Ikcnepmuas IOxoKI, nabnooenue xapouonoza), a npu 6bICOKOU —
Hanpasienue O0IbHO2O 8 IKCNEPMHBLL YeHmp 0l 0emaibHo2o oocnedosanus, exnovas YBKC (3a
ucxmouenuem b6oavnvix ¢ JII' epynnot |l — 6cneocmsue 3aboneeanuil negvlx omoenos cepoya —
KOMOPbIM 8 60IbUUHCMEe ClyHaes Hanpasierue 8 skcnepmusiti yeump u YBKC ne mpebyiomcs).

Baoicno oyenusamo nonyuennvie pesynomamvl IxoKI 6 xkaunuueckom xoumexkcme. Ilomumo
OxoKI—napamempos, yposenv eeposmuocmu JII' nosviuwaem nanuyue y 001bHO20 (Paxmopos
pucka JIAI" (C3CT, ocobenno CC/[; nopmanvhoi eunepmensuu, BHY—ungexyuu; cemetinozo
anamuesa JIAT) u XTOJIT (TOJIA 6 anamnese, Haruuue UMnIAHMUPOBAHHBIX BHYMPUCOCYOUCBIX
ycmpoucme 8  npagulx  omoenax —cepoyda; B0CNANUMENbHLIX 3a0071e6aHull  KUUEeUHUKA,
9CCEHYUANLHOU MPOMOOYUMEMUU, CHAEHIKIMOMUS 8 AHAMHE3e, COPMOHANbHAS 3AMeCmMUmenbHas
mepanus  MuUpeouoOHbIMU 2OPMOHAMU 8 BbICOKUX 003aX, HAIuyue 310KAYeCMBEeHHbIX
H08000pa3zo6anull), umo mpebyem 601ee mujamenbHo20 N00X00d K 00C1e008aHUI0 U HAOII00EHUIO
3a smumu kamezopuamu 6oavHuIX. Ilpu Hanuuuu 8vlulenepeducieHHbIX 3a00ae8anutl/ cocmosHutl
KAuHuyeckas eeposmuocms JII' ycnoeno nosviwaemces Ha 1 epadayuio ¢ coomeemcmeyiouumu
usmeHeHuAMU 6 makmuke eedenus [12]. Hecmomps na Kpumuky 6 nocieonee 8pems 6 OmHOUEHUU
neunsasuenou oyeuxku JJIA ¢ nomowwio OxoKI, pacuemnas eenuuuna CIJIA (pCIJIA) na
APOMANCEHUU  OecAMUIemull 0Cmaemcs HeomvbemMaeMol Yacmolo cmanoapmuoeo IxoKI -
npomoxoaa [60,70].

Pacuem CIJIA ¢ nomowwio IxoKI ocHoswvisaemcs na onpeodenenuu nuKo8ol CKOpOCmu
HOMOKA MPUKYCRUOAIbHou pe2ypeumayuu (Vmp) u ucnonv3osanuu ynpoujeHHo20 VpaeHeHUs
bepuyninu 6 couemanuu c oyenxou oaenenus ¢ IIl1. Ilo ynpowennomy ypasnenuto Beprnyniu
paccuumuisaemcs cucmonuyeckuii 2paduenm oaenenusn mexcoy IDK u ITIT: ITcl mk= 4 x Vmp %;
eoe Ilcl Jlmx — nukoewii cucmonudeckuii epaouenm oaenenus Ha TK (= cucmonuueckuii 2paouenm
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oasnenus mexcoy IDK wu IIIl). Jlasnenue 6 IIII (/[nn) mooxcem Ovims paccuumano nymem
usmepernus ouamempa HIIB u eco uzmenenus 6 3agucumocmu om gas ovixanus: ouamemp HIIB
<2,1 cm u cnadenue Ha ¢hopcuposannom 6doxe > 50% ceudemenbcmeyiom o HOPMATLHOM
oaenenuu 6 I111, pagnom 3 mm pm. cm. (8 npedenax 0—5 mm pm. cm.), moeoa kax ouamemp HIIB
> 2,1 cm u cnadenue na gpopcuposannom gooxe < 50% unu < 20% npu cnokouHoM 800Xe 2080psim
o evicokom oaenenuu 6 I111, pasnom 15 mm pm. cm. (8 npedenax 10—20 mm pm. cm.). B cayuae,
ko2oa ouamemp HIIB u ee cnadenue Ha 800Xxe He COOMBEMCMEYIOM 0003HAYEHHBIM UHMEPBANAM,
Modicem ObIMb UCNONB30BAHO NPOMENCYMOUHOe 3HAUeHUe, pagHoe 8 Mm pm. cm. (8 npedenax 5—
10 mm pm. cm.). Ilpu omcymcmeuu obcmpykyuu na nymsax ommoka uz IDK (cyacenus
svinocawe2o mpaxkma I DK, necounozo cmenosa, 6 m.y. HQOKIANauHO20) CUCMONIUYecKoe 0agieHue
8 Npasom dicenyo0ouKe CUUMArm YCI08HO PABHBIM CUCOIUYECKOMY OABLeHUI0 6 JNe20YHOU
apmepuu. B smom cayuae gpopmyna ona pacuema CIJIA creoyrowasn: pCHIIA=IIcI [imx +/nn.
Bepxnuii npeden nopmut pacuemnoii senuuunvt CIJIA (pCHJIA) naxooumces 6 ouanasone 35 - 40
mm pm. cm. [60].

B xkpynnom oonoyenmosom uccnedosanuu [11] ¢ evicokumu romnemenyusmu 6
npogedenuu IxoKI na xocopme 1695 nayuenmos (72% u3 nux 6viiu ¢ paziuunsimu gopmamu
JIT') svisasnena xopowas xoppensiyus medxrcoy pCIHIIA no IxoKI ¢ C/[JIA no danneim YBKC. B
9MoM ucciedosanuu makaice Ovlia onpeoenena nopozogas eenuuuna pCJ/JIA=36 mum pm. cm.,
komopas coomgeemcmeoganra cpJIA=25 mm pm. cm. no oannvim YBKC, ¢ xopowumu
Xapaxkmepucmukamu 01 HeUHBA3UBHO20 OUACHOCMUYecKo20 mecma (yyscmeumenbHocmv—871%);
cneyuguunocmo—79%,;  npoenHocmuueckas — yewHocmv  nonodxcumenvuozo  (91%) u
ompuyamenvrozo (70%) pesynomamos, ouacHocmuyeckas moyHocms — 85% 04 eviaenenus JII'.
Ilo oannvim memaananuza 27 uccreoosanuil [12], 6 komopwix nposoounoce cpasuenue pCIJIA u
CIJIA no oannvim YBKC, obwue uyscmeumenvHocms u cneyuguynocms oonnep-OxoKI 6
ouaecnocmuxe JII' cocmasunu 85% u 74%, coomeemcmeenio, a omuouieHue npasoonoooous
nonodcumenvroco pesyromama — 3,2. B cayuae nopozosoti éenuyunvt pCI_JIA >35 mm pm. cm. (c
cybananuz eowno 4 uz 27 uccnedosanuti) uyecmeumenbHocmsv 6o3pocia 0o 92%, a
cneyuguunocms cocmasuna 65%.

Taxum obpazom, 6 nopme pCIJIA <36 mm pm. cm._[Ipu onpedenenuu pCIJIA credyem
NOMHUMb, KAK O BO3MOJNCHOCMU ee HeO0OYeHKU (Manblil, AuUO0 CIUWKOM OOnbUOol 00bem
MPUKYCRUOATLHOU  pe2ypeumayul, HecoenadeHue HanpasieHus ckauupyiowezo Y3-1yua c
Hanpaegienuem Nomoka pezypeumayuu u op.), maxK u nepeoyeHKu (npu O00IbUOM CcepoOedHOM
evlbpoce y nayueHmog ¢ 3a00ne6aHUsMU nevyeHu Uiu Npu cepnosUOHOKIEMOYHOU aHeMUU;
HeBepHOlU OYeHKe NUKOBOU CKOPOCMU NO CHeKmpy NOMOKA MPUKYCNUOAIbHOU pecypeumayuil)
[12].

Iayuenmam c panee ycmanosaieHuvim ouacnozom JII' 6 npomoxone IxoKI -ucciedosanus
cnedyem @uxcuposamv Hanuyue npusHaxkos JIIT ¢ ykazanuem eenuuunwvt pCJ/JIA, umo
0ocmamouHo 0 NepeuuHo2o 368eHa 30pasooxpanenus. B sxcnepmmuvix npomoxonax IxoKI'
MO2ym YKa3vleamvcsi OONOAHUmMenbHule paciemuvle genudunvl [{JIA: cp/l/IA, paccuumannoe kax
no nomoxy TP, maxk u no nomoxy JIP, JJ/IV/IA, a maxace /J3JIA, paccuumannoe no ¢ghopmyne
Nagueh [74]. Bouueyxazannwiii ouacnocmuueckuii aieopumm no swviseienuio JII' ¢ nomowwio
OxoKT, k coxcanenuro, ne écecoa npumenum s bonvhvix ¢ BIIC [48,75]

Baowcnoti  cocmasnaroweii OxoKI -uccnedoseanus saensemcsi OoyeHKa COKpaAmumenbHOu
@yukyuu muoxapoa IDK, komopas onpedensem npocnos nayuenmog c JII. CokpamumenvHas
cnocobrnocms IDK oyenusaemcest ¢ nomowwio yenoeo psioa napamempos: TAPSE— cucmonuueckoii
IKCKYpCUU hpubpo3H020 KOIbYA MPUKYCRUOATLHO20 KIANAHA (MM); )pAKYUOHHO20 USMEHEHUS €20
naowaou (PUII, %), cucmonuyeckol cKopocmu cmeweHus: Koabyd mpuKycnuodaibHo20 Kianaia
8 pedicume UMnYIbCHOU mKanegou oonaepoepaguu (TAPSV wwu S°, cm/c), npodonvhoi
depopmayuu muoxapoa c6ooooHou cmenxku IDK (cmpetin, %; mexnonoeus cneki-mpekumnea), a
makoice, NOMeHYUAIbHO, onpedeineHus @paxyuu evibpoca (DBnoc, %) c¢ nomowwio 3D-—
axoxkapouozpaghuu. [uacnHocmuueckoe u npocHOCMUYECKoe 3HAYeHue umeen HceryO00uUKo80-
apmepuanvroe conpaxcenue IDK ¢ JIA (IDK-JIA), komopoe xapakmepuszyem ¢huzuonocuyeckyio
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aoanmayuro @ynxyuu IDK k usmenenusm eospacmaroweu uaepysku 6 cocyoax MKK (k
CONPOMUBTIEHUIO 8bIOPOCY, M. €. K NOCMHA2PY3Ke) U SA611emcs Hauboiee HAOeHCHLIM MAPKepOM
cokpamumocmu  muoxkapoa. B pymumnom OxoKI uccnedoeanue conpsocenus TIK—-/IA
PEKOMEHOYemcsl OYEeHUBAMb C NOMOWbIO HEUHBA3UBHO2O CYPPO2Amad 5MmMo20 NoKa3ames —
omnowenus TAPSE/pC/J/I4 (N>0,55) [12].

OxoKI—napamempvl maxoice HOCAM CYWECMBEHHbIL BKIAO 8 CMPAMUPUKAYUIO PUCKA
ooavnvix ¢ JIAI (Taon.22. Ipunoxncenue bl ) u oupepenyuanvuoiii ouacnos ¢ JII epynnot 11.
Ha JII" scneocmeue namonozuu negvlx omoenos cepoya ykaswvléaiom npusHaxu yeeauwenus JII1,
cucmonuuecxol/ ouacmoauveckou oucpyukyuu JDK, eunepmpogus muoxapoa JOK u op. (Taoén.
15. Ipunoscenue b1) Ilpu ounamuueckom nabnrooenuu 3a donvuvimu ¢ JIAI na gone JIAI-
cneyuguueckou mepanuu ciedyem odpawams SHUManue He cmoavko Ha usmenerue pCJllJIA
(00bIUHO CHUdICAEMCSL HE CYUeCBEHHO), CKOILKO HA NPUBHAKU 0OPAMHO20 PeMOOeNUpPOBaAHUS.
npasvix omoenos cepoya (ymeuvuieHue pasmepos Il u IDK, ymenvwenue cmenenu
MPUKYCRUOATBHOU pecypeumayuu, unoekca sxcyenmpuunocmu JUK), ynyuwenue nokazameneii
cokpamumenvhol cnocoornocmu muoxapoa IDK u yeenuuenue CB, umo 6ydem ceudemenbcmeom
appexmusnocmu nposooumoti mepanuu [59,76]. Kpome moeo, ciedyem umems 6 6uody, umo
cnudcenue CIlJIA y 6onvuvix ¢ JIAI' 6o3modcno ne moavko 6 pesynomame chudicenus JICC na
@one ycnewHol mepanuu, HO U Ha OHe OeKOMNEHCAYUU XPOHUUECKO20 JIe20UH020 cepoya npu
chudcenuu CB u3z-3a yxyowenus cokpamumenvrou ¢pyukyuu IDK. B smoii cés3u neobdxooumo
oyenueamv ounamuxy CIJIA y nayuenmog moavbko 6 COBOKYNHOCMU C OAHHLIMU O
cokpamumenvrou cnocoonocmu [DK u CB.

— Pexomennyercs mpoBeleHHE 3XoKapauorpaguu ypecnuiieBogHor mamueHtam c¢ JIIT mis

UCKITIOYEHUS BHYTPUCEPACYHBIX MIYHTOB [6,47,48].
e EOKIIaC (YYPB, YI/14)

Kommenrtapuu: Bwisgrenue BIIC — o0na u3 eajxcnvix 3a0auy 6 Oughghepenyuanvho-
ouacHocmuyeckom aneopumme 60oavHoeo ¢ JII', ocobenno npu nooospenuu Ha Oepekm
MeHCNPeOCePIHCHOU Nepe2opooKu No Mmuny 0e@eKkmos 6eHO3H020 CUHYCA U/UIU YACMUYHDBLU
AHOMANLHBIIL  OpeHadc ae2ouHblx 6eH. Haubonee uacmoii npuuunou npexanunnspuou JII'
oCmaromces cenmanvHble Oe@ekmul, OMKPbIMbLU APMEPUATbHBIIL NPOMOK, AHOMANbHBIU OPEeHadC
Jle2OyHbIX 6eH U Opyeue, ¢ mom uucie cinodxcHvle, BIIC. Taxum obpazom, OxoKI u, npu
neooxooumocmu KT u macnummno-pezonancnas momoepagus (MPT) cepoya u macucmpanbhbix
€0Ccy008 npumeHsiomcs 0s gvlasienus u onpeodenerus suda BIIC y nayuenmosg c JII'.

Hep¢y3uonnass cumHTHrpagus Jerkux

— Pekxomennyercss mpoBeneHHE CHUHTUTpaduU JEeTKUX Nephy3MOHHOH B COYETaHUU CO
cuuHTHUrpadueil  JIerKuX  BEHTUISIMOHHOM  mamueHtaMm il uckmoueHus X TIJIT
[6,15,16,38,44,77].

e EOKIC(YYPA,VIA2)
KommenTapuu: /lnanapnas eenmuiayuoHHO-nepQy3uoOHHAs CYunmuecpagus 1eekux Aeusiemcs
CKPUHUH20BbIM ~ MEmMOOOM, NO3BONAIOWUM  UCKIOUUMb  mMpombodImborudeckul 2enez JII.
Omcymcmeue  Oepekmos  nepysuu  npu  HOPMANLHOU  BEHMUNAYUU  NO3680]5€m  C

yyecmeumenvHocmoto 90—100% npomus 51% 6 cayuae nposedenus myrsmucnupanvrou KT
JlecKkux 8 aneuozpaguueckom pexcume u cneyuguunocmoio 94—100% uckmowumes XTIJIT [78].
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— Pexomennyercst mpoBeneHHE IUIaHAPHOW TEepPY3MOHHOW CHUHTHUTPADUH JIETKUX ISt
uckmouenuss XTOJII' mpu orcyrctBunm KT-mpusnakoB XTOJIIT M KIMHMYECKH 3HAYMMOMN
natoyioruu Jierkux [16,44,79].

e PKO IlaC (YYP B, Y11 3)

KommenTapuu: B naweli cmpane nposedenue 8eHMUIAYUOHHO-NEPHYIUOHHOU cyuHmuzpaguu
JIe2KUX 8O3MONCHO UCKIIOUUMENbHO 8 pside (edepanbHblX YeHmpos, nodIMomy 8 DONbUUHCTIEe
clyyaes 6bINOIHAEMCS NAAHAPHAS Nneppy3uoHHas cyunmuepagusa neekux. [[ns uckiroueHus
JIe20UHOU NAMONIO2UY B03MONCHO NPUMEHEHUe peHmeeHozpagduu opeanos epyoHou kiemku uiu KT
neekux. B pade uccnedosanuti 6Ovii0 nOKA3aHO, UMO  BEHMUIAYUOHHO-NEPPYIUOHHAS
00HOOMOHHASL ~ IMUCCUOHHASL ~ KOMNbIOMEpHAs — momozpaghus — npegocxooum  no
YYBCMBUMENbHOCMU NAAHAPHYIO CYUUHMUSPADUIO TIe2KUX 015 UCKTIOYEHUS MPOMOOIMOOIULECKO20
nopasicenust 1ecouro2o cocyoucmoeo pycia [44,52,77].

Heodaeéno mnosass mexuonoeus - mpexmepHoe MASHUMHO-PE3OHAHCHOe nepdy3uoHHoe
Kapmupoeaunue  —  HOKA3AAd  CONOCMABUMYIO ¢ Nep@y3uoHHOU  cyuHmuepagueu
yyecmeumenvrocmo npu ckpununee XTIJII [80].

Omcymcmeue Oeghekmoe nepyzuu npu HOPMAIbHOU BEHMUIAYUU NO3B0IANO C
yyecmeumenvHocmoto 90—-100% npomus 51% 6 cayuae nposedenus myromucnupanvrou KT
JeeKux 6 ameuozpaghuyeckom pedxcume u cneyupuunocmoio 94—100% uckniouwumo XTIJII no
oannvim uccaedosanus 20072. [78].

B 6onee mnosvix uccredosanusix (2017-202022.) npu cpasnenuu SeHMUIAYUOHHO-

nepgysuonnot cyunmuepaghuu ¢ KT-aneuoepagueii u nepgysuonnoii KT neekux, blnoineHHoul 6
peacume osyxsnepeemuyeckou KT ([JOKT), ovina nokaszana evicokas uyscmeumenvhocms (97%)
u cneyugpuunocmo KT 6 ouaenocmuxe XTOJII [81,82]. Taxue srce pezyibmamol npu cpasHenuu
nepgysunnoti KT ¢ senmunayuonno-nep@y3uonnol cyunmuepaghueti 6viiu noiyueHvl 8 pamKax
uccnedosanust PASEP — uyscmeumenvnocmo KT cocmasuna 81,3: u 78,9% [82].
Tpexmepnas  MacHUMHO-PE30OHAHCHAS  Neppy3uoOHHas  momozpadusa  modxcem  0aeamy
conocmasumyto ¢ nep@hy3uoHHol cyunmuepaguetl yyecmeumenbHocms npu ckpurunee XTI/
[83]. Coomeemcmeenno, npu nesozsmodcnocmu npumeHneHus GeHMUIAYUOHHO-NEPPDYZUOHHOTU
cyunmuepaguu 8o3modxcua ee samena nep@ysuontou KT 6 couemanuu ¢ KT-aneuozpaghueri unu
nepgysuonnot MPT (npu nHanuyuu y MeOUYUHCKO20 YUpedcOeHUss Onbima 6 Npo8eoeHul maxkux
uccne008anuil) 0 noomeepicoeHus unu uckaovenus ouaznoza X1I3JII" y nayuenmos c JII'
HEsSICHO20 2eHe3d.

Komnborepnass  Ttomorpagusi  OpraHoB IPYAHOH KJICTKH W  KOMIBbIOTEpHasi
TOMOrpajduyeckas nyjaib-MoHorpapus

— Pexomennyerca nposenenne KT rpynHol KIETKH BCEM MalMEHTaM C MPEANOJaraeMon Wiu

noareepxkaeHnoit JII' [6,15,16,38,44].

e EOK IIaC (YYP B, Y 3)

Kommenrtapum: KT moorcem npedocmasume 8adcHyo ungopmayuro 0jisk NAyueHmo8 ¢ 00blULKOU
u npeononazaemoti/ noomeepacoennou JII'. KT-npusnaxu, ykazviearowue Ha Haiudue JII,
skarouaom yeenudenHuvil ouamemp JIA, omuowenue JIA x aopme >0,9 u ysenuuenue npagvix
omoenos cepoya [84]. Couemanue mpex napamempos (Ouamemp JIA >30 mm, monyuna nepeonei
cmenxku IDK > 6 mm u omnowenue IDK: JDK > 1) nosgonsem ¢ 6blcOKOU 6epOSMHOCMbIO
ouaznocmuposams JII'[85]. Boinoanenue pymunnou KT 2pyonoil kiemku 6e3 KOHMpacmupo8aHus
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noseonsem 6viasums npuduny JII' npu Hanuyuu NPUHAKO8 NAPEHXUMAMO3HO20 3a001e8aHUs
JIecKUX unu usmenerull, xapaxmepuolx 011 JIBOB, k Komopbim 0OMHOCAMCS YeHMPOL0OYIapHble
3amemMHeHUs N0 MUNy «Mamoeo2o CMeKaay (Komopwvie makice Mo2ym 6vims 0OHAPYIHCEHBL NPU
JIAT), ymonwenue mexcoonbkosulx nepe2opodok u aumpaoenonamust [84].

— Pexomenyercst mpoBeicHHE KOMITBIOTEPHOM ToMoTpaduueckoit anruomyinbmonorpaguu (KT-
aHruomyiIbMoHOrpaduu) BceM naruentaMm ¢ nogo3penueM Ha XTOJIT, JII' HesicHoro TeHe3a s

YTOYHEHUS TUarHo3a U OLEeHKHU ornepadensHocTH [6,15,16,38,44].

e EOK IC (YYP A, V]I 2)

Kommentapun: KT-nyremonoepagus  (KT-aneuonynvmonocpagpus) — ucnonvzyemcs — 0as
BbLABNCHUSL NPAMbBIX ULU KOCBeHHbIX npusHaxos XTOJII. K npsamviv npuznakam omHOCAMCA
oeghekmbl HANOIHEHUsL 8 BUOE BHYMPUCOCYOUCTBIX MANHCEU, MEIKUX NPUCIMEHOUYHBIX CIPYKMYP O
muny membpan, cemei unu nepemsdcek. Cpeou KOCBEHHBIX NPUSHAKOS MOJICHO BblOeUMb
00eOHeHUue KOHMPACMUPOBAHUsl OUCANBLHO20 COCYOUCMO20 pPYCAd Je2KUX, HeOOHOPOOHOe
KOHMPACMuposanue Je20YyHOl MKAHU NO MUny MO3AUYHOU nepgysuu, pacuupeHue
OpOHXUANBHBIX apmMeputi, HATUYUEe MEeHCCUCEeMHbIX Koanamepanel. TouHocmb OuacHOCMUKU
no8bIUAEMC NPU  UCNONL30BAHUU COBPEMEHHBIX MOMO2PAPO8 ¢ UWUPOKUM OemeKmopoM,
cobnodenuu  cmanoapmos  nposedenusi  KT-nynvmonocpaguu ¢ npeonoumumenbHbIM
8bINOIHEHEHUEeM UCCLe008aHU 8 08¢ (haszvl: NYIbMOHAILHYIO (NpU NEP8OM HPOXOHCOEHUU
KOHmMpacma uepes npasvle Omoenvl cepoya) u apmepuanbHyio, 4mo No360Jsem OYeHUums He
MONILKO COCMOSIHUE 1e204UHbIX COCYO08, HO U BbIABUMb OONOJHUMENbHbIE HAX0O0KU, Hanpumep,
Hanuyue mpomoomudeckux macc 6 npasvlx omoenax cepoya. Tounocms unmepnpemayuu
Pe3VIbMAamos 3aeucum om ONnvlma ucciedoeameis, 6 MOl C843U BAJNCHYIO DOIb uzpaem
603MOdCHOCMb Oucmanyuonnou oyenku KT-uzobpasxcenutl ¢ sxcnepmuulx yenmpax [86,87]. V
nayuenmos ¢ kauHudeckou kapmunou ocmpoti TOJIA KT-nynemonoepaghus mooxcem nomous
oonapyacums npuznaku XTIJIT, exnrouasn eviuenepeuucientvle, a makaice eunepmpoguio 1K,
kak credcmeue xponudeckoeo mevenusi JII' [88,89). Buisisnenue npusnaxos XTOJII' ¢ smux
CTYYAsX UMeem 8adCHOe 3HaUeHue, MAaK KaK Moddcem NoGIusms Ha Makmuky 6e0eHus NayueHmos
¢ npeononazaemoui ocmpoiui TOJIA. Buinom 6 nonocmu nepuxapoa u 3a0poc KOHMpacmuposanHou
KpO8U 6 NeyeHOouHble 8eHbl ABNAIOMC NPEOUKMOPAMU HeOIA2ONPUAIMHO20 NPO2HO3A Y DONbHBIX
JIT" [38,44].

KT-nynomonoepagpusi nomoeaem 6 onpedenenuu onepabervnocmu nayuenmog XTIJIT,
NO0360JI5151 OYEeHUMb JOKATUZAYUIO U PACNPOCMPAHEHUe MPOMOOMULECKO20 NOPANCEHUSA. HAlUudUe
OKKIIO3ULL OCHOBHBIX Ul 00/1e8blX emeell JIA unu npeumyuecmeenio nopaxcerue OUCmaibHO20
pyvera JIA [90-92]. KT opeanos epyOHOU KiemKu s618emcs BANCHbIM UHCIPYMEHMOM
CBOEBPEMEHHO020 OUACHO3A MAKO20 2PO3HO20 OCL0NCHeHUs: baiionno aneuoniacmuxu JIA (BAIT
JIA), kax penepyszuonnwviii omex neekozo [93].

Jeyxonepeemuueckass KT —u  cyompaxyuonnas  KT-nynvmonoepagus — oarom
O0ONOIHUMENbHYI0 UHGOpMayuio 8 6ude UOOHbIX Kapm, KOmopble Ompaj;caiwom neppy3uio
JIe204HOU mKaHu, nosviuas mournocms ouaznocmuxu XTIJIT [90-92]. Dmu memoow: éce uawe
UCNONB3VIOMCAL 8 PAMKAX HAYYHBIX UCCIe008aHUll, 0OHAKO OUACHOCTNUYECKAs YEHHOCMb LOOHbIX
Kapm npu obcnedosanuu nayuenmos c JII' noxa ne ycmanogneua.
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— Pexomennyercs npoenenue KT ¢ BHyTpMBEHHBIM KOHTpacTUpOBaHHEM maruentam ¢ JII' mpu
nogo3pennn Ha Hanuuue BIIC u  HeompeneneHHBIX pe3yibTaTax 3XoKapAuorpapuu
[6,15,16,38,48].

EOKIC (YYP A, YA 2)

Kommenrapumn: KT ¢ kommpacmuwvim ycuienuem makdice modxcem Ovlmb UCNOIb308AHA OIS
BbIAGNEHUSL OPYeUX CEPOCHUHO-COCYOUCMBIX AHOMANUL, BKII0YAs GHYMPUCEPOECUHbIE ULYHMbL,
AHOMANbHBLI  OPEHAdNC JIe20YHbIX GEH, OMKPLIMbIL  APMEPUATLHLLIL NPOMOK U  JIe20UHbLE
apmepuosenosuvie manvghopmayuu [16,47,48].

MaFHI/ITHO-pe30HaHCHaH TOMOFpa(l)I/IH cepana 1 MaruCTpajibHbIX COCyJ10B

— PexomenayeTcst mpoBeicHHe MarHUTHO-PE30HAHCHOW TOMOTpaduu cep/ia U MaruCTpaibHBIX
cocynoB narenTam ¢ JII' 1i1s oleHKu cTpyKTypHO-(QyHKIMOHAIBbHBIX n3MeHeHui [DK u JIA npu
HeuHpopmatuBHocT DXOKI' M mepen MOCTAaHOBKOW B JUCT OXHJAHUS TpPaHCIUIAHTALUU
JIETKUX/KOMIIeKca jierkue-cepane [6,15,16, 48].

e EOKIC (YYP A, Y] 2)

Kommentapuu: MPT cepoya mouro u 60cnpou3gooumMo oyeHusaem pasmep, Mopgonocu u
@yukyuro  npeocepoutt  u  aceryooukos  [94-100]. CneyuanvHvle  UMNYIbCHbBIE
nOCIe008amenbHOCmuY U OONONHUMENbHASL 00pabomKka u300padcenuti No360JAIOM OYEHUMDb
maxoice napamempuol oepopmayuu JUK u IDK. Dmom memoo ne cés3am ¢ 1yuesoil Hazpy3KoU, 4mo
8aJCHO npu o0bOcredosanuu Odemel U  MOAOObIXx aodeu. Cneyuanvuvie UMNYIbCHbIE
nOC1e008amenbHOCmuy U OONOIHUMENbHASL 00padomKa U300padceHuti No360JAI0M  OYEHUMDb
napamempwi degpopmayuu muoxapoa JDK u IDK. C nomowwpro MPT cepoya modicHo onpedensims
obvem kposomoka 6 JIA, aopme, nonvix 6emax, umo noseoisiem paccuumames YO IDK,
BbIPANCEHHOCb  BHYMPUCEPOEYHO20 UWYHMUPOBAHUS, 00beM pempocpacHo20 KpPOBOMOKA.
Bozmoorcnocmo ¢ nomowpro konmpacmuoti MPT svinonnams MP-aneuoepaguio JIA, oyenusamo
nep@hy3uto 1eeKux u COCmosHue MUOKapoa no OAHHbIM OMCPOYEHHO020 KOHMPACMUPOBAHUS,
no360J5lem 3a OOHO UCCNIe008aHUE NOJYYUMb NOIHVIO UHGOPMAYUI0 O COCMOAHUU cepoya U
neekux. Y nayuenmog c nooospenuem na BIIC MPT cepoya modcem 6bims noaesHvlM Memooom
npu  HeoOHosHauHvlx pezyrvmamax IOxoKIl-uccnedosanuss u KT. MP-aneuoepagus c
KOHMPACMHbIM YCUTIeHUeM U 6e3 He2o uMeen c80u NepCneKmugbl 8 U3y4eHuu cocyoucmozo pycia
y nayuenmog c¢ npeonoaazaemou XTOIJII, ocobenno y OepemeHHbIX NpU NOOO3PEHUU HA
XpOoHuyYeckue mpomoO0o3vl, MONOObIX NAYUEHMO8 UIU NPU HATUYUU NPOMUBONOKAZAHUU K
UCNONIL30BAHUIO TI0O0COOEPHCAUUX KOHMPACHBIX CPEOCM.

YiIbTpa3ByKOBOE HCCJICJOBAHNE OPTAaHOB OPIOLIHOM I0JIOCTH
— Pexomenayercsi mpoBeieHUE YIbTPAa3BYKOBOT'O HCCIIEIOBAHUS OPraHOB OPIOIIHOIM MOJOCTH
(KOMILIEKCHOT0) BceM marueHTaM ¢ JII' 171st HCKITFoueHHsT MATOJIOTHH MeUeHH U/UITH TIOPTaTbHOM
runeprensuu [6,15,16,44].

e EOKIC (YYPA,YI]2)

KomMmenTapun: Yismpaseykosoe uccrneoosanue 6prowHoOl noaocmu OONNHCHO OblMb 4acmbio
KOMNIEKCHO20 OUACHOCIMUYECK020 00CNe008aHUs NAYUEHMO8 ¢ 8nepevle OUASHOCMUPOBAHHOU
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JIT, ocobenno npu nooospenuu na 3abonesanue neueru. OCHOBHOU 3a0ayell sA8NAeMcs NOUCK
namono2uy nedeHu u/unu NOPMAibHOU 2UNnepmeHsuu Ulu NOPMOKABANbHO20 WYHMUPOBAHUS
(manvghopmayua Abepnemu). Ilpu npoepeccuposanuu JII' y nayuenmos modxcem pazeueamscs
emopuunas ouc@yukyus newenu u nouex [101,102]. Ilpu nescnvix pezyiomamax Y3HU
npumensiom KT unu MPT 6prownoii nonocmu, npu HeodXooumocmu, ¢ KOHmMpacmupo8aHuem.

— He pekomenmyercs mpoBeaeHne OHOICHE Jierkoro st Bepudukamuu JIAI [6,15,16,47].

e EOK IIIC (YYP A, VI 3)

Tect ¢ 6-MuUHYTHOH X0Ab0OH

— BceM namuenTam ¢ JII' pekoMeHIyeTcs MPOBEIEHUE TeCTa ¢ 6-MUHYTHON XOb00H IS OIICHKH
¢u3nueckoil paboTOCOCOOHOCTH B paMKax MEPBHYHOrO 0O0CIENOBAaHUS, MPU HOCTYIUICHUU B

CTaLMOHAP U B IIPOIIECCE AMHAMUYECKOT0 HaO o IeH s Kaxkapie 6—12 mecsies [6,15,16,44,48,99].

[6,15,16,44,48,99].

. EOK IC (YYP A, VI 2)

Kommentapun: Tecm ¢ 6-munymnoii xoovoou (TILX) seisemces naubonee npocmoim mMemooom
OYyeHKU uzuueckol pabomocnocoonoCmu nayueHmos, OONOJIHAEMCs OYEHKOU 8bIPANCEHHOCMU
o00viwiku no bopey, dannvimu nynbcokcumempuu 6 nokoe u no 3agepuienuto mecma [15,16,49].
Hucmanyus ¢ TIIX sensinace nepsuunoil Koneurot moukou 8 borvwurncmee PKU no usyuenuro
asppexmusnocmu JIAI-cneyugpuueckot mepanuu [6,12,103]. Oonaxo ¢ memaananuze 22 PKU ne
BbIABIIEHO OOCMOBEPHOU 83U MedxcOy yeenuueHuem oucmanyuu 6 TIIX u ooneocpounvim
NPOCHO30M  NAYUEHMO8, 6BKIIUAS CMEPMHOCMb Om  6CceX NPUYUH, NOMPeOHOCMb 8
eocnumanuzayuu no noeoody yxyowenus JII', mpancnianmayuu neekux uiu Komniexca cepoye-
nezkue [104].

JprocnupomMeTpus

— Pexomenayercst mpoBeIeHHE YPrOCIUPOMETPUH BceM nanuenTam ¢ JII' aiist oreHku pusudeckoit
paboTOCIOCOOHOCTH B paMKax MEPBUYHOTO 00CIEeI0BaHUS, MPU MOCTYIJICHUH B CTAI[OHAP U B

npoliecce AMHAMUYECKOT0 HaOIoIeH s Kaxapie 6—12 mecsies [6,12,15,16,44,48].

. EOK IlaC (YVYP B, Y]/ 2)

KomMenTapum: Opeocnupomempus  A6715€mcsi  8ANCHOIM — UHCMPYMEHMOM OISl OYeHKU
nAmMo@U3UOIO2ULECKUX MEXAHUZMOB, NPUBOOSUUX K CHUICEHUIO MONEPAHMHOCIU K PU3U1eCKOl
naepyske [105-107]. Koauuwecmeennas oyenka nompedieHusi KUciopooa 6 YCI08UsX
IP2OCRUPOMEMPUL OCIAETC UHMESPATbHBIM NOKA3amMenem, Ompaicaiomum @yHKYUOHATbHOE
COCMOsIHUE U KOMNEHCAMOPHBLE 803MONCHOCMU CEPOCUHO-COCYOUCTIOU, 1e20UHOU U MbIULEYHOL
cucmem. Ilayuenmor JIAI' umerom munuunyio KapmuHy ¢ HU3KUM NAPYUATLHLIM Od6leHUeM
yenexucnozo 2aza 6 konye eviooxa (PETCO2), 8blcoKUM BEHMUSATYUOHHBIM IKGUBATIEHMOM NO
yenexkuciomy 2azy (VEINCO2), wuuskumu xuciopoonvim nyavcom (VO/ YCC) u nuxosvim
nompebnenuem xucaopooa (VOzpeak) [105,106]. Cuumaemcs, wmo nopmanvhas eeruyuna
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VO2peak nozeonsem uckirouums ouacnos JIAI' [107]. Beisenenue nammepra xax npu JIAI y
nayuenmos XOBJI unu namonoeueti negvlx 0moenNo8 cepoya YKazvleaem HA JNe20YHYIO
cocyoucmyio bonesus [108].

Ype3BeHO3HAs KaTeTepU3alMs CepAla

— Pexomeniyercs mpoBeieHUE Ype3BEHO3HOM KaTeTepU3aliy cep/la MalueHTaM ¢ o103peHHEM
Ha Hanmuue JIAD win XTOJII ajist noaTBEepKACHUS TUAarHo3a U ONPeIeNICHUs] TAKTUKHU JICUYECHUS
[6,12,15,16,44,48].

e EOKIC (YYPA, VI 2)

— Pexomenayercs npoBoauts UBKC nanuentam ¢ JII' B yClIOBUSAX 3KCHEPTHOTO LIEHTPa BBUAY
CJIO)KHOCTH BBITIOJIHEHUSI M TMOTEHIMAJIBLHOTO PHUCKA OCIIOKHEHUU, CBSI3aHHBIX C MPOLEAYPOi
[6,12,15,16,109].

e EOKIC (YYPA,YI]?2)

KommenTapuu: YBKC noszsonsem sepuguyuposams OuacHo3 u OyeHums majcecms nayueHmos
U npoeHo3 3abonesanus, SGIAACH «3010MbIM cmanoapmomy ouacnocmuxu JIIT [49,52].
IIposeoenue YBKC 66u0y cnoxicHocmu 8blnoiHeHUs U NOMEHYUANbHbIX PUCKO8 O/ NayueHma,
CBAZAHHBIX C NPOYEOYPOI, OOJHCHO Ocyujecmsiimobcs 8 sxkcnepmuvix yeumpax [109]. [poyedypa
YBKC umnsazusHas, 0OHAKO PUCK PA3BUMUSL CEPbE3HbIX OCIONCHEHUU NpU ee GblNOJHEeHUU 8
9KCHEPMHBIX YEeHMPAax 0080JIbHO HU3ZKUU (cMepmHOCmb, cesizanHas ¢ npoyeoypou (0,055%).
Obpasosanue unu mpomb 6 nonocmu DK unu JIA, umnianmuposannwiii kapouocmumyaamop (<1
mecsya), mexanuyeckuii TK-TriClip, ocmpas ungexyus unu neobvachumas iuxopaoxa s6isaomcs
npomusonoxkazanusmu Kk npogedenuro YBKC. Coommuowienue pucka u noab3vl OO0JHCHO
OYeHUBamMbCsl  UHOUBUOYANLHO  Neped  KaxcovlM  ucciedosanuem. Haubonee onacuvim
ocnodcnenuem YBKC sgnsemces nepghopayus JIA.

Hnmepnpemayus pezyromamos YBKC Oondicna npogooumspcsi 6 KOHmMeKcme KIUHUYECKOU
KapmuHvl U OGHHLLX, NOJLYYEHHBIX NPU NPO8eOeHUU Opyux OUASHOCMUYECKUX UCCIe008aHUl, 8
ocobennocmu OxoKI. Hneazusnas ouacHocmuka npogooumcsi ¢ yeivlo HNOOMEEPHCOEHUs
ouaenoza JIAI, oyenxu cmeneHu Hapyuienus 2eMOOUHAMUKY, A mMakKdyce OJisl Npo8edeHUs
sasopeakmusroco mecma y nayuenmos ¢ UJIAI, HJIAL, JIAI" npu npueme nexapcme/mokcunos
0Jis1 peuleHusi BONPOca O 8bl00pe NAMOLEHeMUUeCcKol mepanuu U oyeHKu ee 3¢ggexmusnocmu

[12,110].

—PexomeHnyeTcss ~ HpoBeAEHHME — UPE3BEHO3HOM  KaTeTepusalud  CepAlla  COMIACHO
CTaH/IapTU3UPOBAHHBIM MIPOTOKOJIAM C M3MEPEHHEM BCeX Mokaszaresneil remoquHaMuku [12,15].
e EOKIC(YYPB, VYA 3)

Kommentapuu: YBKC nposooumcs 6 nonodceHuu Jnexca HA CHAUHe, C NOCMOSHHbIM
MOHUMOPUH2OM — OCHOBHBIX — (PU3UONOSUHECKUX Nnapamempos. Buewmnuti npeobpasosamens
oasnenusi (mpancoviocep) 0oaxcen ObiMb 0OHYNIEH 8 NOJONHCEHUU NAYUEHMA NeHCd HA CNUHe HA
Ypo8He cpedHezpyOHOU TUHUU, KOMOPAsSL PACCUUMBIBAEMCS KAK NON0SUHA PACCMOAHUSL MeHCOY
nepeoueti epyOuHHOU JTUHUEU U NOBEPXHOCMbIO KPOBAMU U COOMBEMCMBYem YPOBHIO 1e6020
npedcepous y bonvuuncmea nayuenmos [111]. Cpeou umerowuxcs eapuanmos 6eHo3HO20
oocmyna Haubonee 6ezonachuvim npedcmasisiemcs kyoumanvnoiil [112].
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Jna  KomniekcHou  oyemKu 2eMOOUHAMUKU — HeoOX0OUMO  usmepums  cledyroujue
napamempwi: cpeonee I, J[JIA (cucmonuueckoe, ouacmonuueckoe, cpeoHee), J3JIA,
cepoeunniii evibpoc (CB) (oyenxa memooom mepmoountoyuu uiu no Quky 6 ciyuasx HaAIudus
CUCMEMHO-1e20UHbIX wyHmos), cepoeunvlit unoexc (CH), YO, necounoe u cucmemmnoe
cocyoucmoe conpomusiienue, HacvblujeHue KUCI0poOOM apmepuaibHol U B6eHO3HOU Kposu,
a makdice Kposu u3 epxmell noJlol 6eHuvl 0Jisl UCKTIOYEeHUs. CUCmeMHO-1e20uHblx wyHmos (Ta6..6).

CU neobxooumo usmepamos Memooom mepmoOuUrIoYuY Uiy npAMvimM/ Henpamoim memooom Puka
[12,113,114].

Tab6auua 6. 'eMoaMHaMuUYecKue MapaMeTpbl, MoJy4eHHbIe BO Bpems nposeaenns YBKC

[12]

H3mepsaemvie napamempol Hopmanvuvie 3nauenus
Cpennee naBjieHUe B IPABOM MPEICEPAUU 2-6 MM PT CT.
Cucronudeckoe 1aBJICHHUE B JIESTOYHOUN apTepuu 15-30 MM pT CT.
JlMacToaruecKoe AaBJICHHUE B JICTOYHON apTepHH 4-12 MM pT CT.
Cpennee naBieHHE B JISTOYHON apTepun 8-20 MM pr CT.
JlaBneHue 3aKIMHUBAHUSA B JIETOYHOM apTepuu <15 MM prcT
Cepneunblii BHIOPOC 4-8 n/mun
Hacplienue KHCI0pO10M CMEIIaHHO#M BeHO3HOH KpoBH (SvO?2) 65-80%
Haceimenue aprepuansHoit KpoBU Kuciopoiom (Sa02) 95-100%
Cucmemnoe apmepuanvHoe 0agienue 120/80 MM pT CT.

Pacuemnuie napavempbsl

Jlerounoe cocyamcToe COnpoTHBRIEHHE 0,3-2 enuaunel Byna
WNHupaexc 1eroyHoro cocyIucToro COmpoOTHBICHUS 3-3,5 Byna/m2
OO6miee eroyHoe CONMpPOTHBICHUE 2 <3 eaunui Byma
CepneuHblii HHIIEKC 2,5-4,0 n/muH M2
Y napHsliif 00beM 60-100 mn

3

IlonaTtnuBOCTh J1€TOYHOM apTepun >2,3 MJI/MM PT CT.

s pacuemuvix napamempos ucnonb3ylomcs ciedyruue Gopmyisl:
1. Jlecounoe cocyoucmoe conpomusnenue (JICC): cp/lJIA-/3JIA/CB
2. Obwee necounoe conpomusnenue: cp/l/IA/CB
3. Tooamnusocms necounou apmepuu: YOI (CAJIA-JI/TVIA) [12].

Haubonee wiupoko 6 knunuueckoi npakmuke ucnonb3yemcs Memoo mepmoounioyuu 66Uy
€20 npocmomul U ObICMPOMbL GLINOIHEHUS, OOHAKO, OH YACMO OEMOHCMPUPYem 3HAYUMENbHYIO
noepewHocms vy Ooavuvix JII' ¢ nuskum CB, Hanuuuem 6wvipajdcenHoU mMpuKyCnuoaibHou
He0OCMAamoyHoCmu U HeOOCMAamoyHocmu Kianana JIA unu npu Hamuyuu namoniocuiecko2o
copoca kposu npu BIIC. Iloepewnocmu usmepenuss CB 6 smux cuyuasx cesazana ¢ mem, umo
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€030alomcs YCiosus, npu KOMopvlx memMnepamypa Kpogu, pecucmpupyemas 0amuukom, ovicmpee
so3spawaemcsi K ucxoonou, umumupys evicokuti CB. Tem He menee 6 Hacmosiujee epems
0CHOBHBIM MemoOdom usmepenus CB ocmaemcs mepmoounioyus. /[ 6bINOIHEHUS pACHemos
npamoim memooom Duka mpebyemcs npsamoe usmepeHue nompeOieHus KUCI0pood, KOmopoe
MAno0oCmynto 6 uiupokou npaxmuxe. Ilpu nenpsamom memooe Puka ucnonvb3yemcs nokazamensb
00IXCHOU NOMPEOHOCMU 8 KUCIOPOOe, KOMOPAs pACCHUMbIEAeM s NPOSPAMMOL C YUemoM pocma
u eca nayuenma. Taxoii noo0xo0 npuemiem, 0OHAKO OOCMOBEPHOCNb MemoOa 6 dMOM clydae
Heckonvko cuusicaemes [113-115].

Bce usmepenus, exnrouan [3JIA, 0ondcHubl npo8oOUmMbCs 8 KOHYe HOPMAIbHO20 8bl00XA
(6e3 mamnespa 3adepoicku Ovixauus). Haubonvuiyro mexwuueckyro CrodCHOCMb U, NPU MOM
yennocmo, npu nposedenuu YBKC npeocmasnsiem onpedenenue [[3JIA, komopoe seisemcs
ompasiceHuem 0asieHusi 8 NOCMKANULIAPHOM de2ounom pycie. Hopmanvnoe J[3JIA xonebremces
om 6 0o 12 mm pm. cm. Yposenv J[3JIA >15 mm pm. cm. cuumaemcsi nopo208oU eIUYUHOL,
VKasvlearower Ha namoio2uio 1esblX Omoenos cepoya paziudHol 3Muoiocul ¢ nogvluleHuem
oasneHuem 8 1e2OYHbIX 6eHax. [[s usmepenus napamempos YyeHmpaioHol 2eMOOUHAMUKYU U, 8
yacmunocmu, J3JIA ucnonvzyemcs muocopynxyuonanvnviti  kamemep Ceana-lanya ¢
pasoyeaemvim 6a110HOM Ha Konye. bannon no3eonsem kamemepy npooeu2amuvcs ¢ moKom Kposu
6 JIA 00 docmudicenuss 3aKIUHUBAHUS 8 MEIKUX 8EMBAX COCYOUCHO20 PYCld, NOCle Ye20 depes
OUCManbHbLL nopm  Kamemepa peaucmpupyemcsi nocmkanuiisipnoe oasnenue [115]. V
NAyUeHmos8 CO 3HAYUMbIMU USMEHEHUAMU BHYMPUSPYOHO020 O0ABIeHUS 80 8PeMsl ObIXamelbHO20
yuxna (nanpumep, npu XOBJI, odxcupenuu, npu 8blnoIHeHUU HA2PY304UHOU NPpoObl) YenecooopasHo
YCpeOHUms 0anHvle, No KpaliHell mepe, 3a mpu-uemolpe OblXameibHblX YUKIA.

— PexoMmenayeTcsi u3MepeHHe KOHEYHO-IMACTOIMYECKOTO JABIICHUS B JICBOM KEIIYIOYKE TPH
HEBO3MOXKHOCTH OIPE/ICIICHHS TABJICHISI 3aKIMHUBAHMS B JISTOYHOW apTepUU MPU YPE3BCHOZHOMN
KaTeTepusaluu cepana y namuentos ¢ JII' [12,15,16].

e EOK IIaC (YYPB, VY1 2)

KommenTapuu: Ha pesynemamol usmepenus [3JIA enusiom emympuepyonvie KolebaHus
oasiieHusi 80 8peMs ObIXAMENbHO20 YUKILA, KOMOopbvle MO2ym OblmMb 0COOEHHO BbIPANCEHbI Y
NAYUeHmMos8 ¢ CONYMCcmeyIoWuMuy 3a0071e6aHUAMU JIe2KUX, UIU Hea0eK8amHoe NO3UYUOHUPOBAHUE
kamemepa Cean-I anca npu gvipadxcennotl ounamayuu JIA. Ilosmomy npu neonpedeneHHocmu 6
OMHOWEHUY MOYHOCMU USMEPEHUsl, Cledyem paccMompems 8ONPOC O Kamemepusayuu l1eblx
omoenos cepoya ¢ usMepeHuem KOHeuHO-0uacmoaudecko2o oasnenus ¢ JIK unu npoeedenus
npobwi ¢ 600notl nazpyskou [49,116,117].

— PexoMeHayeTcss BBIMOTHEHHWE JUArHOCTUYECKOW YpPE3BEHO3HOW KaTeTepH3alliyl cepima C
pacueToM remoguHamMuku Mmetogom Puka mamuentam ¢ BIIC mis oneHku omnepabenbHOCTH
[6,12,16,45,48,113].

e EOKIC (YYPA, VI ?2)

KommenTapuu: Bo epemsa UYBKC neobxooumo ocywecmensms 3a00p apmepuanivhou (u3
nepughepuyeckoll apmepuu Uy 1esvlx Kamep cepoya), eenoznou kpoeu uz Il u cmewannou
6eHO3HOU Kposu (uz JIA) c¢ onpedenenuem 2az08020 cocmasa Kpo8u 6 YCIOBUAX ObIXAHUS
ammocgepuviM 8030YXOM U 8 OMCYMCMEUU uHeanayuu Kuciopooa. Ilpu nooospenuu Ha
AHOMAILHBIU OPEHANC JIe20YUHBIX 8eH OONOJHUMENLHO 00JICeH Obimb 0CYUjecmener 3a00p Kposu
01 oKcumempuu u3 éepxueti u Hudxchel noavix een. SVO2> 75% yeenuuusaem 6eposimHocmy
HAIU4Us 1e60-npaso2o copoca Kposu u naiuuus y nayuenma BIIC [118,119].
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— PexoMeHyeTcs nMpoBeieHNE YpEe3BEHO3HOM KaTeTEepU3alMU CEP/Lla NalMeHTaM C MaToJIOTuen
JeBBIX 0TAEN0B cepaua (rpynmna ll) niu natonorueit nerkux (rpynmna ll) nepen rpancnnanTanuei
cep/ia, JISTKUX WM KOMILIeKca cepaie-ierkue [6,12,15,16,116].

e EOK IC (YVYP A, VI 2)

— PekomentyeTcst paccMOTPETh BO3MOYKHOCTh ITPOBE/ICHUS YPE3BCHO3HOW KaTeTEpU3alluu cepia
y MaIMeHTOB C MOJI03PEHUEM Ha MATOJIOTHIO JEBBIX OTAeNOB cepaua (rpynma Il) nnu natonorueit
aerkux (rpymmna ) mpu HeahdexTHBHOCTH cTaHAapTHOW Tepanuu i AuddepeHIranbHOro
JMar€o3a u BeIOOpa cTparteruu iedenus [6,12,15,16,116].

e EOK IIbC (YYP B, V]I 3)

— PexkoMmeHyeTcsi MpoBeAeHUE YPE3BEHO3HOW KaTeTepHu3aluu cepaia y naiueHToB ¢ JIAT u
XTOJIT pns ouenku 3¢ dekTruBHOCTH jeueHus [6,12,15,16,38,44].
e ESCIIaC (YYPB, Y]/ 2)

Ba3zopeakTuBHBIE TeCTHI PH YPE3BEHO3HON KaTeTepH3aIUU cepana

— PexoMeH1yeTcsl mpoBeieHnEe Ba30PEaKTUBHOIO TECTa BO BPEMs UPE3BEHO3HOM KaTeTepu3alun
cepilla malMeHTaM ¢ uauonarndeckoi/ Hacienyemoit JIAL, JIAT mpu mpueme JeKapCcTB HIIH
TOKCHHOB JUIsI  OMpEJCIICHUs TOTEHIUAIBHONH d(QeKkTHBHOCTH JIedeHHs] OJIOKaTopaMu
KaJIbIIMeBbIX KaHaos [6,12,15,16,120].

e EOKIC(YYPA,VII2)

— PexoMeHnayeTcs MpUMEHATH CIEAYIOIINE KPUTEPUH ITOJI0KUTEIBHOIO Ba30PEaKTUBHOIO TECTA -
CHIDKEHHE CpeIHEero JaBjieHus B JIETOYHOM aprepuu Ha > 10 MM pT. CT. NpU JAOCTHKEHHUU
abcomoTHBIX 3HaYeHHH < 40 MM pT. CT. B COUYETAaHHH C HEM3MEHHBIM Wi yBennuumumcs CB
[6,12,15,16,120].

e EOKIC(YYPA, YA 2)

Kommenrtapuu: Kpumepueg noioicumenbHo2o 8a3opeakmusHozo mecma 0ocmuearom He Oolee
10% nayuenmos ¢ UJIAI [120]. I1o oannvim poccutickoeo pecucmpa, 0oas nayuenmos UJIAL ¢
NOJIOJHCUMENLHBIM MeCmoM Ha 8azopeakmuernocms cocmasuna 18% [17]. Ilpu ompuyamenvrom
6430peaKmueHOM mecme UIU He8O3MONCHOCMU GbINOJIHEHUS 8A30PEAKMUBHO20 Mecma mepanus

BKK ne noxazana.
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— PexomeHniyeTcsi mpoBeZieHHE Ba30PEaKTHBHOTO TECTa BO BPEMsI UPE3BCHO3HOM KaTeTepu3aluu
cepAlla B AKCHEPTHHIX meHTpax JI[' B CBSI3M CO CIIOKHOCTBIO BBHIITOJHEHUS M WUHTEPIPETALUH
nanHbIX [12,15,16].

e EOK IC (YVP A, VI 2)

— IIpu npoBeeHNM Ba30pPEAKTUBHOIO TECTAa MallMEHTaM HAWONaTU4YecKou, Hacieayemoit JIAT,
JIAT nipu mpueme JeKapcTB WM TOKCUHOB PEKOMEHIYEeTCs IPUMEHEHHUE MHTATIIIIMOHHOTO OKCHAA
a30Ta WM MHTAJSIIMOHHOTO mionpocra [12,15,16].

e EOKIC(YYPA, VI 2)
KommenTapuu: Ilpu npogedeHuu 6a30peakmusHo20 mecma 6 Kawecmee Ba300Uiamamopa

pexomendyemcst ucnonvzosams uneanrayuonnoiit NO wiu uneansyuonnwiti unonpocm [120,121].

— IIpoBenenue BazopeakTuBHOrO Tecta npu nposeneHun YBKC He pexomeHyeTcs maiueHTam ¢
acconuupoBanHbiME popmamu JIAT (32 HCKITFOUCHHUEM TPYIIIbI C MAMONATHYECKOM, HACIeAYeMOi
JIAT, JIAT npu mpueme JI€KapCTB WM TOKCHHOB), a Takxke mpu JII' apyroit sTuojoruu
[6,12,15,16,122].

e EOKIIIC (YYP A, YA/ 2)

— Ilpu mpoBeieHNU Ba30pEakTUBHOIO TECTA MAIUEHTaM C HIMONAaTHIeCKO, Hacneayemoii JIAT,
JIAT' mpu mpueme JI€KapCTB WJIM TOKCHHOB HE PEKOMEHIYETCS HCIOJIb30BaTh OJIOKATOPHI
KaJIbIIMEBBIX KaHAJIOB, KUCJIOPO U aApyrue Baszoaminaratopsl MKK [6,12,15,16].

e EOK IIIC (YYP A, Y] 2)

IIpo6a ¢ Bognoii Harpy3koiit npu YBKC
— Ilpu oOcnenoBaHMM MALMEHTOB C MPEKANWUIAPHOW JIETOYHOW TUIEPTEH3HEeH B ciyyae
MIOI03PEHMS HA HATMYUE MTOCTKAMWIIIPHOTO KOMIIOHEHTA B MHIMBHIYAIbHOM HOPAJIKE CIEAYET
paccMOTpETh MPOBEICHKE MPOOBI ¢ BOAHOM Harpy3koi [6,12,116].

. EOK IIbC (YYP C, Y1 5)

KommenTapuu: IIpoba ¢ 600H0U Hacpy3KoU no3680J51€m OUACHOCMUPOBAMb OUACTNOAUYECKVIO
oucynxyuro JDK y 6onvnvix ¢ J[3/IA <15 mm pm cm. npu naiuyuu oObeKMUHbIX OAHHbIX,
VKA3bIBAIOWUX HA NAMOIO2UI0 Tle8blX 0moenos cepoya. Y nayuenmos ¢ 3a00n1e6anuem J1egbix
omoenos cepoya J3JIA modrcem crudxcamovcs menee 15 mm pm cm. Ha (hone npuema OuypemuKos.
s nposedenus ouggepenyuanvroco ouazrnoza mexcoy JIAI u JII' ecnedcmesue ouacmonuueckou
oucghynxyuu JDK npumensiemcs npoba ¢ 800HOU Hazpy3Kku 6 gude Ovicmpozo esederus (5-10
munym) 500 mn 0,9% pacmeopa nampus xnopuoa ¢ noemopHuim usmeperuem /[3J14. I[logvlienue
H3JIA >18 mm pm cm. ykasvieaem na CHc®B [116]. Ooumaxo 6 nacmosiwyee epems
omcymcmayiom  yoeoumeibhvle OO0KA3AMeENbCMEd, Noomeepxcoaruue 0Oe30nacHocms U
OUASHOCTNUYECK)TO YEHHOCb MAK020 N00X00d, YO 02PanUdusaem e2o pymunHoe npumeHeHue.
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CeJieKTMBHAas aHTMONMy/IbMOHOrpadus
— Pekxomennyercs TMpoBeleHUE CEJIEKTUBHON aHTHOIMYJIbMOHOTpaQuu MpH 0OCIEIOBAHUN

nanueHToB ¢ XTOJI[' unm oOCTpyKIMel JIETOYHOW apTEepUH APYrOod ITHOJOTUU IS OICHKH
orepabesIbHOCTH B YCIIOBHUSX KCIEPTHOrO 1eHtpa [6,15,16,38,44].
e EOKIIaC (YYPB, Y1/ 2)

KommenTapuu: Ilposedenue cenexmusnou aneuonyivbmonocpagpuu npu YBKC sensemcs
0053aMeNbHbIM IMANOM UHBA3UBHO20 00C1e008anUs Ol OnpedeNeHUus Munda NopaxdceHus u
peulenus 8onpoca O OdlbHeliulell makmuke JjleyeHus nayuenma. Buinoanamse cenexmugéuyio
aumeuonyibMonocpaguio criedyem noouepeoHo 6 NpAMOU U OOKOBOU NPOEKYUAX 8 pedxicume
OUUMANILHOU CYOMPAKYyUU, 4mo no3e0.Jien OYyeHUums HAIudue 30H CHUNCeHUs nepughepuieckoll
nepgysuu, oyeHumsv 00veM U MUN  HOPANCeHUs. (NPOKCUMANbHLIL UMY  OUCAIbHBILL)
[15,16,38,123]. Areuonynvmornoecpaghus neobxoouma Ons SU3YAIUAUUU APMEPUOBEHO3HBIX
manvopmayuii neckux u wekomopwvix BIIC (omkpwvimulil apmepuanbHulil NPOMOK, AHOMATbHbI
OPEHAdIC TIe20UHbIX 6€H) 0151 0OOCYHCOCHUSL BOIMONCHOCIIU XUpypeudecko2o revenus [45,48,124].

Koponaporpadus

— Pexomenayercsi mpoBezeHHe KopoHaporpaduu manueHtam ¢ JII' npu Halu4uu CUMIITOMOB
CTEHOKapAuHu Wik (HaKTOPOB PUCKA MIIEMHYECCKON OOJIC3HH Ceplla, B IUIAHE JA000CIeI0BaHHs
nepet JISTOYHOM SHAapTEpIKTOMUCH WU TpaHCILIaHTanuei nerkux [6,12,15,16,44,48].

e EOK ll1aB (YYP A, V] 2)
HOJIHCOMHOFpa(l)HH H KapauopecnmpaTopHoe MOHUTOPUPOBaHUE

— PexomeHTyeTcst pOBOUTH MOJIMCOMHOTPA(HIO HITH KapANOPECTTMPATOPHOE MOHUTOPUPOBAHHUE
nanuenTaMm ¢ JII' mpu nmogo3peHun Ha HaJlMyue HapyIEHNUH IBIXaHUs BO CHE WIH aJIbBEOJIIPHON

runoBeHTHIAIMH [6,12,15,16].

« PKO l1aB (YYP B, Y] 2)

KommenTapuu: Pacnpocmpanennocms nounou cunoxcemuu u napyuieHus OblXauusl 60 CHe cpeou
nayuenmos ¢ JIAI' oocmuecaem 89%, umo noouepkusaem 6axcHOCMb OUACHOCMUKU U KOPPEKYUU
amux cocmosinuil [49,125]. V nayuenmos ¢ cunopomom cunosenmunayuu Ha oHe odcupeHust
(cunopom Iluxeuxa) u npu couemanuu XObBJI ¢ cunopomom obcmpykmusnozo annos cHa JII'
scmpeuaemces wacmo (epynna W) u, kax npasuno, accoyuuposana c oucgyuxyuent IDK u nioxum
npocHo30M. B amoii nooepynne nayuenmog s¢pgpexmuena mepanusi no10dcumenbHulM 0agieHuem
8 ObIXamenbHblX Nymax, HO360IANWASL 6 pade ClyYyaes NPAKMUYecKku HOPMAalIu306ams

nokazamenu cemoounamuxu MKK [125,126].

2.5. JlonoJIHUTEJIbHbIE€ METObI JHATHOCTUKHU

I'eneTnueckoe o0c/Ie10BaAHUE

38



1349
1350
1351
1352
1353

1354
1355
1356
1357
1358
1359
1360
1361
1362
1363
1364
1365
1366
1367
1368
1369
1370
1371

1372
1373
1374
1375
1376
1377
1378
1379
1380
1381
1382
1383
1384
1385
1386
1387
1388
1389

— IManuentam ¢ UJIAT, HJIAT, JIAT npu npueme aHOPEKCHUTEHOB, a TaKXKe OSCCHMITOMHBIM

pPOJCTBEHHUKAaM TepBOi nuHWM TanueHToB JIAIT ¢ BBIABICHHBIMH MYTallUsSMU CIIEAyeT

paccMOTPETH MIPOBEICHUE TCHETHIECKOTO TECTUPOBAHUS B HHANBUAyaIbHOM mopske [6,12,15].
e PKOIlaB (YYPC, YA 4)

KommenTapuu: Yuyumsieas nuskyio docmynnocms 0aa nayuenmog JIAI' ¢ naweu cmpare,
eeHemuyeckoe 00CIe008anUe PACCMAMPUBAEMCs 8 Kadecmee OONOIHUMENbHO20 Memood
obcnedosanus. B nnane eememuueckoco KOHCYTbMUPOSAHUS OCYWECMBNAEMCA CKPUHUHS
mymayuti BMPR2, ACVRLI, ENG u 6onee peoxux mymayuti (KCNK3, CAVI) [41,42].
THayuenmos co cnopaouyeckoti unu cemetinou gopmour JIBOB/ JIKI cnedyem obcredosams Ha
nanuuue EIF2AK4-mymayuu. [lpu evisenenuu ouannenvuou EIF2AK4-mymayuu 603M024CHO
noomeepoums ouacros3 JIBOB/JIKT 6e3 cucmonozuueckoeo uccreoosanus [93].

Beuoy 6o3mooicnoco enusnus - pezynomama mecmupo8aHusi HAd  NCUXONIO02UYECKOe
cocmosnue 0OO0NbHO20 KOHCYIbIMUPOBAHUE NAYUEHMO8 NPOBOOUMC MYAbMUOUCYUNIUHAPHOU
KOMaHOoU, exkmouaroujeli cneyuanrucma no JII, meduyunckozo cenemuka, ncuxonoza. Bce
nayuenmol co cnopaouveckumu (MJIAI) u cemevnvimu opmamu JIAI, JIAI npu npueme
AHOPEKCULEHO8 OOJIICHbL  OblMb  NPOUHDOPMUPOBAHBL O  BO3MONCHOCMIU HACIEOCMBEHHO20
3a001e6aHUsl U O NOBbIUEHHOM pucke pazeumus JIAI' y unenos cemvbu 8 ciyuae HOCUMENbCMEA
mymayuu [6,12,41]. Ilpu Hes03MOI*CHOCMU 2eHEMUYECKO20 MeCMUPOBAHUs YJIeHbl CeMblU
O0MICHLL  ObIMb  NPOUHGOPMUPOBAHBL O  PAHHUX HpusHaxkax u cumnmomax JIAI oOna
c80espemMenHo20 yemanosienus ouazrosa [15].

2.6. JInarHOCTHYECKHI aJITOPUTM

Anroput™ 00CiIeI0BaHUS MAMEHTOB C OJBIIIKON U APYTUMH CUMIITOMaMHU/ IPU3HAKAMH,
BBI3BIBAIOIIMMHU TMOA03peHue Ha Hajuuue JII', BKIrOYaeT mepBHYHOE OOCIEOBAaHHE MO MECTY
JKUTENIbCTBA C IIeNbl0 OTOOpa MAIMEHTOB Ui CHEIHAIM3UPOBAHHOIO J000CIEIOBaHUS B
skcriepTHOM 1eHTpe (pucyHok 1 (Ilpunoxenue B). Poccuiickue skcmepThl aganTHpOBaId
quarHoctuueckuil  anroputMm  pexkomenpauuidi ESC/ERS  2022r. ¢ yuyetoM ocoOeHHOcTel
KIIMHUYECKON NMpPAaKTHKU B Hamel crpase. [Tanuents! ¢ BeicokuM puckom JIAI' (Ct3CT, BIIC,
noptanbHast runeptensus, BUY-undexuusa) nmm XTIJII (nepenecennas TOJIA, nHanmuuue
(bakTOpOB pUCKa), MpU HATUYUH CpeaHel/ BbicoKoH BeposTHOCTH JII' mo nanubiM DxoKI momkHbI
HE3aMeIJTUTEIbHO HAMPABISITHCS B OKCIEPTHBIN 1eHTp [16,17].

Hns ynydmenus panHeidl auarHoctuku JIATT u XTOJII, kak 3a0oneBaHuil ¢ KpaiiHe
HEOJaronpusATHBIM TPOTHO30M, IpPHUMEHSETCS KOMIUIEKCHbIM moxaxoa: (1) CKpuHMHT B
OeccUMITTOMHBIX TPYIIAxX BBICOKOTO pucKa, BKItouas nanueHToB ¢ CCJl (pacnpocTpaHEeHHOCTD:
5-19%), nocureneit myrauuun BMPR2 (14-42%), GmmxkalllinX pOJICTBEHHUKOB IMAlMEHTOB C
HJIAT, nanueHTOB, MPOXOSIIUX 00C/IeA0BaHEe TIepe/l TpaHCIIaHTauei neuenu (2—9%) [12];
(2) panHee BBHISBICHHE y MAlMEHTOB C CHUMITOMaMU B TpyIIax pHCKAa: MPU MOPTAIbHON
runeprensuu [127], BUU-undexuuu (0,5%) [128], Ct3CT 6e3 CCJI, npu KOTOPBIX OTMEYAKOTCS

HU3KHE MoKa3aTeu pacrnpocTpaHeHHOCTH JIATT, 4yTo 000CHOBBIBAET OTCYTCTBUE HEOOXOAMMOCTHU

CKPHHHHTA y 0€CCUMITOMHBIX 00JbHBIX [129].
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CucremHas cKkJiepoiepMus

— Pexomenpayercs npoBenieHUe €KeroHoN oneHku pucka pasputus JIAI' y manuentoB ¢ CCJJ
[12,16,129].

. EOKIB (YYP A, Y] 2)

Kommentapun: @axkmopvr pucka JIAI' npu CC exmouarom: (1) kaunuueckue u
demoepaguueckue hpaxmopsl (00vlKA, CYXOCMb KOJCU, CUHOpom Pelino, dueumanvhvie 51366,
NOJACUNION 803PACT, MYICCKOU non);, (2) pe3yromamvl 00C1e008aHUs (NOBblUEHUEe MUMPA
AHMUHyKIeapHulx aumumen, neekas cmenensb M3J1, cnuscenue DLCO, nosviuienue coomuouleHus
gopcuposannoii scusnennou emxocmu aeekux (D@IKEJI) k DLCO uau yposns NT-proBNP)
[130,131].

— ¥V B3pOCIIBIX MAIMEHTOB C JJIUTEIBHOCTHIO CUCTEMHOM CKiepoaepmuun> 3 net npu OXKEJI > 40
% u DLCO <60 %, nns BeisiBnenus OeccummntoMHOW JIAIT pekoMeHIyeTcsi MCIONIb30BaTh
anroputm DETECT [16,45].

. EOK IB (YYP A, Y] 2)

— V¥V nanuentoB ¢ CCJl cnenyer ouenuBath puck JIAI' Ha ocHOBaHMM aHaIM3a BBHIPAKEHHOCTHU
onpbitiku, naHHbIx DXoKI nim ®B/1, yposus BNP/NT-proBNP [130,131].

. EOK I1aB (YYP B, Y/ 3)

KommenTapuu: Pa3pabomanHo HeCKOIbKO —aneOpummo8 CKPUHUHed C UCHONIb308AHUEM
KOMOUHayuu KiuHudeckux npusnaxos, oaunvix IxoKI, ®@BJ], NT-proBNP ona ombopa
nayuenmos CCJ], mpebyrowux nposedenuss YBKC [132]. [lpoepammuvl ckpununea noseonsiom
sviaeums JIAI' Ha pannux cmaousax 3a601e8anUsi NPU MeHee BbIPANCEHHBIX 2eMOOUHAMULECKUX
HapyweHusx u oocmudcenuu ayuuiel evlocusaemocmu nayuenmos [133,134]. Ilpumenenue
mooenu, exouaroweu xkiunudeckue cumnmomsl, DLCO u yposenv NT-proBNP, noszeonsiem
8bIAGUMb NAYUEeHmo8 ¢ KpatHe Huskou eepoamuocmvio JIAI, xkomopvlie He mpeoyom

oanvretiue2o oocreoosanus [12].

— Y ManueHToB ¢ NepeKpecTHBIMU 3a00JI€BAHNUSIMHU COCTUHUTEIBHOM TKAaHH CIIEAYET PACCMOTPETh
€XKETOJIHYI0 OLIEHKY pucka pa3sutus JIAT [12].

. EOK IIaC (YYP C, Y1 4)

I'pynns pucka JIAT
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— Pexomennyercsi mpoBeieHNE €KErOJJHOTO CKPUHUHTA Yy HOCHUTENEH MyTaluii, BBI3bIBAIOLINX
JIAT, u y Ommkaimx poJCcTBeHHUKOB manueHToB ¢ HIIAT [12].

. EOKIB (YYP A, Y] 2)

KommenTapuu: B nepeune mymayuti, komopwsle accoyuuposauvl ¢ passumuem JIAI' onvim
CKpUHUH2A, KAK Npasuo, ocpanudueaemcs Hocumensimu mymayuu BMPR2 ¢ puckom pazeumusi
JIAI' 6 meuenue owcusnu 20% npu 6o01ee 8bICOKOU NEHEMPAHMHOCMU NPU HOCUMENbCmEe )
arcenwyun (42%) no cpasnenuio ¢ myscuunamu (14%) [135]. Beccumnmommnvim poocmeennuxam c
8bIAGNEHHbIMU Mymayuamu, evisvigarowumu JIAI, Haubonee uacmo ¢ yenvro CKpUHUHRA
npeonazaemcs excecoonas IxoKI' [25,26]. Cxpunumneoswiii anrecopumm exmouaem OKI, NT-
proBNP, DLCO, OxoKT', speocnupomempuio u, npu neobxooumocmu, YBKC [136].

— PexoMeHnyercs mpoBeieHNEe CKPUHUHTA MallMEeHTaM yepe3 3—6 mecsieB nociie koppekuu BITC
¢ momoInbko KiuHndeckoi onenku, DXoKI' u DKI u B xoxe goarocpounoro Habmoaeaus [16,17].
. EOKIB (YYP A, Y] 2)

— [lanmenTtam, HarpaBJIEHHBIM HA TPAHCIIAHTAIUIO MTEYEHH, peKOMeH 1yeTcs mpoBerenne IXoKI
nuist ckpununara JIT [16,17].

. EOKIC (YYPB, Y1 2)

— VY nanuentoB ¢ cumnromamu JII' nmpu Hanuuuu Ct3CT, nopransHOM runeprensuu, BIY-
uHpeKn cienayer paccMorpers nposenenne DxoKI, onenky yposHs BNP/NT-proBNP, ®BJ]
W/ WM sprocnupomeTpun uist ckpununra JIAT [12].

. EOK I1aB (YYPC, Y1 4)

KommenTapuun: Ckpunune nposooumcst 0Jis 8biA81eHUs OeCCUMNMOMHbBIX TUY U3 2PYNANbL PUCKA
JIAT. HUncmpymenmot, ucnonvsyemvie 01 ckpununea JII, exnouarom KT, OxoKI [12]. [lpu
Cm3CT 6e3 CCH 6o3moocno npumenamos coomuowerue DPKEJI/DLCO u oanuvle
apeocnupomempuu  [12,129]. Cpeou nabopamopnvix mecmog ciedyem HNPUMEHAMb OYEHKY

ouomaprepos BNT/ NT-proBNP [12].

Xponuyeckasi TPoOM003MO0INYECKAs JIeTOYHAS TUIIEPTEH3Us

— [lanMeHTaM ¢ TEPCUCTUPYIOUICH WM BIEPBbIE BO3HUKIIEH OIBIIIKOM WIH yXYyIIICHHEM
MEPEeHOCUMOCTH (pr3nUecKoi Harpy3ku nocie nepeneceHHoi TOJIA pekoMeHayeTcs poBeIeHUE
JMATbHEUIIIETO  JMArHOCTUYECKOTO  OOCJIEIOBaHHWS NI HUCKIIOYCHUS  XPOHUYECKOU
TPOMOOIMOOINUECKON OOJE3HM JIETKUX WM XPOHHUYECKOH TPOMOOIMOOIMUECKONW JIETOYHOM
runeprensuu [12,16,123].

. EOK IC (YYPB, Y] 2)

KommenTapuu: I1o0xoowvt k pannemy evisisnenuto XTIAJII nocne ocmpoti TOJIA ocnosansl Ha

BbIAGNIECHUU NAYUCHMO8 C NOBLIUEHHbLIM PUCKOM pazsumust 3abonesanus [38]. [anvhetiuee
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ouacHocmuyeckoe 00cn1edo8anue YenecoodpasHo y 6ecCUMNMOMHBIX NAYUEHMO8 C hakmopamu

pucka XTOJIT uepes 3-6 mecsiyes nocie nepenecennou TOJIA [44,123].

— PexkoMmeHnyeTcss HE3aMeIIMTEIbHOE HAINPABICHUE B HKCIEPTHBIM LEHTP NAalUEHTOB C
cumrniromamu JII' mocne nmepenecennoit TOJIA npu Hanmmuuu nedekToB nepy3uu JETKUX CITyCTs
Tpu Mecsua 3(p(GEeKTUBHONW AHTUKOATYISIHTHOM Tepamuu ITOcie OLEeHKH pe3ynbraToB IxXoKI',

ypoBHsi BNP/NT-proBNP w/ uiu sprociimpomerpu [12].

. EOK IC (YYP B, Y]/ 2)

KommenTapuu: V nayuenmos c nepcucmupyroweti unu 6H08b 803HuKuel 00biukotl nocie TOJIA
npumensiromes IxoKI onsa oyenku eepoamuocmu JII' u nepghy3uonnas cyunmuepagus ieekux ois
eblsGNeHUsT cmoukux Oegexkmos nep@ysuu. IIpu nooospenuu na XTIJII OxoKI' sensemcs
Memooom nepsoil tuHuu 071 nayuenmos ¢ cumnmomamu [52,125]. Cmoiikue degpexmoi nepgysuu
nocie ocmpoui TOJIA coxpausromca noumu y 50% nayuenmos, 0OHAKO UX KIUHUYECKAS
3Hauumocms ocmaemcs Hescuou [12,38,136/. V nayuenmos ¢ cumnmomamu npu 0OKa3aHHOM
Mpombomu4eckom nopas’iceHuu ne2ounsvix apmepuil ouacnocmupyemcs XTOJI unu XTOBJI npu
omcymemeuu JII™ [85].

lossnaromes OanHble 0 B03MONCHOCMU UCNONbL308aHUA  O08YyxdHepeemuueckol KT,
cyompakyuonnou KT-nynomonoepaguu uru 3D MPT neexux. /[na ucknouenus XTIJI mocym
Obimb Ucnoab306ansl Jlelioenckue Kpumepuu ¢ yeiblo 000CHO8AHUS OalbHelue20 00C1e008aHUs
[38,137]. Opeocnupomempus nossonsem evisisums Xapakmepuvle NPUSHAKU O2PAHUYEHUS]
@usuuecxoti pabomocnocodonocmu. /[ns pannezo gvisgnenus XTI onmumanvHo obcredosarnue
nayueHmos ¢ cumnmomamu yepes 3—6 mecayee nocie ocmpou TIJIA, umo coenadaem c
DPYMUHHOU — OYEeHKOU Nocle HA4ana aumuKodzyJIsIHMHOU — mepanuu, OOHAKO — MOJcem
paccmampusamvbcsi U 6ollee paHHAS OYEeHKA Y NAYUeHmOo8 C KIUHUYECKUM YXyOuleHuem
[38].I1ayuenmam ¢ cumnmomamu JII' nocre ocmpoii TOJIA cnedyem npogooums KOMNIEKCHbIE
NpOCPAMMbL CKPUHUH2A, XOMs 00 HACMOAULe20 8peMeHU ONMUMANbHASL CIMpame2usi 0Cmaemcs.
HeonpeoesleHHOll, Ymo mpedyem nposedeHUss MeNCOYHAPOOHBIX MHOLOYEHMPOBbIX UCCIe008AHUL

[12].

2.6.1. llar 1 (mogo3penue). IlanmeHToB ¢ mogo3peHueM Ha Hanuuue JII' KOHCYIBTUPYIOT
Bpauu oOIeH MpPaKTUKH, TepamneBThbl, KapAHOJIOTH, MyJIbMOHOJIOIH, peBMarojord. HauyanpHas
OIICHKAa BKJIIOYaeT cOOp MEAMIMHCKOro (B TOM YHCJIE CEMEMHOro) aHaMHe3a, TIIATEIbHBIN
(¢u3MKaIBbHBIM OCMOTp (BKJIIOYAas M3MEPEHUE apTepUaIbHOTO JAaBJICHUS, YaCTOTHI CEPACUHBIX
cokpaieHuil u mynscokcumerpun), DKI' B mokoe, peHTreHorpauio OpraHoB I'pyJHON KIIETKH,
OB/, ynbTpa3ByKoBO€ HCCIIeJOBaHNE OPIOIIHOM MOJIOCTH, 1a00paTOPHbIE TECTHI.

JII" MoxeT OBbITh BBIABIIEHA CIY4allHO IPH BBINOJIHEHUHU TpaHcTopakanbHOM DXxoKI' mo
JIpyruM nokaszaHusiM. Kak OCHOBHOM MHCTpyMeHT ckpuHMHra, JxoKI' mo3Bossier onmpenennts
BeposTHOCTh Hanmuuus JII'. [larmumentam ¢ ¢axropamu pucka pazsutus JIAD naun XTOJII npu
HU3K0I BepoatHocTH JII' moka3aHo AWHamMuuyeckoe amOynaTOpHOE HAONIOJCHHE MO MECTy
JKUTEIBCTBA C TeproandeckuM BbimoiHeHneM JxoKI'. V manuenTtoB 6e3 3HAUMMBIX (DAaKTOPOB

pucka JIAT/ XTOJII' npu cpenHelr u BbIcOKON BepoATHOCTH JII' MOMKHO OBITH MPOIOJIKEHO
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obOcreoBaHue MO MecTy kutenbeTBa. Ilanmentsr ¢ gakropamu pucka JIAI npu cpemneit wim
BBICOKOW BepOosTHOCTU JII' TOJKHBI HE3aMEUTUTEIBLHO HAIPABISITECA B IKCIIEPTHBIN LIEHTP AJIA
n000cIeI0BaHus, B TOM YHCJIE€ HAa OCHOBAaHUH 3aKIIOYCHHS TEIEMEIUIIMHCKONW KOHCYJIbTAIlUU
CIIELMAJIMCTA YKCIIEPTHOrO LIEHTPA.

2.6.2. llar 2 (BbIfiBJieHHE). BTopoii sTam BKJIIOYAET TPAAUIIMOHHOE OOCIICIOBAaHHE
nerkux u cepaua. 9xoKI' u sprocrnupoMerpusi MO3BOJIAIOT AUATHOCTUPOBATH NATOJIOTHIO JIEBBIX
OTJIICJIOB CepJlla, MHUTpaibHOro/ aopranpHOro kiamanoB (rpynma II). Ilpu npoenenun
pentre”Horpaduu opranoB rpyaHou kietku, OB/l ¢ omnenkoit nuddy3noHHON CHIOCOOHOCTH
nerkux, KT opraHoB rpyaHol KIETKH C KOHTPACTHBIM YCHJICHHEM BBISBISIOTCSA 3a00JIeBaHUs
nerkux (rpynma III). st ckpununra XTOJI npoBoautcs cumHTHrpadus jgerkux. boiabHble C
HaTMYueM nepPy3uOHHBIX JeEKTOB IIPHU OTCYTCTBHH HAPYIICHUH BEH TUIISIIIMK W/HITA U3MEHEHUH
neroyHoil mapenxumMbl Ha KT opraHoB rpyaHOW KJIETKH JOJIKHBI HANPSMYKO HANpaBlIATHCS B
9KCIEPTHBIN HEHTP it foobcnenoBanus B miane X TOJII u onenku onepadeasrocTu [38].

2.6.3. lllar 3 (Bepudukanus). [lanmeHTs! JOMKHBI OBITH HANPABJIEHBl B 3KCIEPTHBIN
HEHTP JUTS JATbHEHUIIEro 00CIeIOBaHMS B CICAYIOMMX cuTyarusax: (1) mpu cpemaHeir/ BBICOKOM
BepostHocTH JII'; (2) mpu Hammuuu ¢aktopoB pucka JIAI' unu TOJIA B anamuese. Ilpu
HAOMIOJICHUN 3a TMalUeHTaMH CIEAyeT BBISBIATh NPU3HAKK KIMHHUYECKOTO YXYAILICHUS,
CBSI3aHHBIE C XYIIIMMH MCXOJaMH H TpPeOYIOIIHEe CPOYHOTO BMENIATEIhCTBA - OBICTPOE
nporpeccupoBanue cumnromaruku (OK III/IV (BO3)), kinHuueckre NpU3HAKK TUCHYHKIUH
IDK, obmopoku, mpusHaku Huzkoro CB, Tskenble apuUTMHUU, HApYIIEHUWE WIHM YXYIIICHUE
TeMOMHAMHUYECKOTO CTaTyca (THIIOTOHHS, TAXUKAPIHS).

B xome xommuiekcHOro oOcieoBaHMsI B  JKCIEPTHOM IIEHTPE MPOBOIUTCS
nuddepeHnranbHas IUarHOCTUKA JUIsl YCTAHOBJIGHHMS KiMHMuYeckou rpymmbl JII', a Takke
WHBa3HMBHAas OIIEHKA AJI OmpeneieHus reMoanHaMudeckoro tumna JII' u, mpu HeoOXoaumMocTu,
BazopeakTuBHOoro tecra nmpu UBKC [15,16,18]. B skcmeptHom unentpe JII' ananmsupyrorcs
pe3yNIbTaThl paHee BBINOJIHEHHBIX UCCIIEA0BAHNUMN, TP HEOOXOIMMOCTH KIIHOUEBBIE UCCIIE0BAaHNUS
JIOJKHBI OBITH TTPOBEICHBI TOBTOPHO.

[Taumnentam ¢ npexanwuisipHoi JII' mpoBoAWTCS OOMOJHUTENbHAs AUArHOCTUKA [
Bepuukanuu rpynnel [ (JIAI) w rpynmel V (apyrue peakue cocTosHHUs). B CloXXHBIX
KIMHUYECKUX CUTyallUsiX M TNpu oleHke omepadbenpbHocTH mnanueHtoB ¢ BIIC u XTOJIT
HEOOXOJUMO TIPOBECTH KOHCHUJIIMYM MYJIbTHAWCUUIUIMHAPDHOW KOMAaHIbl CIEUAINCTOB,

BKJTFOUAIOILEH PEHTTEHOJIOTOB U KapAnoXupypros [44,48].

2.7. OueHKa TsKecTH 3a00/1eBaHNs ¥ MPOTHO3a

43



1535
1536
1537
1538
1539

1540
1541
1542
1543
1544
1545
1546
1547
1548
1549
1550
1551
1552
1553
1554
1555
1556
1557
1558
1559
1560
1561
1562
1563
1564
1565
1566
1567
1568
1569
1570
1571
1572
1573
1574
1575
1576
1577
1578
1579
1580
1581
1582
1583

— PexomeHyeTcs oneHuBaTh TskecTh JIALT ¢ onpeneneHremM pucka CMEPTHOCTH Ha OCHOBaHUU
KOMIUIEKCHOTO aHalu3a JaHHBIX KIMHUYECKOTO CTaTyca, (yHKIIMOHAIBHBIX TecToB, Dx0KI,
ypoBast BNP/NT-proBNP, remomnHamuueckux Ioka3aTelieii y BCEX MAI[MCHTOB C BIIEPBBIC

YCTAaHOBJICHHBIM JUAarHo3oM M B IIPOLECCE NTUHAMHUYECKOT'O Ha6J'II-OI[eHI/I$I KaxKbIC 6-12 MECSIICB
[6,10,12,15,16].
e EOKIB (YYP A, VI 2)

Kommentapum: Ha ocHoganuu KOMNIeKCHO20 00C1e008aHUSA C NPUMEHEHUEeM MHO20(paKmopHOU
mooenu cmpamughukayuu y ecex nayuenmos JIAI' credyem onpedenumv cmamyc pucka
CMEPMHOCMU KAK HU3KUU, CPeOHUll U BbICOKUL COOMBEMCMEEHHO NPU OYEHOYHOU 200UYHOU
cmepmuocmu <5%, 5-20% u >20% coomeemcmeenno (Tadn.22.11punoxenune I'l) [12].
Hannvie cogpemenHbIX pecucmpos NOoKA3anu, Ymo Habaoaemvle NOKA3amenu CMepmHOCmU 6
meyenue 1 2o0a 6 epynnax cpedHe2o U GbLCOKO20 PUCKA NPeBbLUAIOM panee NPOSHO3Upyemble
[138,139]. Kpumepusmu nuskoeo pucka sensiomesi @K | uau 1l (BO3) npu oucmanyuu ¢ TILIX>
440m, oasnenuu ¢ ITIT <8 mm pm. cm. u CH > 2,5 a/mun/m® [10]. Ipynna cpednezo pucka
npeocmasnena nayuenmamu OK |11 (BO3) ¢ ymepenno chudicennol ghusunecko akmueHoCmoio
u npusnakamu ouc@ynkyuu IDK 6e3 xnunuueckux nposerenuil npagogicenyoouxosot CH.
Buvicoxuii puck cmepmuocmu cnedyem npoeuosuposams y nayuenmos DK -1V (BO3) ¢
npoepeccupyiowum mevenuem JIAI, nposenenusmu npasodicenyoouxosou CH u emopuunotl
oucynkyueii opyeux opeanos. Mzeecmuno, umo noxazamenu MO2Yym OMHOCUMbCA K PA3HbIM
Kame2opusiM pucka, Ymo onpeoeisem 6blo0p MakmuKu 1e4eHUs..

B pexomenoayusx ESC/ERS 20222. peanuzoéan nooxo0 nOGMOPHOU CMpamu@uxayuu
pucka y nayuenmos, noayuarowux JIAI-cneyuguueckyro mepanuio, ¢ yuemom mozo (paxma, 4mo
60-70% 6oabnbix coxpansiom npomedxcymounviii puck [12]. Bwidenenue xocopm nayuenmos
NPOMEICYMOUHO-HUZKO20 U NPOMENCYMOYHO-8bICOKO2O PUCKA CMEPMHOCMU NO360/em 8
3apy6edtcHOU NPaKmuKe paccmMampusams no0Xoo0bl K dcKaiayuu cneyuguyeckor mepanuu. B
POCCUTICKOU Npakmuke 00 HACMOSWe20 6PeMeHU He 3apecUcmpuposansbl NapeHmepaibHble
amanocu NPOCMAYUKIUHA, YMO He NO380JAen UCNOAb308AMb NPEONONCEHHBIU  AN2OPUMM
cmpamu@ukayuu pucka ¢ yeavio OnmuMu3ayuy mepanuu.

C yuemom coxpanenus mpex cpynn CMepmHOCMU AKMYALbHbIMU OCMAIOMC NPEXHCHUE
nopozoswie 3nauenust 0ns ypostetl BNP/ NT-proBNP, oannvie MPT cepoya moeym npumensmocsi
6 OKCNEPMHBIX Yenmpax, oonadarouux Heobxooumot sxkcnepmusoi [6,15,16,48].

Knunuueckas oyenxka npedocmaensiem 6ajxcHyio ungopmayuio Oiisi  OnpeodeeHus
msowcecmu JIAI' y nayuenmog ¢ ycmanognennvim ouaznozom. Ilpu ounamuueckom Hadbnooenuu
cnedyem yuumoléams Haiuyue 0OMOPOKO8, KpPOBOXAPKAHbs, OoNell 6 2pyou, NPU3HAKO8
npasodicenyoouxosou CH. Ilpu ¢usuxarbnom ocmompe oyeHu8aomes 4acmoma cepoeyHbix
COKpawjenutl, apmepuaibHoe 0asieHue, Haluyue YUaHo3a u pacuiupeHusi APemMHblX 6¢H, OMeKos,
acyuma, nieepanbHoco evinoma. DPK (BO3) ocmaemcs o00Hum u3 Hauboiee BaAMCHLIX
nPeouKmopos svldcusaemocmu nayuenmos ¢ JIAI kax npu ycmanogieHuu ouacho3a, mak u npu
OUHAMUYECKOM HAOII00eHUU, YXyouleHue Komopozo mpebdyem 0000c1e008anus OJisi 8blAGIEHUS
npuuunst! npuuun Kiunuueckozo yxyowenus [15,16,140,141].

TIHIX  saeisemcs  Haubonee  OOCMYNHLIM — MEMOOOM  OYeHKU  uzuueckou
pabomocnocobHocmu NAYUeHmos, 0OHAKO 00CMOBEPHOLL CE53U MeAHCOY YeeaudeHueM OUCMAanyuu
6 TLIX u 00120CPOUHBIM NPOSHO30M NAYUEHMOS8, BKIIOUAS CMEPMHOCMb OM 6CeX NPUYUH,
20CnuUmanu3ayuu no noooy KIuHuyeckozo yxyouwtenus JIAI, mpancnianmayuu neekux uiu
Komniekca cepoye-ieckue, no OanHulM 22 KIuHu4eckux ucciedosanuil, He eviseniero [103].
Bmecme ¢ mem, ycmanosnenvl nopozosvie sHavenus oucmanyuu 6 TLIX, ykazviearowue Ha
HAUXyouilyio U HAUIyuuyio 200UdHYI0 evlocusaemocms nayuenmos ¢ JIAI- <165m u >440m,
coomeemcemeenno [142]. B psioe uccnedosanuil nOKA3aHo, 4mo OYeHKA HaACmombl CEPOeUHbIX
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A IS AN

COKpawjeHutl u camypayuu nepugepuieckoli Kposu npu nyabCOKCUMEMPUU 8 OUHAMUKE MOHCEM
VAYHUWUMb RPOSHOCMUYECKYIO 3HaYUMocmb memooa [142-144].

Konuuecmsennasn oyenxa nompebnenus KUCiopooa npu 3p20CRUpOMempun 0Cmaemcs
Hauboee MOYHbLIM UHMESPAIbHbIM NOKA3amenem, Ompaxcaroujum QYHKYUOHAbHOEe COCMOsHUE
U KOMNEHCAMOpHble 803MONCHOCMU CEPOEYHO-COCYOUCTOU, 1e20YHOU U MbIUEYHOU CUCTeM, U
Modcem Oblmb UCNOAL308aHA OISl oyeHKku cmenenu msicecmu JIAI u npoenosa [105-107].
Ilpogedenue speocnupomempuu B03MONCHO UCKIIOYUMENLHO 6 IKCNEPMHLIX YEHMPAx, 4mo
o2paHudusaem wupoKoe npuMeHeHue 6 pymuHHOU npaKmuxe.

Busyanuzayus cepoya uepaem 6asxcHyio ponv npu HabarooeHuu 3a nayuenmamu ¢ JIAL.
P50 OxoKT™- u MPT-napamempog ¢ npocHocmu4ecKum 3Hadenuem, no380510m KOHMpPOIUPO8amy
@yukyuro IDK 6 ounamuke (Tabn.16.llpunoscenue b1l). B npomoxore MPT cepoya ons
cmpamugukayuu pucka ciedyem Ucnoib308ams ciedyioujue napamempul, KOmopbule yKazvl8awom
HA HU3KUL, CpeoHull, 6vlcokuti puck cmepmuocmu: DB IDK >54%; 37-54%; <37%,

2 2 2
coomeemcmeenHo; YU >40 ymu/m ; 26-40 mu/m ;[ <26 ma/m , COOmMEEMCmMeEEeHHO; UHOEKC KOHEYHO-

cucmonuyveckoco obvema IDK <42 MJZ/MZ,' 42-54 MJZ/MZ,' >54 M/l/Mz, coomeemcmeenno [12]. B
omauyue om IxoKI', dannvie MPT cepoya 603M0H#CHO OYeHUBAMb UCKIIOUUMENbHO 8 IKCHEPIHbIX
YeHmpax, ymo 02panutusdaem WupoxKoe npumMeHeHue memood 8 pymuHHoOU NpaKmuxe.

Haubonee cunvhoti npoenocmuyeckou 3nauumocmoio y nayuenmos ¢ JIAI obradarom
eemoounamuueckue nokasamenu- oasnenue ¢ IIT, CH u SVO; [6,12,141,142). Jaenenue ¢ I1I1
oaem KoceeHHoe npedcmasierue o gvipadicennocmu oucyukyuu IDK. Beauyuna CH 3asucum om
YO u ompascaem mo konruvecmeo okcueeHupo8aHHOU Kposu, KOMopoe 8038PAUAencs U3 1e2KUx
6 aesvle omoenvl cepoya. Cpl/l/IA He 6xodum 6 nepeuenb NPOSHOCMUYECKU 3HAYUMbBIX
2eMOOUHAMUYECKUX NoKaszamelell, NOCKONIbKY €20 CHUdMCeHUe Modxcem Oblmb cledcmauem
ouchynkyuu IDK. Viyuwenue xnunuueckoeo cocmosinus 6onvnozco ¢ JIAIT kpaiine pedko
npugooum K Hopmanuzayuu uiu cuudiceHuro cpllJIA. Hcknouenue cocmasnaom nayueHmol
NOJIOJCUMENLHBIM  8A30peakmueHblm  mecmom, noaydaiowue mepanuro bBKK [120]. Cpeou
o
u
0
M
a Pexomenpayercs ouneHuBaTh TskecTh JIAIT ¢ ompeneneHwemM pHucka CMEPTHOCTH Y BCEX

%aHI/IeHTOB, nonyvatonux JIAI-cnenuduyeckyro tepanuio, Ha ocHoBanuu aHanuza OK (BO3),
aguctaninuu B TIIX, BNP/NT-proBNP, u, npu HeoOXOAMMOCTH, AOMOJIHUTEIBHBIX MapaMeTPOB
gmyanmaunn MpaBbIX OTHEIOB CepAlla U TeMOJWHAMHUKU, B TMPOLECCe IUHAMHYECKOTO

H#a0TI0ICHUS KaKIble 6-12 MeCsIIIeB C [eNIbI0 CBOCBPEMEHHOM dcKaaluu Tepanuu [12].
H
. ¢ EOK IB(YYPA,YI/] 2)
oMMeHTapuM: Heuneaszugnvlii Memoo OyeHKu pPUcKda, OCHOBAHMBIU HA UCNOIb30BAHUU MPeEX
cpumepues: PK I-1I (BO3), oucmanyus ¢ TILIX >440m u NT-proBNP <300 ne/n/ BNP <50 ne/n,
Qs svisisnenus nayuenmos JIAT, docmueaiowux u cOXpaHsIOWux cmamyc o4eHs Hu3Ko20 PUCKd
1140,145]. Yucio kpumepues nuskoco pucka mouno npedckazviéano 6eccobLIMULIHYIO
BLIoCUBACMOCTIb U NO360IANO UOSHMUDUYUPOBAMb KO2OPIMY NAYUECHMOE C 0YeHb HUSKUM PUCKOM
Buepmuocmu om 1106w1x nputUH NO danHVIM GPAHYYICKO20 PE2UCIPA U Y BNEPEbIE GbIAGTCHHBIX
flayuenmos & peaucmpe COMPERA. Ilpu nanuuuu mpex kpumepues HU3K020 pUcKa y nayueHmos
¢ enepevie sviaenennoti JIAI nabniodancs naubonee 61a20npusmusiii 00N20CPOUHbII NPOSHO3.
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3. JleyeHHe JIErOYHONl AapTepHAJLHON TIHUIEPTEeH3UH, BKJOYasg o0mme
MepONpHUATHS, MEIUKAMEHTO3HYI0 Tepanuil, XHPYPIruYecKHe MeTOAbI
JIeYeHHs], MeIMIMHCKHUE IOKA3aHUS W NPOTHBOINOKA3AHUA K NPHUMEHEHHIO

METOA0B JICUCHHUHA
B coBpemenHoii crparermu BeneHus mnamueHtoB JIAD crienyer BwIaensATh oOmue

pPEKOMEHIAIlH, TIOIEPKUBAIONIYIO M crienuduyeckyro Tepanuio [6,12,15,16].Eciiu npumenenue
[pernapaToB MOAICPKUBAIOIIEH Tepaliuy He OKa3bIBAeT BIMSIHUS Ha BEDKMBAEMOCTH MAIIMEHTOB C
JIAI', T0 mpemapaTbl IAaTOr€HETUYECKOIO  JEWCTBUS  CIOCOOCTBYIOT  YBEIMUYEHUIO
IPOJIOJDKUTEIBHOCTH KHU3HH TMAIMEHTOB, CHIDKEHHIO IOTPEOHOCTH B TOCIUTAIU3ALMUAX U

YBEIUYEHUIO BPEMEHH JI0 KIMHHYCCKOTO YXY/IIIEHUS ¥ TpaHCIUIanTanuu [24-26,47].

— Haznauenue JIAI -cnenuduyeckoii Tepanuu pekomenayercs nauearam JIAIL co cpIJIA > 25
MM pT. cT. U JICC > 3 en. Byna B cooTBeTCTBUM C JI0Ka3aTelbHOM 0a30il MO MPUMEHEHUIO
npenaparos [12,15,16].
e PKOIA(YYPA VA1)

KommenTapuu: Cocracno cospemenuvim Kpumepusm ouachos JIAIT ycmawnaenusaemcs npu
epllVIA > 20 mm pm. cm. u JICC > 2 eo. Byoa [12]. Oonaxo >¢pgpekmusnocmo npenapamos,
0000pennvix 015 nevenust JIAL, 6 nacmosiuee pems 00KA3AHA UCKTIOYUMENLHO Y NAYUEHINO8 CO
cpJIA > 25 mm pm. cm. u JICC > 3 eo. Byoa. Ilpu evicoxom pucke pazeumus JIAL, nanpumep,
nayuenmos ¢ CC/] unu poocmeennukos nepeotl aunuu oonrvuvix HJIAI ciedyem nanpasums 6
oxcnepmuwviti. yeump JII' Ons obcredosanus ¢ yenvio paunei ouacnocmuxu JIIT u evibopa
onmumanvrou maxmuxu aevenusi. Hayuenmam co cp/lJIA 21-24 mm pm.cm. u JICC 2,1 0o 2,9 eo.
Byoa npu wnanuuuu cumnmomos JII' credyem nposooums Ounamuueckoe Habooenue,
sxmouarowee IxoKIl u TIX, pewenue o nposedenuu YBKC npunumaemcs Ha unousuoyanbHoul
OCHo8e.

— B xagectBe menu tepanuu manueHToB JIAI pekoMeHIyeTcs HCIONb30BaTh JOCTHXKEHUE U
noJiIepKaHue Mpouiisl HU3KOTO PHCKA B pe3yibTaTe MPOBOAUMON crienu(uueckoil Tepanuu

[12,15,16].
e EOKIB (YYPB, Y 2)

—Y nanuenToB ¢ JIAI' ycTaHOBIEHHOH 3THONOTUM, NIPU HAJIMYUKM COMYTCTBYIOIMX 3a00J€BaHuUi
ONTUMU3AIMS TePAIUH JOJKHA OBITh PACCMOTPEHA B MHIMBH/IyaJIbHOM HOPSJIKE C Y4€TOM TOT0, YTO
JOCTHKeHUE TIPOHIISI HU3KOTO PUCKa HE BCETia BO3MOXHO [12].

e EOK llaB (YYP C, VI 3)

3.1. O0mue pekoMeHAALUA

[Ipu ycranoBnenun nuarHo3a JIAIT m B Xome HaOMIOACHHUS 3a MAIMEHTAMH CIIEIYET

06CY)K,Z[E[TB I/IHI[I/IBI/I,Z[yaJ'ILHHﬁ PECKUM eXKEeIHEBHOM (pI/I3I/IquKOI7I AKTUBHOCTH, IIJIAHUPOBAHUC
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CEMbH, KOHTpPALENIUI0O U IOCTMEHOINAY3aJIbHYI0 TOPMOHO3AMECTUTENBHYIO  TEpamuio,
MOJTOTOBKY K IJIAHOBBIM XHUPYPTUYECKUM BMEIIATEIBCTBAM, MPOPUIAKTUKY WH(EKIIHOHHBIX
3a00JI€BaHUM, ICUXOCOLUAIIBHYIO MOJICPKKY, MyTEIIECTBUS, TPUBEPKEHHOCTh JIEKAPCTBEHHOM
TEpanuu U He0OXOAMMOCTh HAOJIIOICHHS CIIeNUaIcTaMu KcepTHoro nenrpa JII' [6,12,49,125].
ITpumepHo y 35% nanuuentoB ¢ JIAI' pa3BuBaroTCs TPEBOKHBIE COCTOSIHUS, MAHUYECKUE ATAKU U
JIeTIpeCcCHsi, KOTOPBhIE TECHO B3aUMOCBSI3aHbI C TSHKECThI0 cuMmnToMatuku JIAIT u orpannuenuem
¢usnueckux Bo3MmoxHocTed [15,154]. Ilanmentam JIAIT m umeHam w©WX ceMmei ciemyer
PEKOMEH/I0BaTh IICUXOJOTUYECKYIO [TOMOIIb, AKTUBHOE y4acTHE B MAI[MEHTCKUX OpraHHU3aIlHsiX,
YTO MOXKET IMOJIOKHUTENbHO BJIMATH Ha a/IalTallUI0 B pe3y/ibTaTe KOHCTPYKTUBHONW COBMECTHOM

paboTsl OonbHOTO U Bpaya [6,15].

du3nyecKass AKTUBHOCThb U peadWIuTAIUA
— PexoMeHayeTcsi OkazaHu€ YCIAYr MO MEAUIIMHCKOW peaOuiIuTallid B BHJIE TPOBEICHUS

©KCTHEBHBIX [O3UPOBAHHBIX M PErYIUPYEeMbIX (U3MUYCCKUX HArpy30K MOJA HAOII0JCHUEM
CIICLMAIMCTOB YKCIIEPTHOTO LIEHTPa CTa0MIbHBIM mareHTaM JIAT HU3Koro prcka, MoayJaronum
anexBaTHy0 JIAI -cnenuduueckyto tepanuro [6,12,15].

e EOKIA (YYP A, VI 1)

KommenTapuu: 3a nociednue 200bl 8 KIUHUYECKUX UCCIE008AHUSX NOKA3AHA IPHEKmuUeHoCmy
npozpamm usuyeckoll peabunumayuul, KI0YAWUX a3podHble husuyecKue Hacpy3Ku, CUI08ble
HA2PY3KU, ObIXAMENbHYI0 SUMHACMUKY U 2JIeMeHmbl 1o2U, HaA pabomocnocobHOCmb NAYUeHmos
JIAI' ¢ 0ocmogepnvim ysenuuenuem oucmanyuu 6 TLIX u VO2peak, noxaszameneti xauecmea
arcuznu [150-152]. Vuacmue 6 mpenupogounvix npoepammax ciedyem npediazams CmadUuibHbIM
nayuenmam, nonyuarowum JIAI-cneyughuueckyro mepanuio, 8 9KCnepmusvix YeHmpax ¢ Onvlmom
sedenuss omou Kameeopuu Oonvuuix [6,12,15]. Kax npasuno, npocpammer puzuueckoi
peabunumayuu nPo8ooamcs 8 YClo8UAX CIMAYUOHAPA, YMO s811emcs 3a1020M 0e30nacHOCmU.
Haunyuwue pesynomamul Obliu 00CmMucHymol 6 KIUHUYECKUX UCCIe008AHUAX NPU NPOBEOeHUU
MPEHUPOBOUHBIX NPOSPAMM 6 meueHue 08X 4aco8 8 0eHb NAMb pa3 8 Heoeld Npu CouyemaHuu
A2pPOOHBIX HACPY30K HA 8E109p2oMempe UIU MPeoOMuUle Ha 8bIHOCTUBOCHb, CUNOBLIX MPEHUPOBOK
C UCNONB308AHUEM MAN020 8ecd U YNPAXCHeHUll 0asa ovixamenvHou myckyramypul [150]. B
npocnexmugsnom PKHU nokazano ynyuuwenue nokazameneti 2eMoOuHamuxy y nayuenmos ¢ JIAI' u
neonepadenvrou XTI 6 eude oocmoseprnozo ysenuuenus CHU, cnuscenus cp/lJIA u JICC no
cpasnenuio ¢ Konmpoavhou epynnot [152].

B naweii cmpane npomoxonwl ¢usuveckoi peabunumayuu 0nsi nayuenmos c JIAI
HAX005IMcs 8 CMmaouu pa3padomxu.

— [Tartmentam c JIAT" He pexomeHyeTcst n30bITOUHAs (pr3nyecKkast akTHBHOCTD, TPOBOIMPYIOLIAs
BBIPQKEHHYIO OJBIIIKY, TOJIOBOKPY)KEHHE, CHUHKONE, 00iIM B TPYAHOM KIeTke, ci1abocTh
[6,15,16,47,48].

e EOKIIIC(YYPB, VY] 3)

KommenTapumu: Yuacmue 6 mpenupogounvix npoepammax npomusonokazano nayuenmam JIAI ¢
acanobamu Ha OOaU 6 epyou, NPUCMYNbL cepoyedUeHUsl, NPECUHKONATbHLIMU U CUHKONANbHbIMU
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COCMOAHUAMU HA (POHe hu3uuecKkux Haspy3oK, ¢ cumnmomamu npasodxcenyooukogou CH,
HeOasHell 20cnumanuzayuent Ui 00C1e008aHUeM 6 Cés3u ¢ KiuHuveckum yxyouenuem [151].

[InaHoBbIe XUpYpruyecKkne BMeATeIbCTBA
— PexkoMenayercss mpoBOAWTh MYJIbTHIWCUUIUIMHAPHBIA KOHCHJIMYM B COCTaBe KapJuOJIOra,

AHECTE3UOJIOra-peaHuMaToJIora, XUpypra 3KCIEPTHOTO IIEHTpa U, P HEOOXOAUMOCTH, IPYTHX
CHEIUAIIUCTOB TPH OOCYKIEHUU XUPYPTUYECKOTO JICUCHUsS, BBIOOpAa THUIA AHECTE3WH U
MEepPUONEPAIMOHHON TaKTUKU BeJeHus mnanueHtoB JIAD i MUHUMH3AIMM  PHUCKOB
BMernatenscTBa [12,15]

e PKOIC(YYPB,YI/]3)

— Tlpy IUIAHOBBIX XHPYPrHYECKMX BMEIIATEILCTBAX CIEAYyEeT OTAaBaTh MPEAIIOYTCHHE
PErnoHApHOM, B TOM YHCIIE SMUAYPAIbHON aHEeCTe3nH, y manueHToB JIAT st mpeaynpexaeHust
ocioxHenuii [6,15,16].

e EOK IlaC (YYP B, YIUI 3)

— Ilpum nnaHupoBaHMM XHUPYPTUYECKOTO BMelIaTenbcTBa y mnanueHToB ¢ JIAIT BO3MOXHO
pacCMOTPETh €ro BBINOJHEHUE B YCIOBUAX OJKcIepTHOro menrpa JII' mis mMuHMMH3anuu
[IEpUOIIEPanOHHBIX pruckoB [15,16,157].

e PKOIIbC (YYPC,VYII4)

KommenTapuu: Xupypeuueckue emewamenscmea y nayuenmos JIAI' césa3zanvt ¢ nogvluieHHbIM
puckom npasodicenyoouxosoti CH u cmepmuocmu, accoyuupo8anHuvim ¢ msaxicecmovio 3a001e8aHUs
[6,12,152]. B npocnexmusrom medxncoynapoonom pecucmpe, sxmodarowem 114 nayuenmos c JIAT,
nepeHecuux Hekapouoxupypeuieckue u HeaxyulepcKue emeulamenbcmed, nepuonepayuoHHas
CMEPMHOCMb  COCMABULA NpU  NIAHOBbIX U  HEOMJONCHbIX npoyedypax 2% u 15%
coomseemcmeenno [153]. Haubonvuwiue pucku u mpyoHOCmu nepuonepayuoHHo20 8e0eHus
HabOOames y nayueHmos ¢ enepsvie 6viasienHou JIIT na Mmomenm onepamueHoco
emewamenvcmea. Ilo 8ozmodxcnocmu HeoOX00UMO nepenecmu 8pems BblNOJHEeHUs NIAHO0B020
XUpYpeUuecko2o0 eMeuamenscmea U Hanpagums NAyueHma 6 IKCNepmHbIL YeHmp Ol
muamenvHo2o obciedosanus ¢ gvinoaHenuem YBKC u, npu Heobxooumocmu, 8a30peakmueHo20
mecma, ¢ nociedyiowum noobopom JIAI-cneyugpuueckot mepanuu [6,15]. Credyem oyenumo
2eMOOUHAMUYeCKUll U (QYHKYUOHATbHLIL Cmamyc nayuesmad, O0emanibHo 00Cyoums o00vbem
onepayuu, amecmesuoioudecKkoe nocodue, B03MONCHOCMb UCNOIb308AHUS OKCUOA dA30Md,
UHATIAYUOHHBIX NPOCMAHOUOO08 U IKCMPAKOPNOPAIbHOU membpannol okcucenayuu (OKMO).
Bce obcnedosanusn u onmumuzayuro mepanuu JIAI scenamenbHo 6binoiHuUmMs He NO30Hee Yem 3a
06e Hedelu 00 Npeononazaemozo onepamusHozo emewamenvcmea [152]. Ilpu nranuposanuu
XUpypeuuecko2o emeulamenscmea ciedyem UHQGOPMUpoOsams NAYyueHma o0 BO3MONCHLIX
NepUOnepayuoHHbIX PUCKAX, CBA3AHHBIX C XAPAKMEPOM ONepamusHO20 BMeuamenbcmed u
AHECMe3U0I02ULEeCKO20 NOCOOUS, O B03MONCHOM YXyouenuu meyenus JIAL u pucke nemanvHoco
ucxooa.
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— V¥V nanuenTtoB ¢ JIAI' BO3MOXKHO pacCMOTPETh MPOBEICHUE MUHU-JIAMIAPOTOMUYECKOTO JOCTYyMa
JUTSL IPEYNpexIeHus ocnoxkuenuit [15,154].

PKO I1bC (YYP C, Y1 3)

KommenTapuu: V nayuenmos c JIAI" nnesmonepumoneym unu Komnpeccus ouagpazmovl Mocym

YXYOulame eHMUNIAYUIO e2KUX U SHAYUMeNbHO yeeauuums nocmuazpysky IDK ecreocmeue
eunepmonuyeckoz2o kpusa no MKK [152,154].

HpodunakTnka nHpexuii
— VYV mnamuentoB ¢ JIAI' crmegyer paccMOTpeTh HMMMYHH3alMI0 IMPOTUB BHUpyca TpUIa,

MHEeBMOKOKKOBOM — mHbekmun, SARS-COV-2 mis  npeaynpexacHuss MporpeccCHpoBaHUS
3aboseBanus Ha (hOHE MHTEPKYppeHTHOU MHpekiwu [6,12,15,16].

e EOK IlaC (YYPB, Y11 3)
Kommenrapun: Y nayuenmos ¢ JIAI' nnesmonuu 6viiu npuuunoi cmepmu 6 7% cayuaes [6].
Hecmompsi na omcymcemeue PKHU, ciedyem npogooums 6akyuHayuro npomué eupyca epunnd,
nuesmokoxka, SARS-Cov2 [6,12]. Uckniouenue cocmasnsiom nayuenmol ¢ Cm3CT u BUY-
uH@exyuetl, y Komopvix peuieue 0 8aKyuHayuu OOJIHCHO NPUHUMAMBCA C YY4emOoM AKMUSHOCIU

O0CHOBHO20 3a001e8aHUs U NPOBOOUMOU UMMYHOCYNPECCUBHOU MePanuu.

IIpuBepKeHHOCTH Tepanuu
dakTopamu, BIMSIOLIMMU Ha INPUBEPKEHHOCTh TEpAllMK IanueHToB ¢ JII', aBisAroTCS

nemorpaduueckue 0COOCHHOCTH, KOTHUTHBHBIE HApYIICHMs, COMYTCTBYIOIIHME 3a00JIeBaHUs,
MICUXOJIOTHYECKUI CTaTyc, MOJIUIparmMasus, MmoOo4yHble 3(PQeKThl JIeKapCTBEHHOW Teparuu,
IrPaMOTHOCTh B BOIpPOCaxX 3J0pPOBbsl M MOHWUMaHHWe 3anad jedeHus [15,155,156]. ITanueHTsI
JOJKHBI OBITh MH(OPMUPOBAHBI O LEISAX TEpanuM, MEXaHU3Me JAEUCTBHUS OCHOBHBIX T'PYII
JIEKapCTBEHHBIX CPEJACTB, BApHAHTAX JIEYEHHUS M BO3MOXKHBIX MOOOYHBIX SIBJICHUSAX, a TaKXKe
HOCJEICTBHUIX HECOOIIOIEHUS peKuMa Tepaiy ¥ He00X0AUMOCTH COO0IIAaTh JeyaliemMy Bpady o
JTO0BIX U3MEHEHUSIX B JIEKapCTBEHHOM cxeme. Cpeau (pakTopoB, CBA3aHHBIX C BPayoOM, CIEAYyeT
YUUTBHIBaTh OINBIT, 3HAHME PEKOMEHIAIMM, MYJIbTUAUCUUIUIMHAPHBIMN MOAXOJ; C CHUCTEMOM

3/IpaBOOXPAHEHHS — YCIOBHsI PabOTHI, JOCTYII K IpenaparaM U CTOMMOCTh Jieuenus [12,156].

IlyremecrBus
— IIpoBeaeHNE MHTAALMY KUCIOPOAA MPY aBHANEPEIeTax CIeIyeT pacCMaTpUBaTh y MMAIIMEHTOB

c JII' lII-IV ¢ynkumonansbHoro kiacca (BO3) npu HanmpsKeHUH KHUCIOpOAa B apTepHAIbHOMN
kpoBu < 8 klla (60 MM pT. CT.) B MOKOE WJIM MPU HACBIIIEHUU KPOBU KHcIopoaoM < 92% mo
JAHHBIM IYJbCOKCUMETPUU TMPU [JBIXaHUU aTMOC(EpPHBIM BO3AYXOM, ISl NPO(PUIAKTHKH

ocioxuenuit [6,12,15,16].
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e EOK I1aC (YYP B, YUI 3)

Kommenrapuu: [lokazano, umo KpamxospemeHHasi (MeHee OOHUX CYMOK) HOpMOOapuyeckas
2UNOKCeMUS, KAK NPABUNIO, XOPOULO NePeHOCUMCsL KIUHUYeCcKU cmadunbioimu nayuenmamu JIAL
be3 eunoxkcemuu Ha ypoewe mopsa [125157]. Ilayuenmam, ucnonv3yrowum Kuciopoo, npu
asuanepenemax pekoMeHoyemcs npogooums unearayuro kuciopooa npu PaO2< 8 klla (<60 mm
pm.cm.) unu Sa02 < 92% (8 noxoe npu ovixanuu ammocgepuvim 6030yxom) [6,12]. Iockorvky
aghghexmol 8030elicmeuss cUNOKCeMuu Om YMepeHHOU 00 OaumenvbHou (dacvi-onu) npu JIAI
U3yueHvl HeOOCMAmMOUHO, Cledyem pPeKOMeHO008amb nayueHmam uzbeeamov npeodvleanus Ha
svicome eviue 1500 m 0Oe3 npumenenus uneanrayuu xuciopooa [125]. Crxopocmv nomoxa
KUCI0pooa 2 J/MuH nogvluiaen KOHYeHmMpayuio KUciopooda 80 80biXaemom 8030yxe 00 0ObIUHbIX
3HAYEeHUll Ha YPOBHe MOpA. Y nayuenmos ¢ nompeoHoCcmbvio ONUMENbHOU OKCUSEHOMePanuu npu
asuanepenemax modxcem nompebosamvcs yseauueHue ckopocmu nomoka xuciopooa [12,158].
Tayuenmam credyem nymeuiecmeosams npu HAIUYUU NUCbMEHHOU uHGopmayuu o Haruvuu JIAT,

APOBOOUMOL mepanuu U KOHMAKMHOU uHGopmayuu o OaudxicavuiemM K Mecmy HAXOHCOCHUs.
yenmpe JII" [6,12,15].

3.2. MeaukaMeHTO3HOE JIeYeHHe

JlexkapcTBeHHass Tepanusi y manueHToB ¢ JII' BKiIrowaer cpeincTBa MOAEp>KUBAIOIICH
Tepanuu (OpaJbHbIC aHTUKOATYIISIHTHI, THYPETUKHU, CEPACUHBIE TIMKO3H/IbI, OKCUTEHOTEPATIHs) U
JIAT -ciemnduueckue mnpemnaparsl - BKK, anTaronuctsl peuentopoB sHporennHa (ADP),
uHruOutopel  gochoamdcrepazpl  Tuna S5 (UDAD-5), cTUMyASTOpPHI  pPacTBOPUMOM

ryanmiatikiassl (pl'Ll), mpoctanoupl, aronucTsl penentopos I111 [6,12,15,16].

3.2.1. [loanep:xuBaroast Tepanus

Bnusaue nonaepxkupatomieit tepanuu JIAI' Ha BBDKMBa€MOCTb MAIIMEHTOB HE N3Yy4alloCh
B PKU. Onnako B pYTHMHHOH mpakTHKe MOKa3zaHa 3((EeKTUBHOCTh OKCUTE€HOTEpalnuu Mpu
COHYTCTBYIOIHGﬁ MaTOJIOTUH JIETKHUX UJIKM NUHTCPKYPPCHTHBIX 3a6OJ'ICBaHI/I$[X, BJIIMAHHUEC TUYPECTUKOB

Ha CUMITTOMBI TipaBoxenynoukoBoit CH [6,31,49,125].

AHTHKOATYJISIHTBI H 1€3arPeraHThl
— V namuenroB ¢ UJIAT', HJIAT, JIAI' npu npueme JIeKapCTBEHHBIX IPENapaToB BO3MOXKHO
paccMOTpeTh Ha3HAUEHUE OPAJIbHBIX AHTUKOArYJISHTOB JUIsl MPO(UIAKTUKA TPOMOOTHYECKHX
ocnoxHenuit [6,12,16159,159-162].

e EOKIIbC (YYPB, Y1/ 4)

KommenTapuu: Obocrnosanuem 0nsa HazHaveHus aumuxoazyisumuo mepanuu npu JIAI seunoce
svlaGlleHUe OP2AHU308AHHBLIX MPOMO0306 N Situ 6 MEeIKUX JIe20YHbIX apmepusx 6
aucmonamono2uyeckux obpasyax aeekux nayuenmos c¢ MHJIAL [49,159]. Ilpu JIAT-BIIC
8viA8IAI0MC Mpombo3vl anespuzm cmeona u eemeeu JIA [45,118,160]. V nayuenmos JIAI
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ONUCAHbI HAPYUIEHUS C8epMblEarowel U PUOPUHOTUMUYECKOU CUCEMDbL, YO C8UOEmeNbCmEyem
0 npoxoazynsaumuom cocmosinuu [6,47].

Hannvie PKU no uzyuenuto anmuroacynsnmuou mepanuu npu JIAI' omcymcmeyiom. /[ea
MemaaHanusa NoKA3aiy, Ymo Npuem aHmukKodazyisaHmMOo8 MOXNCem VIVUUUMb GbIICUBAEMOCHIb
nayuenmos ¢ HJIAI' [161,162]. [lo oanubim poccuiickoeo pe2ucmpa, aHmMuKoa2yIsiHmHAs
mepanus HazHavyaemcs 61,5% o6ononviv JIAL, exniouasn eapghapun (51,6%), HuskomonexyiapHvie
eenapunvl (5,9%) u npsimuvle opanvuvie anmukoacyisiumel (4,2%,) [51].

— ¥V mnamuentoB JIAI, acconuupoBanHoit ¢ Ct13CT, BO3MOXKHO pPacCMOTPETh Ha3HAYCHUE

OpaJbHBIX AHTUKOATYJIISSHTOB B HWHAWBUAYaJIbHOM MOPSAKE IPU HAIUYHK CKIOHHOCTH K
Tpombodmmu [6,15,16,133].
« EOK/PKO IIbC (YYP B, Y]UI 3)

Kommenrapum: /lannvie pecucmpos u MemaaHaiu308 NoKA3alu, Ymo HA3HAYEHUE OPAbHbIX
anmukoazynsanmos npu JIAI, ceszannoi ¢ CCJ], cesazano ¢ puckom kposomeuenuii [12,47,129].

— He pexomeHayeTcsi pYTMHHOE Ha3HAa4€HHE OpPAIBHBIX AHTUKOATyJISHTOB MAIMEHTaM C
HOPTOINYIbMOHANBHOM runeprensueii u JIAT, acconmunpoBannoit BUU-undexnueii [6,12,15,16].

e EOK IIIC (YYP A, Y]] 2)

KommenTapun: V nayuenmoe c nopmonynvmonanvhou eunepmensueil 4acmo GulA6sAemcs
2UNOKOA2YIAYUSA 34 Cuem HapyweHus cunmesa/ Odecpadayuu haxmopos ceepmvléanus u
mpomboyumonenuu [47,49]. V nayuenmos ¢ yuppozom neuenu ucmoyHuKom Kpo8omeueHusl
Mo2ym Oblmb pACUUpPEeHHble 8eHbl NUWEe800a U 2eMOppoUddivbible eHvl. DPhdexmusnocms u
be3onacnocms cOBMECMHO20 HA3ZHAYEHUSI OPAIbHLIX AHMUKOARYISIHMOE U AHMUPEMPOSUDYCHBIX
npenapamos marousyyenst y nayuenmos ¢ BU4-ungexyuei [15].

- He PEKOMCHAYCTCA aHTUKOAT'YJSIHTHAA TCpallid aHTAarOHUCTAMH BUTAMUHA K InanucHTam .HAF,

accouuupoBanHoit ¢ BIIC, mnpu otrcyrctBum ¢ubpuusiuuu npeacepauii, TpomO030B

p
ea EOK I1IC (YYP A, VI 2)

3

KOMJI}[’IeHTapI/II/I: PKHU no npumenenuro opanvHvlx anmukoa2yisanmoe y nayuenmos ¢ JIAI-BIIC
omcymcemeyiom. Ilpuem awmuxoacyisiHmHOU mepanuu Cs13aH ¢ HNOBbIUEHHbIM DPUCKOM
KposdmeueHus. y nayuenmog ¢ BIIC ommeyaromces napywenus cunmesa/ decpadayuu (paxmopos
ceepibl6ans U mpomboyumonernus. Y nayuenmos ¢ BIIC ucmounuxom KposomeueHusi Mmocym
Ovimb pacuiupennvlie OpoHxuanbHvle apmepuu. Haznauenue opanbHbIX AHMUKOALYIAHMOG He
OKA3BBAN0  CYUWEeCMBEHHO20 GNUAHUS HA  GbIHCUBAEMOCTb  NAYUEHMO8 ¢  CUHOPOMOM
9d3e6meueepa [48,165]. Hasznauenue opanbHblXx anmukoazyisHmos MOXCem paccmampusamscsi
npu HATUYUU APMEPUATIbHBIX/ 8EHO3HBIX MPOMO0308, (DubpuiIAsyuL/mpenemanus npeocepoull,
npasboicenyoouxosou CH [6,160,161].
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— He pexoMenayercsi Ha3HaAu€HWE TPSAMBIX OPAIbHBIX AHTHUKOATYISIHTOB manueHTtam ¢ JIAT,

UMeoNMM  QUOPWUISAILMIO TPEACEepAid, B CBS3HM C OTCYTCTBUEM IIOITBEPXKICHUS HX
adpdexruBnoctu [6,15,16].
e PKOIIIC (YYPC, Y11 5)

— He pexomenayercs HazHaueHue pesarperantoB nanueHtam JIAIT mpu  orcyrcTBHM
JIOTIOJTHUTEIBHBIX TTOKAa3aHUH B CBA3H C OTCYTCTBHEM MOATBEPXKIACHHUS UX dPPeKTHBHOCTH [ 15].

e PKO IIIC (YVYP B, VI 3)

JAnyperuxku

— ITanmenram ¢ JII' pekoMeHyeTCs Tepanusi METIEBbIMUA JUYPETUKAMU IIPU 3aEPKKE )KUIKOCTH
WK KJIMHAYECKHMX MPOSIBICHHUSIX OTEYHOro cuuapoma [6,12,15,16].

e EOKIC (YYPB, V] ?2)

KommenTtapuu: Ilpasoswcenyoouxoseas CH ceéazana c¢ 3a0epicKoii sHCUOKOCMU, CHUICEHUEM
NOYEUHO20 KPOBOMOKA U AKMUBAYUECU PeHUH-AHSUOMEH3UH-ATbO0CmepoHo8ol cucmembl [19,49].
PKU no npumenenuro ouypemuxog y nayuenmos JIAI' omcymcmeyom, 0OHAKO KAUHUYECKUL
ONnblM NoKa3zvleaem omyemausoe Yiyyulenue CUMNMOMAMUKY NPU HASHAYEHUU Nemiedblx
ouypemuxos nayuenmam c 3acmounou CH. Ilenecoobpasno couemanue neminesblx OUYypemuKos
(pypocemuo, mopacemud) c¢ ammazoHucmamu —MUHEPATOKOPMUKOUOHBIX — pPeyenmopos
(CnUpOHONAKMOH, SNIEPEHOH), NPU BbLIPANCEHHOM 3ACIOe — C UHSUOUMopamu Kapboanauopasvl
(ayemoszonamud) [16,159,163/. V nayuenmos, nonryuarowum mepanuio ouypemuxamu, cieoyem
DpezyIspHO KOHMPOIUPOBAMb 8ec/ouypes, apmepudaibHoe 0dgieHue, QYHKYUIo no4ex u ypoeeHb
NeKMPOIUMO8 8 CblBOPOmMKe Kpos8U. B ycnosusx ewvipajicenHol cucmemHol cunoOmouuu u
amacapku yenecooopasHo eeederue @ypocemuoa GHYMPUBEHHO KANEIbHO NOO KOHMPOAEM
apmepuanbHo20 0deNeHUs, YeHmMpaibH020 8eHO3H020 0dGleHUs U nouacogoz2o ouypesa. llpu
HAIU4UU  NOKA3AHULL MOJCEM 00CYHCOaAMbCsi HA3HAYEHUe B6A30Npeccopo8 Noo0 KOHMPpOlem
2eMOOUHAMUKU 8 YCIO0BUAX PEAHUMAYUOHHO20 OMOeIeHUsL.

Oxkcurenorepanus

— PexomentyeTcs mpoBOANTS MHTAIALMIO KUCIIOpoAa nanueHTam ¢ JIAL npu cTONKOM CHUKEHUH
napluuagbHOrO JIaBiIeHUsl Kuciopoja B KpoBu MmeHee 8 klla (menee 60 MM pT. CT.) WM NpU
HACBHIIIEHNN KPOBH KucIopomoM < 92% B mokoe NpW IbIXaHUH aTMOC(EpPHBIM BO3IYXOM
[6,12,47,125].

e EOKIC(YYPA, YA 3)

KommenTapuu: Okxcueenomepanusi cnocoocmeyem cuudcenuro JICC, ysenuuenuro CH u
VAYUUEHUIO NePeHOCUMOCMU Qu3uYecKux Hazpy3ok y nayuenmog JIAI, oonaxko docmoeepmvie
OaHHble 0 NOJIOHCUMENILHOM GIUAHUU HA medeHue 3abonesanus omcymcemeyiom. bonvuuncmeo
nayuenmos JIAI npu omcymcmeuu omxpulmo2o 06anibHO20 OKHA, 3a uckuovenuem cayiaes BIIC
U 1€204UHO-CUCTNEMHBIX ULYHIMO8, UMEIOM JIe2KVIO CIeneHb apmepuaibHoU 2UNoKcemuu 8 noxkoe. Y
NAYUEHMO8 C CUHOPOMOM DlizeHMeHeepa OAUmeNbHble UHSANAYUU KUCIOPOOd He 6IUAIM HA
ecmecmeennoe medenue JIAL. [unokcemuss moowcem Ovimb 00yCl1081eHA CONYMCMEYIOUlel
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namoJao2uetl 1e2Kux, jleuenue KOmopolil 8 COUemanuil ¢ OKcueeHomepanuetl O1a20NpUsMHo iusem
Ha meyeHue U NePeHOCUMOCMb @uauueckux Haepy3ox y nayuenmos JIAI. Haszunauenue
OKCUSEHOMEPanUuy MOXNcem paccCmMampueamvcs OJisl YIYYUleHUs CUMRIMOMAMUKU U YMeHbULeHUs
Oecamypayuu npu ¢uszuuecxou naepyske [6,12,159]. Houuyro oxcueenomepanuio ciredyem
npo6ooums nayuenmam ¢ decamypayueil 6o spems cha < 90% [125].

Cepaeynble IVIMKO3W/IbI U APYTrUe ceplevH0-COCYyAUCThbIe MpenaparThl

— PexomMenayercs Ha3HaueHHE AUTOKCHUHA naneHTaM ¢ JIIT 1yt KOHTpOoJIs 9acTOThI CepACYHBIX
COKpalieHui npu pubdpwsiuuy npeacepauii [6,15,16,159].
e EOKIB (YYPA,VYI]2)

Kommenrapumn: Ogpgexmuenocmsv Oucoxcuna y Ooavuwvix JIAIT noxazana 6 OmMKpbImMbix
HepaHOOMU3UPOBAHHBIX Ucciedosanusx. Eeo naznauenue nosgonsiem 3amedaums i#ernyO00uKosblil
pumm y nayuenmos JIAI' ¢ maxucucmonuueckoii popmoti hubpunisayuu npeocepout [12,49].

- Pexomenyercst Ha3HAYCHUE WHOTPOITHBIX npernaparos/ Ba30IMPECCOPOB
(mobyTramun/nonamuH/HopaapeHanuH) naueHTam JIAI ¢ BeipaxeHHOM nmpaBoskenyaoukoBoit CH
B KAQueCTBE CHMITOMATHYECKOTO CPEIACTBA JUIsl YJIYYIICHHUS COKPATHTEIBHOW CIIOCOOHOCTH

[PaBOTO JKENYI0UKa U MOAaepKanus nepdy3noHHoro aasiaeHus [6, 164].

e EOK IB(YYP A, Y]] 2)

— He pexomeHayeTcss Ha3HayaTh WHTHOMTOPHI aHTMOTEH3WH-TIPEBpAIIAONIEro (epMeHTa,
AQHTArOHUCTBI PEUENTOPOB aHTMOTEeH3MHA II, MHrHOUTOPHI HENIPHIM3UHA, HHIHOUTOPBI HATPUIi-
TJIFOKO3HOTO KOTpaHCIopTepa-2, 0eTa-aapeHo0I0KaToOphl, WBAOpaIH JJIsl JICUCHUS IMallMeHTOB
JIAT [6,12,16,49].

e EOKIIIC (YYPB, Y/ 3)

KommenTapuu: B nacmosawee epems omcymcmeyiom ybeoumenbHvle OaHHble O NOb3e U
bezonacnocmu GvluienepeuucienHbIX Kiaccog npenapamos y nayuenmoeg ¢ JIAI. Hasznauenue
paccmampueaemcs 6 COOMeemcmeul ¢ NOKA3aHUAMU NPU HATUYUL CONYMCMEYIoueu namoo2uu
¢ yuemom 603modxncno2o cHudicenus CB ecreocmesue cunomonuu u 6paouxapouu.

AHeMus M Kesie301epuIUTHOE COCTOSTHHE

— PekomeHTyeTcst MPOBOAUTH KOPPEKITHIO AehHIMTA XKelle3a U JICUSHHE aHEMHH Y MaIUEHTOB C
JIT st mpouIakTHKK TIporpeccupoBanus 3abonesanus [6,12,15].

e EOKIC (YYPB, Y]] 2)

- HpI/I OTCYTCTBHUU aHCMHHU BO3MOKHO PACCMOTPETH KOPPECKIUTO ILC(I)I/II_II/ITa JKCJIC3a Y TalUCHTOB

JIAT [12].
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e EOK IlaC (YYP B, VI 3)

KommenTapuu: ¥V nayuenmos ¢ JIAI dedpuyum oiceneza accoyuupyemcs ¢ HapyuieHuem
@yHKYyUU  MUOKApOa, NOBLIUEHHLIM PUCKOM KIUHUYECKO20 VXYOUleHUs U CMEepmHOCU
Hezasucumo om msidcecmu anemuu [12,15]. Jepuyum onceneza ycmarnasnueaemcsi npu ypogHe
cvleopomournoeo geppumuna <100 mxe/n uiu 100—299 mxe/n npu nHacviyeHuu mpauvcgeppuna
<20%. Kenezooepuyummuvie cocmosanus eviaeigiomes vy 43% nayuenmos ¢ HJIAL, 46%
nayuenmos c¢ JIAI', accoyuuposannou ¢ CC/H, y 56% nayuenmos ¢ cunopomom DiizeHmeHzepa
[12,165]. V ecex nayuenmos JIAI pexomendyemcsi nposooumv pecyispHblil MOHUMOPUHS
COCMOsIHUSA Jicelle3a (Cbl8OpomouHoe dxcene3o, heppumun, Hacvluenue mpancgeppuna). PKHU no
CpasHeHuto 3P GeKkmusHoCmu NepopaIbHbLIX U BHYMPUBEHHbIX (OpM npenapamos dicene3a y
nayuenmos ¢ JIAI' omcymcmeyrom. Oghgexmuenocms npenapamos, cooepicawjux cyivpam

acenesa (Fe2+), entokonam scenesa u pymapam siceneza moxcem Obimb CHUINCEHA Y NAYUEHMOS
JIAT [166,167].

— Jns mpoUIAKTHKM KJIMHUYECKOTO YyXyaumleHus y mnauueHToB ¢ JIAIT mpu pasButun
GUOpHILIISIIAY TIPeACEepAnil CIIEAYET PaCCMOTPETh CTPATErHI0 KOHTPOJIS PUTMA C MPOBEACHUEM
AIIEKTPUYECKON KapIUOBEPCUH U MOCICAYIOLIMM Ha3HaYeHHeM amuonapoHa [12,15].

e PKOIlaC (YYPC, Y/ 4)

KommenTapuu: YV nayuenmoe c JIAI' npeobradarom maodxiceny0oukogvle Maxuapummuu u
Gubpunnayusa npeocepouti [6]. Pazsumue gubpunnayuu/mpenemarnus npedcepouti nNpueooUum K
KAUHUYECKOMY — YXYOWeHUI0, pa3eumuio U  OeKomneHcayuu npagodcenyoouxkosoi CH,
ACCOYUUPOBAHO C YBeIUUeHUeM pucka cmepmuocmu. Boccmanosnenue cumycosoeo pumma
cnocobcmeyem  YaAyHueHuto KIuHu4eckoeo cocmosnus, cHudxcenutro ypoeus NT-proBNP u
yayuuenuto svlicusaemocmu nayuenmos ¢ JIAI' [12]. Memoowvr 6occmanoeéienus cunycosoeo
pumma 3a8ucsim om Xapakmepa HapyuleHull pumma u KIUHUYeCK020 COCMoAHUs 001bHo20. YV
NAyueHmos ¢ mpenemanuem npeocepoutl ciedem paccmMompems GblNOJHEHUe KamemepHoll
paououacmomuou  abrayuu - KAGOMPUKYCHUOAIbHO20 — UCMMYycd — UIU  MOOUukayuu
AMPUOBEHMPUKYIAPHOZO ~ COCOUHEHUSI NPpU  NAPOKCUSMATLHOU  peyunpokHoi  AB-y3noeotl
maxuxapouu. Y nayuenmog ¢ ¢ubpunnayuei npeocepouu npu JII' paduouacmommuasn abaayus
JIe20UHbIX 8eH He GblnonHsemcs. [lpu HecmabuibHOU eeMOOUHAMUKE NPOBOOSIMCIL C8EPXUACIAas
CMUMYIAYUS,  DIeKmpuyeckas U MeouKxameHmosHas kapouosepcus. Ilocie ycnewnoil
Paouoyacmomuol abaayuu nayueHmsl 0ObIYHO He HYHCOAIOMCS 8 AHMUAPUMMUYECKOU mepanui,
npu 6vibope Opyeux Memooo8 B0CCHIAHOBNICHUS CUHYCOB020 PUMMA HAZHAYAEMCS aMUOOAPOH
[1591.a.i.159, 168]. IIpu nesozmodicHOCIU 60CCMAHOBNCHUSL CUHYCOB020 PUMMA NPUMEHSIEMCSL
PUMM=-YPeHCAIoUasi mepanusi.

3.2.2. Cnenunduyeckas Tepanus
Cospemennas JIAI'-cnenupuueckas tepanus BkiaoyaeT BKK s neuenus manmeHTOB

WJIAT, HJIAT', JIAD" BcinencTBue npuema JeKapCTBEHHBIX MPENapaToB/TOKCUHOB NPU HAJTMYUU
MI0JIO’KUTEIBHOIO BA30PEAKTUBHOIO TECTA; IPH OTPULIATENIBHOM TECTE HAa BAa30PEaKTUBHOCTD WIIN
y HaueHToB ¢ Apyrumu popmamu JIAI' npuMeHs0TCA MITh KJIacCOB JIEKAPCTBEHHBIX MIPENapaToB
MaTOTEHETHYECKOTO JACHCTBHUSA, MO0Ka3aBIIUX d3(PGEKTUBHOCTH W 0€30MaCHOCTh — ADP,
uHru6uTops! pochoanscrepassl 5 tuna (MDAD-5), crumynsatops pI LI, cuHTeTHUECKHE aHANIOTH

npocranukiaraa (I11) (mpocTanouasr), aronucTsl perenropos I111 [12,15,16].
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3.2.2.1. baokaTopbl KAJIbLIHEBbIX KAHAJIOB

— PexomeHnayercss Ha3zHaueHHe OJOKATOPOB KalbLIMEBBIX KAaHWIOB — IPOM3BOJHBIX
JUTHIPONUPUINHA WU JUITHA3EMa B BBICOKUX J03aX IS JICYEHU NAllMEHTOB UINONATHYECKOM,
HaciencteeHHod JIAI, JIAI' npu npueMe JIEKapCTBEHHBIX IIpenaparoB IpU HaIUYUHU
MOJIOXKHUTEIBHOT'O Ba30peakTUBHOTO TecTa [6, 12,15,16].

EOK IC (YYP A, Y1/ 2)

Kommenrtapuu: Tepanus BKK npodemoncmpuposana s¢hgpexmugnocms 8 Hebobuioll noocpynne
nayuenmos ¢ JIAI' — HUJIAL, HJIAI' u JIAI', accoyuuposanHoti ¢ npuemom JeKapcmeeHHbIX
npenapamos, UMerwWux NOLONCUMENbHbIL 6A30PeaKMUBHbIN Mmecm npu OMcymcmeuu aeieHutl
npasodicenyoouxosor CH [120]. Buibop BKK 3asucum om ucxoOHol 4acmomsl CepOeyHblx
COKpawjeHutl: npu CKIOHHOCMU K CUHYCOBOU MAXUKapouu ciedyem HA3Ha4amv OUlImuazem, npu
HOPMAJIbHOU Yacmome cepoednbix CoKpaujeHull — amioounut uiu wugeounun [47,49]. Tepanuio
BKK Hauumaiom ¢ MUHUMATbHOU OO3UPOBKU C HNOCMENeHHbIM MUMPOBAHUEM 003bl 00
MAKCUMANbHOU —~ NOO  KOHMPOIeM  apmepudibHo20  O0a6leHus U NepPeHOCUMOCHU
(Ta6ua.12.Ilpuno:kenue A3). [Ipu nesoszmoxcnocmu HasHauenus evicokux 003vl BKK credyem
paccmompems HezameoaumenbHoe npucoedunernue opyeux JIAI-cneyuguueckux npenapamos

[16].
— He PEKOMCHAYCTCA Ha3Ha4YaTb TCEpAIlIUI0 BEpallaMUJIOM IMAalUCHTAM C JIAT B cBsi3u C

OTPHIIATEILHBIM HHOTPOIHBIM 3 dekrom [6,15,16,47].

e EOK IIIC (YYP C, Y11 5)

— He pexomeHnayercss Ha3HauyaTh OJOKAaTOpbl KajJbIMEBBIX KAaHAIOB MAIlMEHTaM C
uavonartuieckor, HacineacrseHHon JIAD, JIATY npu mpueme jeKapCTBEHHBIX NpENapaToB IpU

OTPHUIIATEIIFHOM Ba30PEaKTUBHOM TECTE MJIM HEBO3MOXKHOCTHU ero npoeseHus [6,15,16].

e EOKIIIC(YYPB, VYA 3)

— He pexoMenayercs Ha3HaueHHE OJIOKATOPOB KaJIbIIMEBBIX KAHAJOB JUIS JICYCHUS MAIIMEHTOB C
accounupoBanHbIME (GopMamu JIAI' mpu OTCyTCTBUM MOKa3aHWH K HA3HAYCHHUIO ITOTO Kiacca
npenaparos [15,16].

e EOKIIIC(YYPB,YI]3)

— PexoMenyercst Ipo1oJIKUTh TEPAHIO 0JIOKATOPaMH KaJIbIIMEBBIX KAHAJIOB B BBICOKHUX 033X Y
naiuentos WJIAIL, HJIATL, JIAT' npu nmpueme JIeKapCTBEHHBIX IIPENAapaToB NpHU AOCTHKEHUU
OJM3KHMX K HOPMAJIBHBIM 3HAYCHHH moka3aresneit remoguHaMuku (cpIJIA<30 mm pt cT u JICC<4
en.Byna) no nanaeiM UBKC u I-11 ®K (BO3) [12].

e EOKIC(YYPA,VIA2)
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— VY TDanuMeHTOB ¢ TOJOKUTEIbHBIM Ba30pPEaKTUBHBIM TecToM, monydarmux bKK mpu
HEJOCTH)KCHHUH OJIM3KUX K HOPMaJIbHBIM 3HaYeHUH MokazaTeneit remoauHamMuku (cp lJIA<30 mm
pT ct 1 JICC<4 en.Byzna) nmo nanabim UBKC, coxpanennn l1-1V ®K (BO3) cienyer paccMoTpeTh
Borpoc o mnpoxomkenun sedeHuss BKK coBmectHo ¢ nppyrumum JIAD-cnenmduyeckumu
npernapaTami.

e EOKIIaC (YYPC, YA 3)

KommenTapumu: Yepes 3—4 mecaya nocne nauana mepanuu bBKK nayuenmul ¢ nonoscumenvHvim
8a30PeaKMUBHLIM MECOM 00IHCHBI OOCTNUSHYMb 8bIULEYKA3AHHBIX NOKA3ameel 2eMOOUHAMUKY
no oannvim YBKC npu 1-11 @K (BO3) [12]. [layuenmul ¢ donrcocpounoii s¢hgpexmusnocmoio BKK
ecmpeyaromces Kpatine peoko U mpeoyiom muyamenbHo20 HAOM0OeHUsl Oid C80e8PEeMEHHO
acKanayuy mepanuu 3a ciem npucoeounerus opyaux npenapamos JIAI -cneyuguueckou mepanuu

[16].

3.2.2.2. AHTaroHUCTHI FHJAOTEJINHOBBIX PeleNTOPOB

Ouporenun-1 (OT-1) — menTux SHIOTEIMAIBHOTO MPOMCXOXKICHHS, BBI3bIBAIOIIHI
Ba30KOHCTPUKIIMIO U MPOIU(PEPALHIO ITIaIKOMBILIIEYHBIX KIETOK COCYTUCTON CTEHKH, aKTUBALIUIO
CHHTE3a OEJIKOB BHEKJIETOYHOI0 Marpukca (udpolnactamMu MpH CBA3BIBAHUM C PELENTOpPaMU
tuna A (OTA) [169]. BozaeiictBue OT-1 Ha penieniropsl Trna B (9TB) sHmoTennanbHbIX KIETOK
3a CYET YCWJIEHHUS KJIMpPEHCa B JIETKUX U IMOCPeACTBOM yBennyeHus npoaykuuu NO u I1L]
CTUMYJIUPYET BazoAuiIaTanuio. B HacTosmee BpeMs 10Ka3aHo, YTO KIMHUYECKas 3 (HEeKTUBHOCTh
ADP npu cenextuBHO# O5okane DTA-penentopoB WINM HECENEKTUBHON 0JI0Ka/ie peLenTopoB
000MX THUIOB SBJISETCS CONOCTAaBUMOM, a PA3IMYUs ONpeAenstorcs (apMaKOKMHETHYECKUMU
ocoOeHHOCTSIMU TipenapatoB [6,15,16,170]. B Poccuiickoit ®enepanuu ans sedenus JIAT
onoOpensl Tpu ADP: cenextuBHBIH aHTaroHuctr OTA-penentopoB amOpu3zeHTaH™*,

HecenektuBHbIe ADP 6o3enTan™* u manutentan (tabmuma 12 (Ipunoxenne A3) [15].

— Pexomenmyercsi exeMecsdHOE OIpeaesieHNe aKTHBHOCTH aclapTaTaMHHOTpaHc]epassl H
aJlaHUHaAMHUHOTpaHc(depas3sl B KpOBU Ha (hOHE ITpHeMa aHTarOHUCTOB YHI0TEITMHOBBIX PELIENTOPOB
[6,15,16,169].

e PKO IB (YYP A, YIA3)

— PexkoMeHTyeTcst KOHTPOJIb YPOBHEH TeMOTI00MHA M TeMaTOKpUTa KPOBH y marueHToB ¢ JIAT,

nony4varomux ADP [6,170].
e PKO IB (YYP A, V1] 2)
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Kommentapum: /[o nauana nevenus u 6 xooe OUHAMUYECKO20 HAOIIOOEHUS] PeKOMEeHOYemcs
edlcemMecautblil. KOHMpOb YPOBH NEeUeHOUHbIX MPAHCAMUHA3 8 CblBOPOMKE KPOBU C YYemom
DPUCKA 2enamomoKCUYHOCMU U KITUHUYECKO20 AHAIU3A KPOBU 8 C8A3U C 8ePOSMHOCIbIO CHUNCEHUS]
VPOBH3L 2eM02NI00UHA.

— PexoMenpayercs ajekBaTHas KOHTpauenuus y Bcex nanueHTok c JIAI, momyuwaromumx ADP
[6,12,15,16].

. PKO IB (YYP A, Y] 2)
KommenTapuu: A9P obradarom mepamozeHHbIM Oelcmeuem U npomueonoKa3ansbl 60 8pems
bepemennocmu  [6,15]. Ilpu nasnauenuu 6o03enmana™** neobxo0umo npumenenue O0BOUHOU
KOHMpayenyuu 8 CeA3U C MedNCIeKAPCMBEHHbIM 83aumMooelicmsauem npenapama ¢ opaibHbIMu
koumpayenmusamu [12,16].

AMOpu3eHTaH** — Hecyb(hOHAMUTHBIN CENEKTUBHBINA aHTaroHUCT DTA -pernentopoB B
nByx rianebo-kontponupyembix PKMM ARIES-1 u ARIES-2 nokazan 3¢¢ekTuBHOCTH Y
narueHToB JIAIT B OTHOIICHHH CHMITTOMOB, YITYYIIICHUS MIEPEHOCUMOCTH (PU3NICCKON HArpy3KH
U TIapaMeTPOB T€MOIMHAMUKH, YBEJTMUCHUSI BpeMEHH J10 KiImHIUeckoro yxyamenus [49,170]. B
PKU mnonreepxknena sddektuBHOCTh mnpenapatra y mnamuentoB c¢ WIIAL, HIIAT, JIAT,
accouuupoBanHoit ¢ Ct3CT, umeromux [I-11I ®K (BO3). Ilpu naznauennn amOpuseHtaHa** B
CyTOYHOH 7103€ 5 1 10 MI 0TMEYaJI0Ch YBEMYCHUE YACTOTHI MEPUPEPUISCKUX OTEKOB IIPU HUZKOH

BEPOSITHOCTH MOBBIIICHUS YPOBHS IIeYeHOUHbIX TpaHcamuuas (0,8-3%) [12,169,170].

— PexomennoBaHo Ha3HaueHue amOpuseHTaHa** mnamuentam JIADT nansg  ynydmieHus
NEPEHOCUMOCTH (U3UYECKON HArpy3Kd U 3aMeIJICHHs MPOrPECCHPOBAHUS KIMHHYECKUX
cumnromoB [6,15,16].
e EOKIA(YYPA, YAA 1) nas nanuentos II-111 ®K
e EOK IIbC (YVYP B, Y/ 3) nast nauuentos IV ®K
BozenTan** — HecenekTuBHbIN ADP, GioKHpyIOMUN peLleNTOPbI S3HIOTEINHA TUIIOB A U
B, nokazan ymyumieHue mnepeHocumoctd (usmueckoit Harpysku, @K (BO3), mokazareneii
reMOIMHAMUKH U YBEIMUYEHHE BpeMEHH 10 KIMHu4eckoro yxyauenus B mectu PKU (Study-351,
BREATHE-1, BREATHE-2, BREATHE-5, EARLY, COMPASS-2) y narinentos ¢ UJIAT, JIAT -
C13CT, cunapomom Diizenmenrepa [6,16,171]. BozenTtan** y B3pociblx Ha3HaYaeTcs B 103¢ 62,5
MT JIBa pa3a B CYyTKH C MOCIEAYIOIIUM yBEIMYEHHEM J03bI 10 125 Mr 1Ba pa3a B JeHb depe3 4
HEJeNM Ioce KOHTPOJIL J1abopaTopHbIX TecToB. Jl0303aBUCHMMOE TMOBBIIIEHHE AKTUBHOCTH
MEYEHOYHBIX TPaHCaMUHa3 MokeT Ha0moaaTbes y 10% nanueHToB (00paTrMoe 1mociie CHUKEHUS
J03bl WJIM TIPEKpaIICHUs] JICYCHUs), YTO TpeOyeT TIIATEIbHOTO €XEMECSIYHOTO KOHTPOJIS
neuyeHoYHbIX TecToB [172]. B kauecTBe Hanbojee BEPOSTHOIO MEXaHW3MA MOBBILICHUST YPOBHS

NIEYEHOYHBIX ()EPMEHTOB PaCCMATPUBAIOT MHTMOMPOBAaHUE TPAHCIIOPTA KETUHbIX coneit [174]. Ha
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dbone mpuema Oo3eHTaHa** MOXKET CHIKAThCS YPOBEHb TE€MOIJIOOWHA, pa3BUBAIOTCS
nepudeprudecKue OTEKH.

Cnenyer  y4yuThIBaTh UIMPOKUN  CHEKTP  MEKJIEKApCTBEHHBIX  B3aUMOJIEHCTBUN
0o3eHTaHa™™ c mpenaparaMu, KOTOpble METa0OJIM3UPYIOTCS B MEUEHU C YYAaCTHEM CHUCTEMBI
nuroxpomoB CYP3A4 u CYP2C9. Ha done npuema 603eHTana*™* carmkaercs: 3¢p(HEeKTUBHOCTh
OpaJIbHBIX KOHTPAIENTUBOB, UYTO TPeOyeT NMPUMEHEHUs ABOMHBIX METOJIOB KOHTpPALCHINH, U
Bapdapuna. COBMECTHOE HCIIOIb30BaHUE 0O3eHTaHA** W cuieHaduIa TPUBOIUT K CHUKCHHIO
KOHIIEHTpanuu rnocieanero Ha 50% c yBenmnueHneM KOHIeHTpanuu 6o3eHTaHa** Ha 50%, 4to

YBEIIMYHUBAET PUCK renaToTOKCHYHOCTH [172].

— Pexomennyercs HazHauenue OoszenraHa** mammentam c WJIAL, JIAI ma ¢one C13CT,
CUHAPOMOM DH3eHMEHrepa i yIydlIeHUs TePEHOCUMOCTH (PU3NYECKUX HATPY30K U CHUKEHUS
Y4aCTOTHI FTOCIHUTANN3AIHIA 10 pruuHe yxyaurenus JIAT [6,15,16].

e EOKIA(YYPA, YIAA 1) nas namuentos II-111 ®K

e EOKIIbC (YYP B, Y/ 3) nasa nanuedto IV ®K

— PexomenyeTcst MCIONb30BaTh IBOMHOW METOJ| KOHTpareniuu Ha (GoHe mpruema 0o3eHTaHa™*
JUTS ipeaynpexaeHus oepemernoctu [12,15].
e PKOIC(YYPA,YIA3)

Manurtentan** — HecelekTUBHbIE ADP ¢ BBICOKOI TKaHEBON CHENU(UIHOCTHIO
CIOCOOCTBYET YIYUIIEHHIO NEPEHOCUMOCTH (U3MUECKUX HArpy30K U CHIDKA€T PHCK
3a0oneBaeMocT/ cmepTHOCcTH mauueHToB JIAIT mpu oneHke KOMOMHHPOBAHHOW KOHEUHOM
TOUYKH, BKJIIOYAIOIIEH BpeMs A0 HACTYIJIEHUS NEepBOro coObITHS mporpeccupoBanus JIAT
(KTMHUYECKOE YXYIIUICHHE, aTPUOCENTOCTOMHUS, TPAHCIUIAHTAIMS JIETKHX, MOTPEOHOCTH B
Ha3HAYCHUM TMapeHTEPAIbHBIX MPOCTAHOMJIOB) WJIM CMEPTHOCTU OT JIOOBIX MPUYMH II0
pe3ynbTartaM JUIMTEIbHOT0 MHOTOLEHTPOBOTO JBOWHOIO CIENOro IUanedo-KOHTPOIUPYEMOIo
PKU SERAPHIN [50]. Y nauuentoB JIAT BoisiBneHo noctroBepHoe cHrkeHue JICC u noBblieHne
CH, nokazana 3¢(heKTUBHOCTh Tepaniy MaIMTEHTAHOM HE3aBUCUMO OT MpeiecTBytomieit JIAT -
cnenuduyeckoi Tepanuun UDJI-5 nin uHraasquoHHBIMHU IPOCTAHOUIAMHU.

ManuteHTan o005a7aeT XOpOIIMM CHEKTPOM O€30IacHOCTH: dYacToTa Oosiee yem 3-
KpaTHOTO TOBBIIMIEHUSI TPAaHCaMWUHA3 U PA3BUTUS MepUPEPUUECKUX OTEKOB HE pa3inyanach B
rpyImax JIeYeHUs, 4YTO YKa3blBaeT Ha OTCYTCTBHE TE€MAaTOTOKCUYHOCTH mpemnapata. [lpu
Ha3HAaYeHUH MalUTeHTaHa™* JOCTOBEpHO dHallle B CpPaBHEHUU C IUIale00 OTMeyalach aHeMMs:

CHIDKEHHE YpOBHS remornoomHa < 8 r/mn Habmoganock y 4,3% ManueHTOB, MOJYYaBIINX
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ManuteHTan** B mo3e cyrouynoi 10 mr [50]. MamureHTtan™* — emMHCTBEHHBIM Mpemnapar,
3¢ (HeKTUBHOCT, U 0€30MaCHOCTh KOTOPOTO HW3YYEHA Y IMAIMEHTOB C MOPTOIYJIbMOHATHHOU
runeprensueii B PKH PORTICO [127]. 3HaunMBbIX MEXJIEKapCTBEHHBIX B3aWMOJICHCTBUH Y

MaHI/ITeHTaHa**, B TOM YHUCJIC IIpU COBMCCTHOM Ha3HA4YCHHH C CI/IJ'I,Z[CHa(bI/IJ'IOM, HE OTMCUYCHO

[6,12,15].

— Pexomenayercs Ha3HadyeHwe ManuTeHTaHa** manmuentam c¢  JIAD g yioydmeHus
(GYHKIIMOHAIBHOIO CTAaTyca M MPEI0TBPAICHHS IIPOrpeccupoBanus 3abonesanus [6,15,16].

e EOK/PKO IB (YYP A, YA 2) nast nanuentos I1-111 ®K
e EOK/PKO IIbC (YVYP B, Y/ 3) nast nauuenton IV ®K

3.2.2.3. Uuruéuropsl gocdoamnicrepasbl 5-ro Tuna

B maroreneze JIAI' nmokazana ponp curHanbHOro nytd NO-pI'L-nmknudeckuii
ryano3uaMoHodocdat (I M®): apdexTs okcnaa azora peannsyrores myteMm aktuBanuu pl'Ll u
yBenudeHus cuHTe3a ul M@, perynupyromero peaakCanuio NIaJKOMBIIIEYHBIX KIETOK COCYI0B,
IPOHMILIAEMOCTh 3H0TENHNS, IPOLECCHl TpoIudepanuy U BOCIANEHUS, arperaluo TpOMOOIIUTOB
[49,125]. B cocymax gerkux mnandeHtoB ¢ JIAIT 3HAYMTENBHO MOBBIIMICH YPOBEHb
dochonusdcrepassl 5-ro Tumna- Gpepmenta, HuBenupytomero d¢pdexrsr ul M®, Kak BTOPUYHOTO
meccermrepa NO.

Cungenaduia** — enunctenusiii UD/[3-5, onoOpeHHbIit Anis neueHus manueHTos ¢ JIAT
B Poccuiickoit ®enepaumu [15,16]. B 4-x PKW y mnamuentoB c JIAI' mpemapar
MPOJEMOHCTPUPOBAIT MOJIOKUTEIBHOE BIHUSIHUE HA MEPEHOCUMOCTh (pusnmueckux Harpysok, OK
(BO3), remogunamudeckue mapametpsl [6,12,173]. [Ipenapat HazHauaeTcs B 03¢ 20 Mr TpH pasza
B JIeHb. BonbIIMHCTBO MOOOUHBIX 3P PEeKTOB cuiieHaduIa BbIpaXKEeHbI B JIETKOW WM YMEPEHHOH
CTETIEHHU U, B OCHOBHOM, CBSI3aHbI C Ba3oAuaTanueil (roinosHas 00k, THIIEpEMUS JIUIA, HOCOBOE
kpoBoTeueHne) [173,174]. B niane MexIJIEeKapCTBEHHBIX B3aWMOJICHCTBHI CJEyeT YYHUTHIBATh
PUCK MHOTOKPATHOTO YBEJIMYEHHUS KOHIEHTpaluu cuijeHaduna Ha (¢oHe mpuema
BBICOKOAKTUBHOI aHTHUPETPOBUPYCHOM Tepanmuu. Y NalKMeHTOB, MOIYyYaloUIMX HWHTHOUTOPHI
pOTea3bl, COOOIATOCh O 3HAYMTEIHHOM MOBBIIEHUH KoHIeHTpauuid UD/ID-5, uro Tpedyer
Ha3HAa4YeHUs B HU3KHX J103aX C TIIATEIbHBIM KOHTPOJIEM MOTEHUUATbHBIX MOOOYHBIX 3P (HEKTOB,
BKJItoyass runotoHuto [175]. OpHako B pYTMHHOM MpaKkTUKE H3MEHEHHUS JO3UPOBAHUS
cungeHaduia y naueHtoB ¢ JIAI-BUY, kak npasuio, He TpeOyercss. CoBMECTHOE IPUMEHEHHE
cungeHaduia u goHaropoB NO u puonuryara*™* mpoTHBONOKa3aHO M3-3a PUCKA TMIOTEH3UH U

CHHKOIAIBbHBIX COCTOsHUI [6,12,174].
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— PexkomeHoBaHO Ha3zHayeHUE cwiieHapuiIa JUIs yIy4IIEHHS MEePEeHOCUMOCTH (U3NYECKUX

HArpy3oK ¥ (pyHKIHOHAILHOTO cTaryca nanuentos ¢ JIAT [6,12,15,16].

e EOKIA (YYP A, Y/ 1) nas nauuentos II-111 ®K
e EOKIIbC (YVYP B, Y/ 3) nas nauuentoB IV @K

3.2.2.4. CTUMYJIITOP PACTBOPUMOI I'YaHMJIATHHMKJIA3bI
Puounryar**, mnepseiii ctumynarop pl'll, umeeT ABOWHOW MeXaHM3M JCHCTBUSA:

cencubumusupyet pl'L] k srmorerHoMy NO myTeM CTa0MIIM3AIMHA UX CBS3H, a TAKXKE HAPSIMYIO
CTUMYIHUpYeT (pepMEeHT uepe3 Ipyroi y4yacTok cBsi3u, He3aBucumo ot NO [176]. B otnuuue ot
NDJID-5, kotopeie npeaynpexaaroT aerpagauuio ql' MO, ctumynsatopst pl'll moBsimarT ero
OPOAYKIMIO B YCJIOBUAX HApyIIEHUN OKHUCIUTEIbHO-BOCCTAHOBUTENBbHOTO cTaryca plL]
[174,177,178]. B 12-HenenbHOM IBOWHOM clienioM Iwianedo-koHTpompyemom PK1 PATENT-1
POJIEMOHCTpHPOBaHa dPPEeKTUBHOCTL pronuryata** y manuentos ¢ JIAT' (n=443) (44% u 6%
Ha Qone Tepanuu ADP unu ananoramu [11] cooTBeTCTBEHHO) MpU HA3HAYEHUH B J103€ A0 2,5 Mr 3
paza B JIeHb C YJIy4YllIEHHEM KIMHHUYECKOH CHMITOMATHKH, MEPEHOCHMOCTH (PU3NYECKUX
HArpy3ok, reMoanHamuuyeckux napametpoB, @K (BO3), yBenuyeHnem BpeMEHH 1O Pa3BUTHUS
KJIMHU4ecKoro yxyamenus [177]. [1o nanHbIM OTKpBITOrO ABYXJeTHero ucciaeaopanus PATENT-
2 nBYXJETHsISI BKHUBaeMoCTh narueHToB ¢ JIAIT Ha ¢one Tepanuu puoruryatoM™* cocraBuia
93%, ipu 3ToM y 79% manueHToB He HAOII0JaI0OCh KIIMHUYECKOTO yXy/aueHus. 83% mnainnueHToB
yepes3 J[Ba Io/ia poJoDKaIM IpUeM puonuryaTa™* B kauectse MoHoTepanu [178]. Puoruryar**
o0yazaeT XOpOILIUMM CHEKTPOM O0€30MacHOCTH, MPOQuiIb MOOOYHBIX 3(PPEKTOB pHOLUTyaTa
aHajorndeH takopomy y UDJ1D-5 [49].

Turpauus puonuryara** c go3sl 1 Mr Tpu pa3a B JIeHb OCYILECTBISETCS KaXJble JBe
Henenu Ha 0,5 Mr 3 pasa B JieHb 10J] KOHTPOJIEM MEPEHOCUMOCTH U YPOBHS CHUCTOJIMYECKOTO
apTepUaNLHOTO JIaBJICHUS (B TOJIOXKCHUHM CHUJIIA B TOKOe> 95 MM PT. CT.) IO MaKCUMaJIbHOU
cyTouHoH no3el 7,5 mr. Crnenyer mHGOpMHUPOBATh MAIMEHTOB O HEOOXOIUMOCTH OTKa3a OT
KypeHHsI C y4ETOM CYIIECTBEHHOTO CHIIKEHHs KOHIIEHTpalus puonuryara** B kposu [177].
Puonuryar** mnpoTuBonokasaH npu OepeMEHHOCTH, MOCKOJIbKY 0071a7aeT TepaToreHHbIM

s¢dexTom [15,16].

— PexomMeHIOBaHO HA3HA4YCHHWE PHOLUTYyaTa** Ny ymydileHus MEPEeHOCHUMOCTH (PH3UYECKHX
Harpy3ok, ynyutieaus @K (BO3) u npeporeparienus nporpeccuposanus JIAT [6,15,16,177].

e EOKIB (YYP A, YA 2) nas nanuentos II-11T ®K

e EOK IIbC (YYP B, Y/ 3) ais nanuenton IV ®K
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— He pexomenayercs komOuHanus puonuryara** u UDOJ13-5 uz-3a pucka pa3BUTHS CUCTEMHOM
TUIIOTOHUM U APYTHX M000YHBIX 3 dekToB [6,15,16,174].
« EOKIIIB (YYP A, YA/ 2)

3.2.2.5. CuHTeTHYeCKHEe AaHAJIOTH NPOCTAMKINHA (MPOCTAHOU/bI)
OnHoit U3 MaToPpU3NONTOTUIECKUX MHUILIEHEH I JIEKapCTBEHHOT0 Bo3aeicTBus rpu JIAT

sBnseTcs Hapymenue cuHTe3a I[II] — MomrHOro BazoamiaTaropa € LIUTONPOTEKTOPHBIM,
aHTUTIPOJIM(PEepaTUBHBIM, MPOTHBOBOCHAIMTEIBHBIM M jAe3arperanTHbM dddexrom [179]. Ero
JICUCTBHE OCYIIECTBIsIeTCsT 4epe3 aktuBanuio penentopo I (IP) 3a cuer yBenuyeHus
NPOAYKIMH IUKINYECKOTo afeHo3uHMOHO(ochaTa. B KIMHUYECKOH MpaKkTUKe I KOPPEKIHU
nedunuta [T mprMeHSIOTCS €ro CHHTETHYECKUE aHAJIOTH — TPOCTAHOMIBL.

Haonpoct™* — eauHCTBeHHBIH cTaOwiabHbIM aHanor III B a’posonsHO#  (opme,
3apeructpupoBaHHblii B Poccuiickoit @eneparuu, npumensercs 6—9 pa3 B CyTKU C MOMOUIbIO
mesh HeOyaii3epa B 03¢, SKBUBAJICHTHOW  cojaepkaHuio 2,5-5 MKr mpermapara Ha YpOBHE
anbpBeos. D(PPEKTUBHOCTh MHTAISIIMOHHOTO MionpocTa** onenuBanack B 12-aenenpsaom PKU
AIR-1 y panee He monydaBmux Jedenusi nanueHtoB ¢ JIAI' u HeomepaOenbHbIMU (OpMaMu
XTOJI HI-IV ®K (NYHA) [180]. Ha ¢one Tepanuu unonpoctoM™** oTMeuanoch 10CTOBEPHOE
yIy4IIeHUE TOJIEPAHTHOCTH K pu3nueckoit Harpyske, @K (BO3), mokazareneii reMOJUHAMUKH U
KJIMHUYECKUX COOBITHI TpHU MpHEMEe HIONPOCTa MO CPaBHEHHUIO ¢ Tpymmoi 1uianedo. OpHako
JUTUTETIbHAsT MOHOTEpanusl WJIONPOCTOM** He MpPUBOAMIIA K YIYYIIEHHUIO BBDKUBAEMOCTH U
3aboneBaemoctn  [181]. IIpeamoururenbHO  MpUMEHEHHEe  Wionmpocrta** B cocraBe
koMmOuHupoBanHoi JIAT -crierdudeckoii Tepanuu [15].

HaubGonee yactreie mobounbie 3 PexThr uionpocra** (romoHas 00J1b, TUTIEPEMHUS JIUIIA, C
CHCTEMHOW BazoaMjaTalledl WM HecelleKTUBHBIM Bo3jeicTBHeM Ha penentopsl [1L] (Oons B
uentocTy, nuapest) [180,182]. Ha ¢one mpuema mnonpocta** MOKeT MOSBUTHCS KallIeNlb 3a CYET
NOBBIIIEHUS] PEAKTHMBHOCTH BEPXHHUX JbIXaTeIbHBIX MyTeH, OCOOEHHO Yy NAalMEeHTOB C
OpOHXO00OCTPYKTHUBHBIM CHHJIpOMOM. MiompocT** o0namaer BBIPAKEHHBIM Je3arperaHTHHIM

s pexTom, MOITOMY €ro MPUMEHEHHE Y TAIMEHTOB ¢ KPOBOTEUEHUEM IMPOTHUBOIIOKA3aHO.

— Pekomentyercst Ha3HaUeHUE WIONPOCTa™™* B MHraNALMOHHON opMe A JeueHHs NallMeHTOB
NJIAT, nacnencreennoit JIAL, JIAI Bcnencteue CT3CT, JIAL Ha doHe npuema jgeKapCTBEHHbBIX
npenapatoB ¢ -1V ®K (BO3) ans ynydmieHuss NepeHOCUMOCTH (PHU3NYECKHX Harpysok,
ynyuamrenuss ®K (BO3) u npenorBpaiienus nporpeccupoBanus 3aboseanus [6,12,15,16].

e EOKIB(YYPA, YIA1)
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3.2.2.6. ATOHHUCT peuenTopoB NPOCTANUKINHA
Cenexcunar** — mepBblil NEpOpPaIbHBIN CENEKTHBHBIM aroHuct |P-penentopos

HEIMPOCTAHOUIHOM CTPYKTYphl B KpynHoMacimTabHom PKU 3-it ¢azert GRIPHON, BritouaBmem
1156 manuenTo ¢ JIAI', mokazaHo, uTo crnenuduIecKas Tepanus, BKIFOYABIIAs CeIeKcumar*™*,

OPUBOJMIA K  YBEJIMYCHHUIO  BpPEMEHH  JI0  HACTYIUIGHHUS  TEPBOrO  COOBITHS
3aboneBaemocTu/cmeptaocTd Ha 40% [183]. DddektuBHOCTL cenexcumara** mokasana npu

HazHayeHnH B KomOmHanmu ¢ UDJID-5 w/mnmm ADP wim B BUjEe MOHOTEpAanuy HE3aBUCUMO OT
BO3pacTa naienTta u stuonoruu JIAT [12].

Tepanus cenexcunarom™* Haunnaercs ¢ 10361 200 MKT J1Ba pasza B JIeHb C €KECHEIEIbHOMN
TUTpaLMen pa3oBoi 1036l HA 200 MKT 0 MakCUMaJIbHO TiepeHocumoit 10361 1600 Mkr 2 pa3a. B
PKUM GRIPHON 42,9% manuenToB mosy4danu Beicokue n03bl (1200-1600 mxr 2 paza), 31,2% —
cpenuue u 23,2% — auskue (200-400 Mkr 2 pasa). HauGonee gacteiMu o009HBIME 3¢ deKTamMu
OBLIM TOJI0BHAS 00JIb, AUApes], TOLTHOTA 1 00JIb B UeTtocTH. HexenarenbHble ABIEHUS, CBI3aHHBIC
¢ mpueMoM cenekcunara**, Bcrpeuanuch B 14,3% cinydaeB mo cpaBHenuto ¢ 7,1% B rpymme
mianedo, 4To B psjA€ CIIydaeB ObUIO TPUYUHOW TPEKpANICHHS JaIbHEHWIEro ydJacTus B
uccnenoBannn GRIPHON (p<0,001) [12]. CoBMmecTHBIN TpueM cenekcumnara** ¢ HHruOuTopoM
CYP2C8 remdubpo3uaoM KaTeropuyeckd MPOTHUBOMOKA3aH M3-3a JIBYKPATHOTO YBEIHUYEHUS

KOHICHTpaluu celekcunara** s KpOBH U, COOTBETCTBCHHO, YCUJICHUS MOOOYHBIX 3(1)(1)6KTOB.

— PexoMenayercs Ha3Haue€HHME CeJIeKcUIara** B kKauecTBe MOHOTEpAllMd M B KOMOWHAIIUU C
NOJID-5 w/unmu ADP mammentam ¢ JIAD |I-1ll ®K mia mpenynpexneHus mporpeccupoBaHus
3abonesanus [6,12,15,16].

e EOKIB (YYP A, YA 2) nas nanuentos II-11T ®K

3.2.2.7. Ctpareruu cnenuduieckoil Tepanuu

3.2.2.7.1. CrapToBasi MOHOTepanus

BKK B BBICOKHX [03aX — ONTHMaJbHBII BBIOOp CTApTOBOW Tepamuu AJs TMalUEHTOB
WIJIAT/HJIAT/JIAT npu npueme JeKapCTBEHHBIX MPENapaTroB C IMOJOKUTEIbHBIM TECTOM Ha
Ba3zopeakTuBHOCTH (Pucynok 2, [Tpunoxenune b1, pasnen 3.2.2.1.) [6,12,15,16]. Baxxnoti 3anaueit
SBJISIETCS TIIATENbHOE JHMHAMHUYEcKoe HaOiroieHue 3a OONbHBIMM depe3 3-4 Mecsla C LEeNblo
CBOEBPEMEHHOIN KOPPEKLNU TEPANHUU MPU HEAOCTHIKEHUN ONTHUMAJIBHBIX PE3YJIbTAaTOB JICUEHUS
(pazmen 3.2.2.1.). Ilpu peanuzanuu Lened Jie4eHUS B WHAWBUIYAIBHOM TMOpPSJAKE CIEIyeT
pPaccMOTPETh MOCTIEIYIONINE BU3UTHI HaOMI0AeHHS Kax apie 3-12 mecses [16].

C yuerom cnektpa onoOpeHHbix JIAI-cnemuduueckux mpemnapaToB U 0coOeHHOCTEN

JICKApCTBCHHOT'O oOecrieueHHs B peruoHax P® MMPEACTABIACTCA I_IeJ'IeCOO6pa.3HBIM MNPUMCHATDH
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CTpaTeTUI0 HavYaJlbHOW KOMOWHHpOBaHHOW Teparmuu y OoibHBIX ¢ JIAIT cpegnero pucka. Y
60nbHbIX JIAI" HM3KOTO pHCKa Mocie Ha3HAYCHHUS Ha4aJIbHONH MOHOTEpAIUHU CIEAYET TIIATEeIbHO
KOHTPOJIUPOBATh PE3YJIbTAThl JICUECHUS C 1IEJIbI0 CBOEBPEMEHHOM 3CKAIAIMKU B PEXKUME paHHEH

HOCHGHOB&TCHBHOﬁ TEpaIliu HE IIO3JHEC 3-4 MECALICB II0CJIC Havajia JICUHCHHUA.

— ¥V nmammentoB WIAT, HJIAT, JIAT npu npueme nekapcTBeHHBIX npenaparoB, JIAI Ha ¢one
C13CT, pesunyansuoii JIAI' mociie KOppeKIMK TPOCTHIX CUCTEMHO-JIETOYHBIX IIYHTOB HU3KOTO

pHUCKa oe3 CCpI[C‘iHO-J'IGFO‘lHOfI KOMOp6I/I,Z[HOCTI/I PEKOMEHAYECTCA HadallbHass MOHOTCpaIius.

e EOK I-Ia-11b - B-C (YYP A-B, V]I 2-3)

Kommentapuu: Cmpameeus cmapmosou monomepanuu, exmouaowen AIP, HUD3-5,
puoyucyam, UIONpOCm UIU CeleKCundz, Modcem paccmampusamocs y nayuenmos JIAI
(UJIAT/HIIAL, JIAI' npu npueme JeKapcmMEeHHbIX Npenapamos) npu OompuyamenbHom
8A30peaKmusHoOM mecme, a makxce npu pesudyanvHou JIAI' nocre koppekyuu npocmulx
cucmemno-ne2ounvix wynmos, JIAI'- Cm3CT nuskoco pucka (Tabauya 18. Ilpunoxncenue b1,
pazoen 3.2.2.2-3.2.2.6.) [6,15,16]/. [lo oanmvim coepemennvix pe2ucmpos, 0015 NAYUCHMO8
HU3K020 pucka npu ycmarosnenuu ouaznosa JIAI eapvupyem om 12,3% oo 23% [138-140]. Ilpu
OyeHKe KYMYIAMUBHOU eblocusaemocmu nayuenmos JIAIT Huzkoeo pucka, nonyyaguiux
CMapmogyio MOHOMePanuio U O80UHYI0 KOMOUHUPOBAHHYIO mepanuio, o OannbimM Ppanyy3cko2o
peaucmpa, 00CMOBepHbIX pa3iudull 8viieieHo e oviio [184].

— ¥V nauuentoB ¢ UWIAI/HJIAT/ JIAT npu npueme nekapcTBeHHBIX mpenaparos, JIAI' Ha ¢one
C13CT, pesunyanbHoit JIAI' mociae KOppeKLMU NPOCTHIX CHUCTEMHO-JIETOYHBIX LIYHTOB 0O€3
CEep/ICYHO-JIErOYHON KOMOPOUIHOCTH NPH Ha3HAUYCHUU CTAPTOBOM MOHOTEPAIIMU HU3KOTO PUCKA

CJICAYCT paCCMOTPETh PCHICHUC 00 9CKaJlallu1 TCpalluy 4€pe3 3-4 MCECiLa ITOCJIC Hadyajia JICUCHHUA.

e EOK IIaC (YYP C, VI 3)

Kommenrapun: [lpu e6vibope cmapmosot cmpamesuu  AeYeHUs: NAYUEHMOS
HJIAT/HIIAT/ITAL npu npueme nexapcmeé u JIAI- Cm3CT 6 pexomenoayusx ESC/ERS 2022e.
enepevle npediasaemcst Cmpamu@uKkayuu Ha 08¢ KO2Opmbul 6 3A6UCUMOCTIU OM HATUYUSL UTU
omcymcmeusi cepoedno-1e204nol komopouonocmu [12]. B 20182. amom nooxoo dwvLn npednoicen
akcnepmamu  KenlbHCK020 KOHCEHCyca: cpeou nayueHmos ¢ ykazauuwvimu ¢opmamu JIAI
svloensemcs Kuaccudeckuii genomun npexkanuniiapuou JII' 6e3 komopobuonocmu u gpeHomun c
3a601€6AHUSAMU T€BbIX OMOEN08  cepoyd U ACCOYUUPOBAHHBIMU COCMOSAHUAMU (CAXAPHbILL
ouabem, odicupenue, apmepualbHas cUNepmonuss, GUOpULIAYUS npedcepoult) Ui namoaocue
Jle2KUX (Haauyue 2unoKcemuu, 3HAYUMeNIbHbIL CMAadC KypeHus, Gakmopvl pucka 3a001e6anuil
neekux, O®BI<60%, @OXEII<70%, DLCO<45%) [9,188]. /lns nayuenmos JIAI' c
KOMOPOUOHBIMU COCMOSHUAMU, KAK NPAGUIO CMapuiell 803pACMHOU PYNNbl HE3A8UCUMO OM
PUCKA TeMalbHOCMU, NPEeOlo#CeHO UCHONIb308AMb MOHOMEPANUIO € NOCLeOYIowell OYeHKO
agppexmuenocmu U UHOUBUOYANbHLIM — peuleHueM O HA3HAYeHUu Nociedo8amebHOU
Komounuposannou mepanuu (Pucynok 2, Ipunosicenue b1) [12].

— V¥ nmammmentoB WJIAT, HJIAT, JIAT npu npueme ekapcTBeHHBIX mpenaparos, JIAI' Ha ¢one

C13CT, pesunyanbHoii JIAI' mocne KOppEeKLUMM IPOCTBIX CHUCTEMHO-JIETOYHBIX HIYHTOB INpU
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CEpJICYHO-JIETOYHOM  KOMOPOMJTHOCTH  CJENyeT paccCMOTpeTh MpOBEJAcHHE  HaudalbHOU
monoteparnuu UDJ13-5 [12].

e EOKIIaC (YYPC, YIA3)
KommenTapuu: Hasnauenue cmapmosoi komounuposanuou JIAI-cneyughuueckoii mepanuu y
nayuenmos ¢ UJIAT/THIIAL/ JIAL, accoyuuposanHotl ¢ npuemom JeKapcmeeHHblX npenapamos,
JIAT- Cm3CT cmapuwux 8603pacmuvix 2pynn npu HAIUYUU CEPOEYHO-1e20YHOU KOMOPOUOHOCTIU He
NOKA3A10 Pe3yibmamos, Habnooaemvix y 6oiee MoI00bIX Klaccudeckux nayuenmos ¢ JIAI [189].
Cnedyem ommemums, ymo 3HAUUMAS CONYMCMBYIOWAS NAMONO2Us, BKII0YAs 3a001e6aHUs.
cepoya u necKux, mpaouyuoHHO AGNIANACH KpUumepuem UCKII0UeHUs O Y4acmus NayueHmos 60
eécex PKU no oyenxe sgpgpexmusenocmu/ 6beszonacnocmu JIAI-cneyughuueckoii mepanuu
[6,189,190/. I1o oannvim pecucmpa COMPERA, 35,8% 6onvnvix UJ/IAI umenu namono2uio neewix
omoenog cepoya u 51,6% - 3abonesanus neexux [139]. Ilo cpasnenuro ¢ nayuenmamu 6Oe3
CepOeyHO-1e204YHOU KOMOPOUOHOCIU Y OOJIbHBIX C NAMOIO2UEl IeBbLX OMOEN08 CepOYa Ul 1e2KUX
ommeuaemcs Xyowui omeem Ha JIAI-cneyuguueckyro mepanuio u MeHbUldsl 6ePOSMHOCHIb
00CMUdICeHUs CMamyca HU3K020 pucka, boiee 8blCOKUL PUCK NPEKPAUeHUsl JleYeHUs: N0 NpudUHe
HeahGpexmusnocmu unu nioxou nepenocumocmu u cmepmuocmu [12].
— ¥V nauuenroB UJIAIL, HJIAT, JIAI' npu npueme nekapctBeHHbix npenapatos, JIAI'-CT3CT,
pesunyanbHoil JIAIT mociie KOppeKIMU MPOCTBIX CHUCTEMHO-JIETOYHBIX IIYHTOB C CEpACYHO-
JIETOYHOH KOMOPOWIHOCTBIO, COXPAHSIOUINX CPEIHHI/BBICOKAN PHUCK JIETaTbHOCTH Ha (hOHE
MoHoTepanuu  M®D/D-5 wim APD, BO3MOXHO paccMOTpETh BOIPOC O Ha3HAUYEHUU
JIONOJTHUTEBHBIX MpenapaToB st jJedenus JIAT B unauBuayansHoM mopsake [12].

e EOKIIbC (YYPC, Y/ 4)
Kommenrtapun: C yuemom 6wipasxceHnol 2emepoceHHoCmu NOnyasayuu NayueHmos, UCX0OHO
cmpamu@uyuposanHvlX 8 2pynny HU3K020 PUCKA U B03MONCHOCMU npocpeccuposanus JIAI
cnedyem obecneyums mujamenvHoe HAOI00eHUe 3a OONbHbIMU Kadxcovle 6-12 mecsayes ¢ yenvio
ceoespemennol koppekyuu mepanuu [15,185]. Ilo Oannvim memaananuza 3apyoestcHuIX
pecucmpos, y nayuenmos JIAI" ¢ ucxoonvim I-11 OK uepesz mpu coda Habaro0eHus 1emanibHOCmy
cocmasuna 22% [186].

Crparerusi cTrapToBOil MOHOTEpanuu MpeanodtuTenbHa y mnanueHtoB c JIAI'-BUY,
nopromynbMoHanbHOU JIAD, mpu cuHIpoMe Dif3eHMEHTepa C y4eTOM OTCYTCTBHS JaHHBIX O
BIIUSTHUM CTapTOBOM KOMOMHHPOBAHHOW Tepamuy Ha BBDKUBAEMOCThH U MporpeccupoBanue JIAT
(pasmen 4.1) [9,12]. Crparteruss MOHOTEpalMH MOXET OBITh OOOCHOBaHA KPUTEPHSIMHU
0€30MacHOCTH: y TAIMEHTOB C TOI03peHneM WK Bbicokoil BepositHOoCcThio JIBOB/JIKT, a taxxke
IpU BO3MOXHBIX MPOTHBOINOKA3aHUSAX, HANpPUMEp, TsoKeJIoW mnatojorud nedeHu [15]. Ipu
Ha3HAYCHUH HadadbHOW KoMOWHUpoBaHHOU JIAT -cienmduueckoi Tepanuu ClieyeT YIUTHIBATh

OpTraHHU3allMOHHBIC, HOPUAXYCCKUE HW APYTHUX (bOpMaJ'II)HOCTI/I, MMPpUBOJAAIINE K CIIOKHOCTAM

JIEKapCTBEHHOTO obecrieueHus B peruonax P® [187].
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— VY mnamuentoB ¢ JIAI, accomuupoBanHoit ¢ BUY-undexnueit, cieayer paccMOTpPETh
NPUMEHEHUE HAYabHOW MOHOTEpANHH C MOCIEAYIOIIUM Ha3HAuYE€HUEM, MPU HEOOXOIUMOCTH,
MOCIIE0BATEIbHOW KOMOWHUPOBAHHOW TEpanmuu C yY4ETOM COIYTCTBYIOIIUX 3a00JEBaHUN U
MEIKJIEKapCTBCHHBIX B3auMmo/eicTBuii [15,16].

e EOK IIaC (YYP C, YIUI 3)

— VY NanueHToB ¢ MOPTOIYJIbMOHAJIBHON TUIIEPTEH3UEUW CIIENYyEeT PAcCMOTPETh IPUMEHEHHE
HAuaJIbHOM  MOHOTEpanmuy C  MOCIEAYIOIIMM  HA3HAYeHUEM, TP  HEOOXOIMMOCTH,
II0CJIE10BATEIbHOM KOMOMHUPOBAHHOM TEpallMy ¢ Y4€TOM HAaTOJIOTMU MEYEHU M MOKa3aHWH K
TpaHCIUTaHTanuu neueHu [15,16].

e EOK IIaC (YVP C, V]I 3)

— VYV nanMeHToB ¢ CHUHAPOMOM Oi3eHMeHrepa Ul YJIy4IIeHHUsS] MEPEHOCUMOCTH (U3NYECKOU
HArpy3Kd peKOMEHayeTcs mpuMeHeHne 0o3enTana [191].

e EOKIB (YYPB, V1] 2)

— V B3pocnbix ¢ BIIC, Bkmroyas cuHApoM DH3eHMEHrepa, ClelyeT pacCMOTPETh BOIPOC O
HazHaueHun Apyrux APD, UODJ/[D5, puouuryarta, aHajioroB MPOCTAIMKINHA M aroHUCTOB
perentopoB npocTanukinia [15,16].

e EOK IIaC (YYP C, VI 3)

— V¥V B3pocCHbIX MAlMEHTOB C CHHAPOMOM OW3EHMEHIepa CJIeAyeT pacCMOTPETh BOMIPOC O
Ha3HAYCHHUH MOCIIEI0BATEIbHON KOMOMHUPOBAHHOM TEpANUU MPU HEJOCTHKEHUH LIEJIeH JTeueHUs
[16,44].

e EOKIIaC (YYPC, YA 3)

3.2.2.7.2. CrapToBasi KOMOMHMPOBAHHAs Tepanus

IIpu coBmecTHOM Ha3HaueHuu JIAI-cnenuduueckux mpenapaToB, BIUSIOUUX Ha
HECKOJIbKO ITyTe nmaToreHesa 3abosieBaHus, HAOMI0IaeTCsl CHHEPTU3M AeHCTBUS. D((HEeKTUBHOCTh
KOMOMHUPOBAaHHOM Tepamuu ONpeaessieTcss € YYeTOM BO3MOXKHBIX MEKJIEKapCTBEHHBIX

B3aUMOJICHCTBUI U pucka mobounbix 3¢dexros [15,16,187].

— [Marmmentam MJIAT/HJTAT/JIAT npu npueme JeKapCTBEHHBIX IIpenapaToB, pe3uayansHoi JIAT

1ocja€ KOPPEKLUHHU MPOCTHIX CUCTEMHO-Jerounblx myHToB, JIAI'-CT3CT cpennero pucka 6e3

65



2660
2661
2662
2663
2664
2665
2666
2667
2668
2669
2670
2671
2672
2673
2674
2675
2676

2677
2678

2679
2680
2681
2682
2683
2684
2685
2686
2687
2688
2689
2690
2691

2692
2693
2694

CEepICYHO-JIErOYHOI KOMOPOMIHOCTH PEKOMEHIyeTCsl HadajibHas KOMOWHHPOBAHHAs TEpPaIus
ADP B coueranuu ¢ cuieHadmioM wim prormryarom [15,16,187].

. PKO IIbC (YYP C, Y1 4)

— IMarmuentam MJIAT/HJTAT/JIAT npu npueme JeKapCTBEHHBIX MpenapaToB, pesuayanbHoi JIAT
1ocjie KOPPEKLMH IPOCTBIX CUCTEMHO-1erouHbiX wmyHTOB, JIAI'-CT3CT cpeanero pucka 0e3
CepACYHO-JIETOYHON KOMOPOMIHOCTH PEKOMEHAYETCs HadalbHas KOMOMHHPOBAHHAS Teparus
puouryaroMm B couetanuu ¢ ADP wm cenexcumarom [187,192].

. PKO IIbC (YYP C, Y1 4)

— [Marmmentam MJIAT/HJIAT/JIAT npu npreMe eKapCTBEHHBIX IpenapaToB, pe3uayanbHoi JIAT
nocie KOPPEKLUUU IPOCThIX CUCTeMHO-TeroyHbIX myHToB, JIAI'-CT3CT Boicokoro pucka (> 20%
B T'0Jl) IPU OTCYTCTBHH COMYTCTBYIOIIEH MATOJIOTUHU CEPALIA/IETKUX PEKOMEHIYeTCsl HayallbHast
komOunupoBannass  JIAT-cemuduueckass  tepanus  UDJID-5/puonmryarom, ADP wu
UHTaSIIIMOHHBIM Hitonpoctom [15,16].

. EOK/PKO IIaC (YVP A, Y]UI 2)

3.2.2.7.3. IlocaenoBaTejibHAsi KOMOMHUPOBAHHAS TePaANUA

bonbmmuacTBo PKU ipoBoaniock B pekuMe mocie10BaTeIbHO KOMOMHUPOBAHHOMN TE€paruu,
4TO OTpa)kaeT KOHLEMIUI YyBenuueHus oowvema JIADT cneunuduyeckoil Ttepamuu npu

HEIOCTHXKCHUN KPUTEPHUEB HU3KOTO prcKa jetaabHocTh [49,125,187].

— Pexomennyercs ocymectBiaTs dckananuio JIAI -cnemmdudeckoii Teparnui Ha OCHOBAaHUH JAHHBIX
OIICHKH PHCKA JIETATbHOCTH U OOIINX JIedeOHbIX cTpareruii [12].

e EOKIC (YYP B, Y] 2)

— PexoMeH0BaHO HazHaueHHE MaruTeHTaHa** 00abHEIM JIAIL, HE HJOCTUTIIIUM IeJIeH JIeUeHUS
MpU Ha3HAYCHUHW CuijeHaduiIa WIM HWHTAIAIUOHHOTO WJIONPOCTAa JJIi CHUXEHUS pPHUCKa
3aboneBaeMocTr/cMepTHOCTH [6,12,15,16].

e EOKIB (YYP A, YA/ 2) nas nanuentoB I1-11T @K

e EOKIIaC (YYP A, YA 3) nas nauuentos IV @K

Kommentapuu: B PKH SERAPHIN 63,7% nayuenmog c JIAI' nonyyanu 6a308ywo
cneyughuueckyro mepanuio, npeumywecmeenno UD/[I-5 cunoenagurom, 5,4% nayuenmos —
npocmanouoamu. Ha ¢pone nocnedosamenvhoti KOMOUHUPOBAHHOU mepanuu, 6KIOYABULEL
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MayumeHman** puck HeOna2oNpUAMHBIX COOLIMULL (20CNUMANU3AYUY, CMepmb, YXyOuleHue
meuenusi JIAI, mpancnianmayus/ampuocenmomomust) chudxicancs na 38% (p=0,009) [50].

— [Naniuentam ¢ WJIAT, HJIAT, JIAT BciaeacTBue nmprema JieKapCTBEHHBIX MTPENapaToB/TOKCHHOB
peKoMeHayeTcs 1oOaBICHUE CelleKcuIara Juisi CHUKEHHUsI prcKa 3a00J1eBaeMOCTH/ CMEPTHOCTH
NP JTOCTIDKEHUU cpeiHero pucka Ha done Tepanuu UDJD-5 u/umm ADP [183,193].
e EOKIB (YYPB,VYI]2)

Kommentapuu: B PKU GRIPHON puck nebnazonpusmuvlx cobvimutl cHudcancs Ha 37% 6
2pynne nayueHmos, Noay4yasuiux ceiexcunaz** e donoanenue x mepanuu HUDI3-5 u ADP
(n=179) no cpasueruio ¢ epynnoti, noayuasuiell 080UHYI0 KOMOUHUPOBaHHYO mepanuto (n=197)
[183/. Puck nebnraconpusmuvix cobvimuii 3a 30-mecsunviii nepuood nabmooenus ¢ PKU
GRIPHON ymenvwanca na 63% y nayuenmos co Il @K (BO3) na ¢hone nocnedosamenvHoll
mpotinou mepanuu (n=55) no cpasnenuio ¢ 0gounou JIAI-cneyuguueckoi mepanueu (n=60).
Haubonvwee chudxcenue pucka Heb1a2onpusmuuix cooblmutl pecucmpuposaics npu Ha3HayeHuu

cellekcunaza 6 Kaiwecmee 6mopo2o Uil mpemve2o npenapama no omuowenuio k U@3-5 u/unu
APD y nayuenmos Hu3Kk020 pucka u 8 meuenue nepsvix 6 mecayes nocie yCmaHosieHUus OudzHo3a

[193,194].

— PexomenoBano Ha3HaueHue puonuryata** 6oapHeiM JIAL, He JOCTUTIIINM 1eNel IeYeHUs TTIPU
Ha3HaYeHUH 003eHTaHa™** JUIs YTydIIeHUS IEPEHOCMMOCTH (hu3ndecKoi Harpysku [6,15,16,177].
. EOK IB (YYP A, YJA 2) nas nanuentos 11-11T @K

. EOK IIaC (YYP A, YA 3) nas nauuentos IV K

— Jnst ymydiieHusi IEpeHOCUMOCTH (PU3NYECKON HArpy3KH BO3MOXKHO PaCCMOTPETh A00aBICHUE
UHTAIAIIMOHHOTO WIIoNpocTa K 6o3enTany [6,15,16,195,196].

e EOK IIbB (YYP B, Y/ 4) nast nauuentos IV ®K

— Jlns ynydnieHus: epeHOCUMOCTH (PU3HUECKON Harpy3Kd BO3MOXKHO pacCMOTpETh A00aBICHHE
amMOpu3eHTaHa K cuiieHadmy wid puoruryary [197,198].

e EOK IIbC (YYP C, YA 5) nasi nanuentos II-11T ®K

— Jlist ymydiieHus IEpeHOCUMOCTH (PU3UIECKONM HArpy3KH BO3MOYKHO PaCCMOTPETh J00aBICHHE
MaluTeHTaHa K puorryaty [187,199].
e EOKIIbC (YYP C, Y/ 5) nas nanuenrtos II-11T ®K

—JloObaBnenue Oo3eHTaHAa K CcwiaeHaQuiIy HE pPEKOMEHIYeTCS Ui CHIDKEHHS pPHCKa
3aboseBaemoctu/cmeptHOocTH [12,15,200].

EOK I11B (YYP B, VI 3)
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3.2.2.7.3. CTpaTerusi nepexjJr4eHust

— V¥ nanuentoB ¢ JIAI' cpennero pucka, nonydaronmux M®PJID-5 B Bulie MOHOTEpanuu WU B
komOuHarmu ¢ ADP, cienyer paccmoTpeTh 3ameny UDJ1D-5 na puonmryar [9,16,201].
e EOKIIaB (YYP B, Y/ 3) aast nanuentoB 111 ®K

Kommentrapuu: B npocnexmusnom  uccnedosanuu  RESPITE — enepsévie  nokasamo
aghghexmuenocmov cmpamezuu nepexnouenus nayuernmos JIAI' 11l K 6e3/c conymcmesyrowe
mepanuu AP ¢ HeadekamHuIM KIUHUYECKUM OMBemomM ¢ mepanuu cuideHaguiom™** na
puoyueyam™** [202]. 3amena HUDIDI-5 6 6vicokux 003ax HA puoyueyam conpo8oICOandCh
vayuwenuem oucmanyuu ¢ TIHIX, ®K, NT-proBNP, JICC u CH. B npocnekmurhom ucciedosanuu
v nayuenmos UJIAI nepexntouenue ¢ cundenaguia Ha puoyucyam cnocobcmeosano YiyuueHur
@K, TUIX, cucmonuuecxou ¢pynxyuu DK u conpsocenus DK u JIA 3a cuem ymenvuienus
aghgpexmuenoil scecmxocmu nocneoueti [203]. B PKU REPLACE npu usywenuu cmpamecuu
3amenvl UDJ3-5 na puoyucyam 6 cpasnenuu c npoododicenuem HUPDJ[D-5 y 6onvHvix JIAI
NPOMEIICYMOYHO20 PUCKA HNOKA3AHO OOCMUdICEHUE KIUHUYECKO20 YIVHUeHUs (nepeudHas
KOHeUHAsl MOYKA ¢ O0CMUNCEHUE KAK MUHUMYM O8YX U3 Mpex Napamempos: npupocm OUCmaHyuu
6 ToOMX >10% / >30m, oocmuoicenue I/I1 @K u cuuscenue NT-proBNP >30% no cpasnenuio ¢
UCXOOHBIM NPU OMCYMCMBUU KTUHUYECK020 YXyoweHus) y 41% nayuenmoe 6 epynne puoyucyama
no cpasnenuio ¢ 20% 6 epynne U®J]3-5 [204].

— ¥V nanuentoB ¢ JIAI, coxpaHSIOMMX CpeAHUI/BBICOKUI pUCK Ha (oOHE TPOHHOW Tepamuw,
Brmovaromeit Ud®/1D-5 nnm puonmryar, ADP u cenekcumar, meiaecoo0pa3HO pPacCMOTPETh
BO3MOKHOCTb IIEPEKIIIOYCHHMS C CEIEKCHUIIara Ha HIIONpPOCT.

e EOK I1aC (YYP C, YA 4) nas nanuentos III-1V ®K

— IlepexitoueHue ¢ 0AHOro NMpenapaTa Ha Apyroi B pamkax oJHoro kiacca JIAI-cnienuguyeckoit
Tepaluy WM Ha JIEKapCTBEHHBIM Ipemnapar Ipyroro Kijacca BO3MOXKHO pPAacCMOTPETh IpH
Pa3BUTUH KJIMHUYECKH 3HAUMMOTO HEXKEIaTebHOTO 3P ¢deKTa U HEBO3MOXKHOCTU MPOJOKEHUS
teparuu [15].

e PKOIIbC (YYPC, VY1 4)

Kommenrtapuu: [lo dannvim memaananuza 9 npocnekmuHuIX KOLOPMHBIX UCCAe008AHU,
sxnrouarowux 408 oonvuvix JIAL, 3amena Oozemmana unu amoOpuseHmMaHa HA MAYUMeHmaH
yayuwana oucmanyuio 6 TIIX, @K, npogurv b6ezonacnocmu 6e3 cyuecmeseHH020 GIUAHUSA HA
yposuu NT-proBNP, cemoounamuxy u napamemper IxoKI' [205]. B cea3u c omcymcmeuem
MmHocoyenmposvlx PKU no uzyuenuro énuanus nepexnrovenuss AP na knunuueckoe meuenue JIAI'
yenecoobpasHa 3ameHa MoabKO NPU pA36UMUU HedceramenvHvlx d¢gexkmos npenapama uiu
HeONa2oNPUAMHBIX MENCIeKAPCMEEHHBIX 83AUMOO0CUCBUSIX.

3.3. Xupypruueckoe JieueHue

3.3.1. IIpencepanas cenTocToMust
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— PekomMeH1yeTcs paccMOTPETh BO3MOXHOCTh MpeAcepAHON cenTocTomuun nanueHTam ¢ JII' 11-
IV ®K (BO3), yactbiMu cuHKONE /1M pedpakTepHoil kK MakcuManbHo# JIAT -cnieruduueckoi
TEpanuy MPaBOXKETYAOYKOBOH CEpJACYHON HEIOCTATOYHOCTBIO, a TAaKXKe MPHU HEIOCTYIMHOCTH
JIAT -crientupuueckoii Tepanuu [12].
. PKO IlaC (YYP B, Y1/ 3)

KommenTapuu: OoOwuii npunyun npedcepoOHOU Cenmocmomuu - co30aHue U OAUMmenbHoe
COXpaHeHue MeHCnpeocepoOH020 COOOWeHUsl ¢ MAKOU 8eIUYUHOU 8eHO-apMePUdIbHO20 copoca,
Komopas. obecneuusana Ovl O0EKOMHPeCccuro Npasvbix O0moenos cepoya (¢ ymeHbuleHuem
KAUHUYECKUX NPOABILEHUN NPABONHCEYOOUKOBOU HEeOOCMAMOYHOCIU) U NPU IMOM VEeIUdUsand
npeoHazpy3Ky Jie6ulx (C y8enuueHuem cepoedHozo 8blopoca u 00CMAasKU K MKAHAM KUCIOpoOoa) Oe3
svipadicennon  eunoxcemuu [12,207-211].  Jlannvie memaananuza 16 nabaooamenbHulx
uccnedosanut y 204  nayuenmos,  nepeHecuwiux — NpeoCcepoOHyrd  CenmoCmoMUio,
npodemoncmpuposanu chudxcenue oasnenus 6 L1111 (p<0,001) u ysenuuenue CH (p<0,001) napsaoy
CO CHUDICEHUEM HACLLUeHUs apmepuaivbHoll kposu kuciopooom (p<0,001) [207]. Ilpeoceponas
CEnMOCmMoMUsL  OOJIHCHA BbINOJHAMBCA MONLKO 6 IKCNEePMHbIX YEHMPAX, PACNOAA2aAIOUUX
00CMAmMO4YHbIM  ONBIMOM Nposederus nooodHvix emewamenscme [207-211]. Ilpoyedypa

NPOMUBONOKA3AHA NPU 0ABNeHUU 8 NPABoM npedcepouu eviute 20 mm pm. cm. u SatO2 6 nokoe
menee 90% [207,208,211].

-~ He pexomenmoBano mpoBeieHHE OAUIOHHON aTPUOCETITOCTOMHH IPU CPETHEM JaBIICHUU B
paBoM npeacepAnu Boimie 20 MM PT. CT. U caTyparuu kuciopogaom Mmeree 90% B mokoe B CBA3U

C MOBBIIICHHBIM PHUCKOM JIeTaJIbHOTO Mcxoa [15,16].

e PKOIIC(YYPB,YIA3)

3.3.2. TpancniiaHTanus JerkuX WJIH KOMILIEKCA CepALe-JIerkue

— PexomeHoBaHA JBYCTOPOHHSS TPAHCIUIAHTAIMS JICTKUX WM TPAHCIUIAHTAIUS JICTOYHO-
cepleyHoro komiuiekca namueHtam ¢ JIADI npu HeapdexTtuBHOCTH KOMOMHMpoBaHHOU JIAT -
crieruuyeckoii JekapcTBeHHOM Tepanuu [6,15,212,213].

e EOK I1aC (YYP B, V] 2)

— PekoMeH10BaHO BKJIIOYATh B JIMCT OKMIAHUS ABYCTOPOHHEW TPAHCIUIAHTALMM JIETKUX WIH
TPaHCIUIAaHTAIUU JIETOYHO-cepAeyHoro koMiuiekca 0onbHbIX JIAIT 1 HeonepabenpHOM XTOJII ¢
BBICOKMM pPHUCKOM (haTaJIbHOTO HCXO0Jla TMpPH HA3HAYEHUM TPOMHOM KOMOMHHMPOBAHHOMN
crierudurueckoit repanuu [6,15].

e EOK IIbC (YYPB, Y] 3)
Kommenrapum: [layuenmut ¢ JIAI cpednezo unu 8blcok020 pucka ¢ KIUHUYEeCKUM YXYOuleHUeM,

HeCMOMpPS HA MAKCUMANbHO 603ModcHylo JIAI -cneyughuueckyio mepanuto, Hyxcoaromcs 6

CGO@Gp@MeHHOIZ KOHCYbmayuu mpaHcniarnmojiozca Ol BKIIOYEHUS. 6 JIUCM  ONCUOAHUS
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mMpancnaaumayuy jeekux unu komniexca cepoye-reekue [12]. 3a nocneonee oecsmunemue
CYWecmeeHHO YIYUUULACh MeOUana svicusaemocmu nayuenmos JIAI" nocie mpancnianmayuu
neekux: ¢ 4,1 2cooa 6 1990—-199722. 0o 6,1 2o0a 6 2005-201222. u mpancnianmayuu KOMNiIeKcda ¢
1,9 (1982-1991 22.) 0o 5,6 cooa (2002-2012 22.) [212]. Yawe evinonnsiemcs 08ycmopoHHSIS
mpancniaumayus 1eekux. OOHAKO 8bIHCUBAEMOCHb NOC]IE NPOBEOEHUsL MPAHCHAAHMAYUL OOHO20
unu 08yxX JecKux npumepHo oounaxosa. Coenacno OaHmbiM pecucmpa Medcoynapoonozo
obwecmea mpaHcniaHmayuu cepoya U aecKux, npu cunopome IU3eHMeHzepa 6Cledcmeue
NPOCMBIX NOPOKOS8 U30IUPOBAHHAS MPAHCNIAHMAYUS 1€2KO20 C OOHOBPEMEHHOU KoppeKyuell
BIIC moowcem o6vimb memoodom evibopa. I[lpu dncenyoouxkosvlx Oegexmax ayduiue ucxoobvl

HAOI0OAIOMCSL NPU MPAHCAIAHMAYUU TIe20UHO-CepOeun020 Komniekca [6,212].

3.4. UnTeHCUBHAS Tepanus

CuMnromsl TsbKenon npaBokenynoukoBoii CH B coderaHun ¢ CUCTEMHOW THMIIOTOHUEN
ABJIAIOTCS TIOKa3aHUEM JJIsl JIEUEHUs B NajaTe MHTEHCUBHOM Tepanuu. [IpaBoxkenynoukosas CH
y 6ompHBIX JIAT sBRIsieTcs cieacTBueM, IIIaBHBIM 00pa3oM, cuctoindeckoi auchynkmmn [DK na
(oHEe ero XpOHHWYECKOH Meperpy3kd MAaBICHUEM, YTO MPUBOJUT K IOBBIIIEHUIO KOHEYHO-
nuacronudeckoro nasienus B IDK, nasnenus B I111 u nosiBIeHHIO BEHO3HOI'O 3aCTOSI B OOJIBIIOM
Kpyre KpoBooOpamieHus. [IoBbIIIEHHE IEHTPATBLHOTO BEHO3HOTO JABJICHHS, B CBOIO OYepe/b,
BBI3BIBACT TUCPYHKIMIO BHYTPEHHUX OPraHOB (3aCTOWHAs ME4YeHb, NOYKM | 1p.). IlammeHT c
nexomieHcupoBanHoi JIADT HykJgaeTcs BO BCECTOPOHHEM OOCIEIOBAaHUM JJIsl UCKIIOUEHMS
BO3MOXHBIX ~ TPUITEPOB  KIMHUYECKOTO  YXyIUIeHUs  (MHTEpKyppeHTHas  HMHQeKuus,
COIYTCTBYIOIIAsl MATOJOTHUsSl, aHEMHs, HapylleHUs puTMa/ mnpoBoauMocTd, ocTpas TOIJIA,

no6ounsle 3 eKTr TexkapcTBeHHOH Tepanun) [6,15,213].

— Tlammentam JII' ¢ 4YacToTOi cepAeuHBIX cokpameHudt > 110  ynmapos/muH,
runotTonueu(cucronuaeckoe Al <90 mm pT. CT.), OIUrOypHEH U OBBIIICHHBIM YPOBHEM JIaKTaTa
PEKOMEHYETCS PACCMOTPETh TOCIUTAIM3AIINIO B OTACICHIE HHTEHCUBHOM Tepanuu [6,213,214].

e EOK IlaC (YYP B, YA 2) nas nanuenron 1V ®K

— Pexomennyercs paccMOTpPETh MOCTAHOBKY LIEHTPAJIbHOTO BEHO3HOI'O KaTeTepa MalMEeHTaM C
Tsokenont JIAT a1t KOHTPOJIS LIEHTPaTbHOTO BEHO3HOT'O JaBJICHHs IIPU IPOBeIeHNH HH(Y3HOHHON
Tepanuu 1 aIeKBaTHOTO JO3UPOBAHUS NIETIIEBBIX IUYPETHKOB, I OLIEHKU caTypaluuy KACI0poaa
B CMEILaHHOM BEHO3HOM KpOBH, XapaKTepU3YIOLIEHl cepaeyHbld BHIOPOC M OKCHUIEHAIHIO
opraHoB/Tkanel [214].

e PKO IlaC (YYPC, VYV 3)
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— PexoMennyercss paccMaTpuBaTh CHIDKEHHE YPOBHS CaTypaldyd MO KHCIOPOAY CMEIIaHHOM
BEHO3HOUW KPOBH, OJIMTOYPHUIO B COYETAHUHU C IMOBBINICHUEM YPOBHS JIAKTaTa KakK MPEIUKTOPOB
HEOIaronpHUsATHOTO Mcxoa 3aboneBanus [213,214].

e PKO IlaC (YYPC, VYV 3)

— Pexomenpayercs paccmorpers Bo3moxkHOCTh UBKC 1t MOHUTOpUpOBaHHUS COCTOSIHUS
HAIMEHTOB C TSDKEJIOM MPaBOXKeTyJOYKOBOM CepIeYHON HeI0CTaTOYHOCThIO [15,213,214].

e PKOIlaC (YYPC, YV 3)

—Pexkomenayercst paccMOTpeTh BO3MOKHOCTh Ha3HaYSHHsI MTHOTPOITHBIX ITPenapaToB (100yTaMuH,
JIEBOCUMEH/IaH) 7Sl ONTHUMH3AIMH CEPJCYHOTO BEIOpOCA U AMype3a y MalMeHTOB ¢ Tsokenon JII
[6,213,214].

e PKOIIbB (YYPC, VYV 3)

— PexomenayeTcst Ha3HAuE€HUE Ba3ONPECCOPOB y MAIMEHTOB C CHUCTEMHOW THIIOTEH3WEH IS
KOPPEKILIUK FeMOIMHAMUYECKUX Hapyenui [6,15,214].

e EOKIC (YYPA, YA/ 2) nas nanuenton 1V ®K

— PexomeHnyeTcs paccMOTpeTh BO3MOXXHOCTh Ha3HaUeHHUsT HopanuHedpruHa nanuenTam ¢ JII s
KOPPEKIIMH CHCTEMHON THIIOTEH3WH W HapyIIEHUH meppy3ur >KU3HEHHO BaXKHBIX OpPTaHOB,
pedpakTepHbIX K APYTHM HHOTPOIMHBIM mpenapaTam [6,15].

e EOK IIbB (YYP C, VIIJI 3)

KommenTtapuu: [lpu nevenuu IDK cepoeunoti neoocmamournocmu Knouesou 3a0adell s6/semcs
nooodepaicanue cpeoHe20 CUCMEMHO20 apmepUudibHo20 0asieHust Ha yposue > 60 um pm. cm. YV
nayuenmos ¢ maxcenot CH, no 6osmooicnocmu, ciedyem uzde2amv uHmyoOayuu u UH8A3UBHOU
MeXanuyecKol 8eHMUIAYUY U3-3a 8blCOK020 PUCKA OdNbHelue20 YXYOuleHUs 2eMOOUHAMUKU U

cmepmu [12].

— Pexomenayercs paccMOTpETh BO3MOKHOCTh Ha3HAYEHHsI WHTABIIIMOHHOIO OKCHJIA a30Ta WIH
WJIONPOCTa JUIsl YMEHBIIEHHsS IIOCTHArpy3KM IIpaBOrO JKelnynodka y mnagueHtoB ¢ JII
[6,15,213,214].

e PKOIIbB (YYPC,VYVY]3)
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-PekoMeHI0BaHO pPACCMOTPETh BO3MOKHOCTh MNPHUMEHEHHs BeHo-apTepuaibHoi OKMO B
KaueCTBE BPEMEHHOW NOMAJEPKKM TNepell TpPAHCIUIAHTALMEeW JIETKUX WM MpPU O0KHUJIaeMOM
paspelieHuu Tpurrepa KiuHu4deckoro yxyamenus JIIT y manmeHTOoB C  pedpaxTepHOU
MIPaBOXKEIYI0YKOBOM CEPACUYHON HEJIOCTATOYHOCTHIO Ha (POHE MakCUMaIbHO BO3MOkHOU JIAT -
cnenuduyeckoi repanuu [6,15, 213,214].

e PKOIIbB (YYPC,¥YVY]I3)
-He pexomeH10BaHO NPUMEHEHUE METOJI0B MEXAaHMYECKOM IMOAJEPKKH IPU HEBO3MOXKHOCTU
YCTpaHEHHs] NMPUYUHBI AekomneHcanuu JIADT uinu BBINOTHEHUS SKCTPEHHOW TpaHCIIAHTAIlUU
aerkux [214].

e PKOIICXYYPC,YYA4)

Anroput™M BEIOOpA ONTHUMANLHOM TaKTUKH JieueHus nanueHToB ¢ JIAL npeacraBieH Ha pucyHKe

2 B npwiioxkenuu b.

4. Cnenuduyeckue NOArpynnbl JJero4YHOM apTepuajibHON IMIePTEH3 U
4.1. Jlerounasi apTepuajJbHasi THIEPTEH3Hs1, ACCOUMUPOBAHHAS C BPOKICHHbIMH IIOPOKAMH
cepaua

JIT', accoumnnpoBanHas ¢ BIIC, BkiroueHa B ueTbipe OCHOBHbIE Ipynmbl JII' 3 msatu
BBIJICTICHHBIX B KJIMHUYecKOH Kiaccudukanuu (Tadauma 1) [11,45,48]:

- JIAT npu BIIC (cunapom Ditzenmenrepa, npu BIIC ¢ neBo-npaBbiM cOpocom,
IpU MaJIbIX/COMyTCTBYOMMX Aedekrax u nocie koppekuu BIIC);

- JIT' npu maToJIoTHH JIEBBIX OTIENIOB cep/lia (BpOoXkKAeHHas/IpuoOpeTeHHas
CEepJIEeYHO-COCYAUCTasl MATOJIOTUs ¢ MocTKanuugpHon JII);

- JIT" mpu o6ctpykumu JIA (apyrast oOCTpyKIMs — BPOKIEHHBIE CTEHO3bI JIA);

- JIT" Hem3BeCcTHOTO W/MiK cMenaHHoro reHesa (cnosxueie BIIC — mopoku ¢
YHUBEHTPUKYIJIAPHON reMoJuHaMUKOM, cermeHnTapHas JII', np.).

[Tonuenit nepeuens BIIC, mpuBonsummx k passututo JII', npuBenen B EBpasuiickux
peKOMeHAanusX Mo auarHocTrke u sedenuto JII', accommmupoBannoii ¢ BIIC y B3pocnbix — 2021
[48].

B P® JIAT npu BIIC no pacnpoctpanenHoctu cpeau Beex ¢popm JIAL 3anumaer oHo U3
NepBBIX MeCT (B psane peruoHoB - nepsoe). Juarnoctuka JII' mpu BIIC umeer cnenuduyeckue
ocobennoctu [48,113,118,215-217].

Jlewenne BIIC c¢ JII' BkIIOYaeT XUPYPrUYECKYI0 KOPPEKLHIO (JUIs orepadenbHbIX
NAalMeHTOB) W MEAMKAMEHTO3HYIO Tepanuio (s HeomepaOenbHBbIX OONBHBIX M B Ciydae

coxpaneHuss pesunyansHor JIIT mocne omepamwmwm) [12,118,119,217]. OOmme ™epsl u
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nogaepxkuBaromas tepanus npu JII', accomuupoBannoit ¢ BIIC, umeHTM4YHBI moaxogaM K
neuennio JIAT. Oco0oro BHUMaHHS MOTYT 3aClyKUBATh 3pUPOLUTO3 (pyTUHHAS PreOOTOMUS HE
PEKOMEH/IyeTCs1), BOCCTAaHOBIICHHE Ae(hUIIUTA jKeTie3a U MPo(UIaKTHKa BO3AYIIHOM AIMOOIUH TTPpU
UCIIOJIb30BaHUHU BEHO3HOIO jocTyma [48,119].

Tepanust cnenupuyecKUMH JIETOYHBIMU Ba30JMJIaTOPaMM IIOKa3aHa MallMEeHTaM C
npexamwusipabiMa popmamu JII': JIAT npu BIIC u npexkanumnspraoit JII npu cnoxxusix BIIC
[12,119,218]. HakarumBaroTcsi IaHHbIE IO Tak Ha3biBaeMoMy «treat-and-repair approachy
(xupypruyeckass koppekius mocie kypca JIAI-cmemuduyeckoit Tepamuu), OJIHAKO
J0Ka3arejabHas 0a3a 5TOro moaxo/a moka Hejocratoyna [219].

IIpn anamuze 59 xknuHuueckux wuccneposanuil (14 u3 Hux — PKUM) no tepanuu
o100peHHbIMU B PO crienuduueckumMu JIETOYHBIMU Ba301MJIaTaTOPaMHU MOKa3aHo, YTO Hanbosee
apryMEHTUPOBAHHO MOXET MPUMEHATHCS 003eHTaH (0COOCHHO MpU CUHApPOME Dii3eHMEeHrepa —
PKN BREATHE-5 [220], omHako u apyrue npenapatsl (aMOpU3eHTaH, MAIIUTEHTaH, CHIIICHAII,
WMHTSIIAOHHBIA WIOMPOCT, PHOLMIYAaT M CEJIEKCHIar) WMEIOT JOKa3aTelbHyl 0a3y mpu
«TpocThIX» U «cnoxHbIx» BIIC ¢ npekammmisiproit JII' [218,221]. TIpu 3TOM B HHCTPYKITHSX 110
npuMmenenuto nokaszanusa «JIAIL', accounnposannas ¢ BIIC u cunapomom Dii3eHMEHrepay, Uiu
«JIAT', accouuupoBaHHasi ¢ KOppuUrHpoBaHHbIMH mpocThiMu BIIC» oOo03HaueHbl ans Tpex
(Oo3eHTaH, MAaIUTEHTaH W CEJIEKCHIIAr) U3 CEMH 3apeTUCTPUpPOBaHHBIX B PD crnennpuuecknx

JICTOYHBIX Ba30MIaTaTopoB [221].

— Pexomennyercst ob6cnenoBanue mamnueHToB ¢ JII, accoummpoBannoit ¢ BIIC, mo
CTaHJApTHOMY JIMarHOCTUYECKOMY airoput™my namueHtToB ¢ JII' ¢ oOs3aresnbHbIM
UCIOJIb30BaHUEM COBpPEMEHHBIX Bu3yanusupyroumx merogos (MCKT, MPT) u upe3BeHO3HOI
KareTepuzauuu cepaua [45,48,118,119]

. PKO IC (YYP A, Y11 2)

— PexoMeHIyeTcs MylbCOKCUMETpHs OTIEILHO Ha pyKaX M HOTaXx B TOKOE€ W TPH
¢dusmueckoit Harpyske maruentam ¢ JII mpu BIIC [12,45,48].
o PKO IC (YYP A, YV] 3)

— Pekomenpayercst upe3BeHO3Has karerepusauus cepana namuentam ¢ JII' mpu BIIC msa
onpeaeneHus Tsukecty JII', yrouHeHus ee TeMOAMHAMHUYECKOTIO BApUAHTA U ONPEICIICHUS
MOKa3aHUH K  XHPYPrUYECKOH  KOppeKuuu W crneuuduyueckoil  Tepanuu

[12,118,119,222,223].
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e PKOIC (YYP A, Y] 2)

— Pexomenayercs mpoBOIUTH OLIEHKY T€éMOAMHAMUKH, BKIIFOYasi OTHOLIEHUE JIETOYHOTO
KpoBOTOKa K cuctemMHomy (Qp/Qs), y nmamuenTos ¢ JII' mpu BIIC TosbKO ¢ MOMOIIBIO MPSIMOTO
i Henpsimoro meroaa duka [118,119,223].

e PKOIC (YYPA,VYI]3)

— He PEKOMECHAYETCA IMMPOBCACHUEC TECTA HA BA3OPCAKTUBHOCTL Y B3POCJIbIX ITAIUCHTOB C
JIAT nipu BIIC [12,48,217].
. PKO IIIC (YVP B, VI 3)

Kommenmapuu: Oyenxa eazopeakmugnocmu y 83pocavix nayuenmos ¢ JIAI npu BIIC ne
NOKA3aHA U3-3d OMCYMCMBUL 0OUEenPUHAMbBIX KPUMeEPUes, YKA3bleaouux Ha onepabdeibHocmy
BIIC, a makoice uz-3a Kpaine peokoco omeema NAYUEHMO8 C «MATbLMU/CONYMCMEYIOUWUMU
oepexmamuy u nocie rxoppekyuu BIIC na mepanuro BKK [12,48,217]. Tepanus BKK
NPOMUBONOKA3AHA OONLHBIM C CUHOPOMOM DU3eHMeHz2epd, M.K. MOodicem Ccnocobcmeosams
VBENUYEHUIO BEHOAPMEPUATLHO20 WIYHMUPOBAHUS KPOBU U, MAKUM 00pazom, ycyeyoums
eunoxcemuto [6]. B cuny eviuenepeuucieHHblx 06cmosmenbcme (Kpaure Maias 6eposimHoOCb
HON0JAHCUMENbHO20 pe3yabmama, Heyelecooopasnocms nasHauenus BKK) nposedenue mecm na

8A30pEeAKMUBHOCNb ) 00IbHBIX C CqupOMOM 9123€HM€H2€]761 H€ NOKA3AHO.

— Pexomennyerca mnamuentam c¢ JIAI' nmpu BIIC u ortHomenuem Qp/Qs > 1,5:1
pafuKanbHas XMpypruueckas/>Ha0BacKyispHas kKoppekuuu npu unaekce JICC < 4 en.Byma/m?
[45,48,118,119]

e PKOIC (YYPA,VYIA2)

— Pexomennyercs paccMoTpeTh BO3MO>KHOCTh paauKanbHON
XUPYPrU4e€CKON/3HI0BACKYISIPHON KOPPEKLIUU C COXpaHEHUEM (eHEeCTpalluu MEeXIpeacepaAHOon
neperopojku y naruenTos ¢ JIAT npu BIIC u otHomennem Qp/Qs > 1,5:1 npu unaekce JICC 4—
8 EJl Byna/mM? HHAMBHAYATbHO B 3aBUCUMOCTH OT APYTUX KIMHHYECKHX H FéMOIMHAMHYECKHX
nokazarenei [45,48,223].

. PKO IIaC (YYP B, YY1 3)

Kommenrapumn: /lokazanus k paoukanbHol Xupypeuieckou/IH008ACKYIAPHOU KOPPEKYUU
npu unoekce JICC 4—8 eo.Byoa/m2 u Kk HeKomopuiM 6uoam NALIUAMUBHBIX IHOOBACKYIAPHLIX

onepayuti  (ImMOOIU3AYUS  IE20UHBIX  KOJIAMEPAIbHbIX — apmepuil  Npu  KPOBOXAPKAHbeE,
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CMEeHMUpOBaHUI0 CMeEoJd €80l KOPOHAPHOU apmepuu npu uuemMuu Muokapoa u op.) noopooHo

paccmompensl 6 E8pasutickux pekomeHoayusax no ouazHocmuxe u aedenuro JII', accoyuupoganuoii

¢ BIIC y e3pocawix — 2021 [48].

— He pekomenmyercss paaMkaibHas XHPYpPrUYECKas/SHIAOBACKYJSIPHAS KOPPEKIMH
nauentam ¢ JIAT npu BIIC npu ungexce JICC > 8 en. Byna/m?, npu cuaapome DifzeHMeHrepa
U «MalbIx/conyTeTByromux aedekrax ¢ JIAI» [45,48,118,119,223]

e PKOIIIC (YYPB, Y2

—PexoMeHayeTcss pacCMOTPETh BO3MOKHOCTh Y TAIIMEHTOB C TPETPUKYCIHIATEHBIMU
BIIC u JICC >8 EJI Byna/m?> kopoTkuii (Heckombko MecsueB) kypc JIAT-cmenmpuueckoit
TEpaIuy ¢ MOCIICAYIOMICH MOBTOPHOI OIICHKOM onepabenbHOCTH [45,48,223]

e EOK IIbC (YYP B, VI 3)

— He pekomenayercst pyruHHas ¢pie00TOMUS AJi1 CHUKECHHSI TIOBBIIIEHHOTO TeéMaTOKPUTa
y MAIKUEHTOB ¢ CHHAPOMOM DitzenMenrepa [12]

e EOK IIIC (YYP B, VA 3)

Kommenrapuu: [lpu nanuyuu KIUHUYECKUX CUMIMOMOS 2UNEPBA3KOCMU KpPOBU Y
nayuenmos c¢ 2emamoxpumom >065% npedxcoe 6ce2o cnedyem oOpamumev SHUMAHUE HA

adexeamuyio euopamayuto [12].

— PGKOMGHI[yeTCSI IMpU HCIIOJIB30BAHHMKW BCHO3HOI'O0 AOCTYyIA Y NAIUCHTOB C CUHAPOMOM
DiizeHMeHrepa TiaTeabHas npoduaakTuka smoonnii [45,48,223].

PKO IC (YYP B, YA/ 3)

— Pexomenayercst Tepanus crneuu(pUUYECKUMHU JIETOYHBIMHM Ba30JWJIaTaTOPaMHU  CIEIYIOLUINM
nanueHTam ¢ npekanuwuisipaoit JII' mpu BIIC: 1) ¢ cunapomom DiizeHMeHrepa; 2) ¢ pe3uayalibHON
JIAT' nocne paaukanbHOM OuBeHTpuKyJdsipHoW koppekuuu BIIC; 3) ¢ JIAT' npu
MaJibIX/conmyTcTByOmMX JAedexrax; 4) mnocine onepanuu POHTEHa U JABYHANpPaBIEHHOI'O
KaBOMYJIbMOHAJILHOT'O aHACTOMO3a 0€3 JIOTOIHUTENbHBIX HCTOYHHUKOB JIETOYHOTO KPOBOTOKA MPH
OTCYTCTBUM JTUCQHYHKIIMM CHCTEMHOTO JKENyJ04YKa M MpPH HaJIMYMU TMPU3HAKOB JIETOYHOM
COCYIMCTOM O0JIe3HM (CpeTHUN TPAHCITYIbMOHATBHBIN TPAaIueHT > 6 MM PT. cT. U uHaekce JICC
>3 en.Byna/m?) u/uny HeJOCTATOYHOCTH KpoBooOpamenus [45,48,223]

e EOK I-lla-11b — B-C (YYP A-B, V]I 2-3)
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— Pexomennmyercss HazHaueHue Oo3eHTaHa™™* MmalnMeHTaM C CHHIPOMOM OW3eHMEHrepa s
yAy4IIeHus:  (QU3MYecKo  pabOTOCIIOCOOHOCTH M TIeMOAMHAMHUYECKMX  IOKa3arenen
[12,48,220,221,223]

. EOKIB (YYP A, Y/ 2)

— PexomennyroTcs apyrue crenudUUecKue JIETOYHBIE Ba30qWIIaTaTOphl  (aMOpH3eHTaH,
MaIUTCHTaH, CHIACHA(III, pUOIMTYAT, HHTATSIIHOHHBIA WIONPOCT U CEJIEKCUIIAr) MAIUeHTaM C
npexanuursiproi JII mpu BIIC [12,48, 218,221].

. EOK I1aC (YYP B, Y1 2)

— Pexomennyercs kKoMOuMHUpOBaHHAas (HavajgpHas W IIOCJIENOBATENbHAs) TEpaIUs
creur(ruyecKMMHU JISTOYHBIMU Ba30AMIaTaTOpaMH NauueHTaM ¢ npexanwuisipHoi JII' mpu BIIC
[12,48,118,221]

e EOK/PKO IIaC (YYP B, YA 2)

4.2. JlerouHasi apTepuajibHasi TUNePTEH3H s, ACCOIUMPOBAHHAS € CUCTEMHBIMH
3a00/1eBAHMSIMU COEIMHUTEIbHOM TKAaHU

Cucremnas ckiepoaepmus — ayroumMmyHHoe Ct3CT HeW3BECTHOW STHOJIOTHH, PH
KoTopoM mnopaxeHue Jjerkux B Buae JIAI wmm W3JI sBasercs OCHOBHON NPUYMHON
npexaeBpeMeHHol cMmepTu [224-226]. O6mas pacrnpoctpaHeHHOCTh JIADT cpenu manueHToB ¢
CCH cocrapnser 6,4% (95% AU 5-8,3%), a obmas 3aboneBaemocTh18,2 cmyuas wa 1000
genoBeko-yeT (95% AN 12-27,4), no naHHbIM MeTaaHanu3a [226].

Pacnipoctpanennocts mnpu  apyrux Ct3CT wMeHee wu3ydeHa, 4YTO OOYCIOBIEHO
3HAYUTEIbHON peaKocThio oOHapyxkeHus, Ooinee 70% ot Bcex mnamueHtoB ¢ JIAIT mpu

pPEBMTHUYECKHX 3a00JIeBaHusIX cocTaBsitoT marentsl ¢ CCJI [227,228].

— Pexomenpayercs oOcnenoBanue mnanueHtoB ¢ JII' mpu CT13CT mo crangapTHOMY
JTUArHOCTHYECKOMY alropuTMy manueHToB ¢ JII' ¢ uckimrodennem Hanbonee yactbix mpuuud JIIK
— MATOJIOTHUS JIETKUX /WM TUIIOKCEMHUSI U 3a00JIeBaHus JIEBBIX OTAe0B cepa [12,15,16].

e PKOIB (YYPA,VIA1)

Kommenrapuu: Omuonoeus JII' y 6onvnvix Cm3CT neoonopooua u exnrovaem: JIAIL, JIT,
00ycnosnenuylo 3abonesanuem JleeKux u/unu eunokcemuel; nocmkanuiiapuyro JII, na ¢one
3ab0nesanuil 1e8biXx omoenos cepoya (cucmoaudeckas/ouacmonuveckas ouc@ynxyus); JIBOB,

XTOJIT" y nayuenmos ¢ anmughocghorunuonvim cunopomom, unu nocie TOJIA [229].

76



3062
3063
3064
3065
3066
3067
3068
3069
3070
3071
3072
3073
3074
3075
3076
3077
3078
3079
3080
3081
3082
3083
3084
3085
3086
3087
3088
3089
3090
3091
3092
3093
3094
3095
3096

— Pexomennyercs exxeronusiii OXoKI'- ckpunuHr y nanuentos ¢ CCL npu Hanuuuu JIAT -
accolMMPOBaHHOTO (QeHotuna (cuuapoMm PeiiHo Oonee 12 ner, HaIWYHWE TEICAHTHIKTA3UH,
MOJIOKUTEIBHBIX AHTHIIEHTPOMEPHBIX AHTHUTEN, MOBBILICHHE YPOBHS MOUYEBOl KHUCIOTHI >340
MKMOJIb/JI, OTCYTCTBHE aHTHUTEN K Tomouszomepase-1) [6,12,230,231].

e PKOIB (YYPA,VIA1)

KommenTapuu: /[okazamenvcmea Kiunuyeckou yenHocmu pannezo gviagnenus JIAI npu
CCH Ovitu nonyueHvl 6 NpoOPAMMAX CKPUHUH2d, NOKA3ABUIUX MeHee BblpAdiCeHHble
2eMOOUHAMUYECKUe HAPYUWIeHUS U JIYYULYIO  BbIJICUBAEMOCMb Y  BbIAGIEHHbIX NAYUEHMO8
[129,130,225]. Paspabomarno neckonibko aneopummos CKpUHUH2A C UCTONb308AHUEM KOMOUHAYUU
KAUHUYECKUX NPUSHAKOS, UMMYHONIO02UYeCKUX mapkepos, IOxoKI, @yHKyuoHanbHbIX ne20uHbIX
mecmog (PIKIJI u DLCO) u NT-proBNP ons ombopa nayuenmos ¢ CC/[ ons YBKC (DETECT)
[132] u Ascmpanuiickou epynnot no usyuenuio cxkaepodepmuu (ASIG) [229]). Credyem
nOOYepKHYymb, Ymo eonpocwvl ckpununea JIAI' ne kacaromca nayuenmos ¢ CCH ¢ U3JI u/unu
nopasicenuem Jesvlx omoenos cepoya. Buiaenenue JII' epynnwvt 3 u 2 6 xo0e OuHamuueckozo
HAOI00eHUs Y IMUX NAYUEHMO8 CEUeMeNbCEYIom 0 npozpeccuposanuu M3J1 u/unu nopadxcenus
JIe8blX 0moenog cepoya, yxyouiaem npocHo3, U mpedyem, 8 nepeyio ouepedb, ONMUMUIAYUU
mepanuu M3JI u/unu nopasicenus 1egvlx omoenos cepoya, NOCKOIbKY pymurHoe Hasnaverue JIAI -
cneyuguueckux npenapamos SMum RAYUEHmMam Moxicem npusecmu K yxyouenuro [129,229,231].

JIAT-accoyuuposannviii  henomun CCIJ] exnouaem anHamHecmuveckue Ccee0eHuUs
(OnumenvHocmv cunopoma Petino 6onee 12 nem 0o nepsvix npusnaxoe JIAI), xknunuueckue
(meneaneuskmasuy, JIUMUMUPOBAHHOE NOPAJICEHUe KOJCU UIU e20  Omcymcmeue) U
nabopamopHvle (eunepypuxkemusi, Haiuuue aHMUYEeHMPOMEPHBIX AHmMuUmel, Omcymcmeue
anmumen Kk monousomepase-1) noxazamenu, ceazanmusvie ¢ pazgumuem JIAI' y nayuenmos ¢ CC/
[232]).

— Pexomenyercs HanpaBiaTe ckpuHupoBaHHbIX nanueHToB ¢ CCI u npyrumu Ct3CT co
cpeaHel 1 BbICOKOH BeposTHOCTHIO JIAI' o naHHBIM 3X0Kapauorpaduu B skcnepTHbIH neHtp JII
[12,15,16].

e PKOIA (YYP A, Y1)

— Pexomennyercs Habmoaenune mamueHToB ¢ Ct3CT u JII', obycnosnennont U3J1 nmm
3a00JICBaHUSMH JIEBOTO KEIYA0YKa, MHOTOMPO(PUIBHON TPYNION CHEIUATNCTOB, BKIIOYAS
KapJuoJiora, myJbMOHOJIOTa, peBMaToJjora u jp. [6,12,15,16].

e PKOIA (YYP A, YJUI1)
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— Pexomennyercs UCHOIB30BAaTh OLEHKY YPOBHS MOYEBOM KHCIOTHI B KadecTBe
JIOTIOJIHUTEILHOTO TMATHOCTUYECKOTO U nporunoctuyeckoro mapkepa JIAI' y naruentos ¢ CC/J
[233-235].

e PKOIB (YYP A, VI11)

KommenTtapuu: V nayuenmos ¢ CCJ] mouesas xucioma 6viia uoeHmu@duyuposana Kax
Mapkep No8pexicOeHuUs MUKPOCOCYO008, OEMOHCMPUPYS XOPOulylo KOpperayuio ¢ YpOGHeM
KpeamuHuHa 6 cblgopomke u noxazamenamu cemoounamuru [233]. ['unepypukemus sgnsemcs
YacmolM A6leHUeM NpU MKAHEBOU 2SUNOKCUU. NOBGLIUEHHbI YPOBEHb MOYEGOU KUCIOMbL -
nOOOYHO20 NPOOYKMA OKUCIEHUS. NYPUHO8, NOBbIUAEMCA NPU HAPYUEHUU OKUCIUMENbHO20
Memaboauzma u obHapydcusaemcs y nayuenmos ¢ JIAI' paznuunoti smuonocuu npu 00KA3aHHOU
koppensiyuu ¢ @K no NYHA, cmepmuocmoio u oucmanyueri TIIX [234]. JIAT -cneyugpuueckas

mepanusi 3HAYUMeIbHO CHUMICAem YPOBEHb MOUeBOl KUCIOmbl 8 nepugepudeckoil kposu [235].

—Pexomennyercs mnposenenne YUBKC Bo Bcex ciydasx mnonpo3penuss Ha JIAL,

acconuuposannyio ¢ Ct3CT [6,12,15,16].
e EOKIC(YYPA,YII2)

KommenTapuu: Yuumuvisas muocopaxmoprnocmo nosviwenus /{J/IA y nayuenmos ¢ CCJ/[
U HU3BKVIO UX BbIICUBAEMOCHb, Be0emcsi NOUCK OONOJIHUMENbHbIX (DAKMOPO8 Ol PAHHE20
eviaenenus JIAI. Jna pewenus eonpoca o neobxooumocmu YBKC npednosicenvl ancopummuol
panneti ouacnocmuxu JIAL, accoyuuposannou ¢ CC/]: 6 uccneoosanuu PHAROS npeonacaemcs
oyenxa oannvix cnupoepaguu u DLCO: coomnowenue @KEJI/ DLCO > [,6;, DLCO < 55%;
pacuemnoe oasnenue 8 IDK > 35 mm pm. cm. [12,236]. B uccreoosanuu DETECT onsa nayuenmos
¢ aumumuposanrou gopmou CC/] 6 meuenue ne menee 3 nem, OUACHOCMUKA OCHOBbIBANACHL HA
oyenxe coomuowenus DOKEJI/DLCO, nanmuuua meneaneuskmasutl, anmuyeHmpoMepHuIX
anmumen, yposusi NT-proBNP wu mouesou xucromei, yuumwvieanuco maxue OauHvie, KaK
OmMKIOHeHue d1ekmpudeckoi ocu cepoya enpaso Ha IKI, naowaov Il u cropocms
MPUKYCnuOaivhou  peeypeumayuu  no  oaunvim  IxoKI[  [132].  Ompuyamenvhas
npeocKazamenbHas YeHHoCcms 0aHHo20 aneopumma cocmasuia 96%. Yuumwieas ¢unancosvie
3ampamul U HEOOCMYNHOCMb HEKOMOopulx uHcmpymernmanvHolx memooos (DLCO), ceazannsie c
HE0OX00UMOCMbIO exce200H020 00C1e008aHUs, 68blOeNeHue 2PYNN PUCKA, O0003HAYEHHbIX 6
pekomeHoayuu, npedcmaesisemcs Hauboee yerecoobpasnvim. Mzonuposannoe chudicenue DLCO
Habnooaemcesa kaxk npu JIAL, mak u c¢ Hauanoneim M3JI, noxkaszano, umo npocHocmuyeckoe

3HayeHue 0aHHO20 Memooa ycmynaem ouacHocmudeckomy [237]

—He pexomenayercs mpoBenenne tecta Ha BazopeakTuBHOCTh npu UBKC manmenTam c
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JIAT, accoruuposannoii ¢ Ct3CT [6,12,15,16].
e EOKIIC (YYPB,YII3)

Kommenrtapuu: Cpeou nayuenmog ¢ JIAI-Cm3CT nonoscumenvHulli 6a30peaKmusHblii
mecm Habaodaemcs menee, vem 6 1% ciyuaes, nosmomy oyeHKa 6azopeaKmueHOCmMu 60 8pems
YBKC y oannoul kamezopuu nayuenmos e npogooumcs u, coomeemcmeaenno, bKK ons neuernus
JIAI ne npumensromes [129]. B b6orvuuncmee ciyuaes BKK npumensitom moavko 6 kauecmee

mepanuu cunopoma Peiino.

— PexomennoBano y nauueHToB ¢ JIAI', accormupoBannoii ¢ Ct3CT, npuMeHsTh TOT ke

AJIITOPUTM JIEYEHHUs, uTO U y manuenTos ¢ MJIAT [6,12,15,16].
e EOKIC(YYPA,VII2)

Kommenrtapuu: /layuenmor ¢ Cm3CT npunumanu yuacmue 6 PKU co ecemu epynnamu
JIAT -cneyuguueckux npenapamos. Haznauenue cneyughuuecrkoii mepanuu JIAI 6oronvim ¢ CCJ]
NO3BONUNO  Y8EIUUUMb MPEXTeMHION0 8blicusaemMocms nayuenmos ¢ 45 oo 56% [129,238].
Oonaxo konuuecmso yuacmsyrowux ¢ PKU nayuenmog ¢ JIAI-Cm3CT neconocmagumo menvue
no cpasHenuio ¢ yuciom nayuenmos ¢ UJIAI. PKH, noceswennvle oyenke JIAI-cneyuguuecxoii
mepanuu uckaouumenvHo 6 2epynne nayuenmos c JIAI-Cm3CT, 6 wnacmosawee epems
omcymemeyom. Omo umeem onpeoeieHHoe 3HaueHue, nockonvky nayuenmol ¢ Cm3CT 6onee
cmapuie2o 803pacma 4acmo UMelm CKelemHO-Mbluleunble NpooiemMbl U CONYMCMEYIOULYI0
RAmMo02Uio, YMo 02PAHUYUEAEN GbINOJIHEHUE U UHMeEpnpemayuto Hazpy3ounsix npoo [6,49,103].
Y nayuenmos ¢ JIAI-Cm3CT ommeuancs menvuwiuti npupocm oucmanyuu 8 TIIX no cpasnenuio
¢ bononvimu ¢ UJIAL. B smoii cesizu pesynivmamol nocieonux ooneocpounvix PKH SERAPHIN u
GRIPHON [50,183/, oyenusarowux KOMOUHUPOBAHHYIO — KOHEUHYIO MOYKY 6  8U0e
3a601e6aeMoCmu/cMepmMHOCIU, NPeOCMAasiaom ocooblil unmepec 8 kozopme nayueHmos c JIAI -
Cm3CT. Cnedyem umems 8 6udy HeoOHOpoOHOCMb epynnsl nayuenmos ¢ JIAI-Cm3CT ¢ PKU.
Teuenue 3abonesanus, nopasjicenue neekux u cepoya, gopmuposanue JIBOB, conymcemeyiowas
mepanus u OCJONCHEHUS MO2YM CYULeCMBEHHO PA3IUYAMbCS MeNHCOY NAYUEHMAMU C CUCTEMHOU
kpacrou eonuankou, CCH u opyeumu Cm3CT. B 6orvwuncmee PKHU namonoeus necxkux
UCKTIIOYANACL HA OCHOBAHUU OAHHBIX UCCLE008AHUS (DYHKYUU BHEUIHe20 ObIXAHUS, mo20a KaK
svinonnenue KT opeanos epyonou kiemku mpebyemcs 0ns 6viaeienus uoposa/Imguzemvl
neexkux. Kpome moeo, y nayuenmos ¢ Cm3CT uacmo nopasicaiomcsi iegvie omoenvl cepoyd, 4mo

3HauUmMenbHo yxyouaem npoeros y nayuenmos ¢ JII' npu Cm3CT [239,240].

— He pekomeHyeTcs nCNonp30BaHNE UMMYHOCYIIPECCUBHOM M MMPOTHBOBOCIIAIUTEIBHOMN

tepanuu jyist nedeHus JIAT y marmmenTos ¢ CP3.
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e EOKIIIANYPA, YIAA1)

Kommentapuu: Hosvie muwenu ons neuenus JII, pazpabomanuvle 6 pezynbmame
uzyueHus npoyeccog HapyuieHus peeyrayuu npoaugepayuu I'MK, noxanrbHozo eocnanenus u
YCMOUYUBOCMU K Anonmo3y 3HOOMENUAIbHbIX KIEeMOK, 8 HAcmosuee 8pems NoKa 6e3ycneuHo
00Ka3vl8aOM €801 IPHEKMUBHOCMb 8 KIUHUYECKUX UCCIe008AHUAX (Hanpumep, UMAMUHUO
(paza IIl); nunomunub, AT-877ER, pumykcumadb, maxkpoaumyc, NApOKCEeMuH, CepmpaiuH,
@nyoxcemun, 6apooxconon memun (¢pasa Il) u copagenu6, FK506, asunmaoun, s3ndomenuanbHvie
knemxu-npeouecmaennuxu (OIK) (paza I1). Hecmomps na mo, umo 6 nociednue 200l 0bil
00CMUSHYM 3HAYUMENbHDIL NPOCPECcC 8 UOEHMUPDUKAYUU KTIOUEBbIX MONEKYISAPHLIX nymell, Smu

HOBble MemOoObl Jedenus: He 0okasanu dghghexmuenocmu npu JIAIL.

— He pekomeHyeTcs pyTHHHOE Ha3HAYECHHUE OPAJIbHBIX KOAryJsiHTOB nauueHTtam ¢ JIAT,
acconuupoBanHoii ¢ CT3CT, mpu OTCYTCTBUH JOMOTHUTEIbHBIX MoKa3anui [129,241,242].

. EOK I11B (YYP D=B, Y]/ 2)

— PexomeHyeTcsi MpUMEHSTh CTPATETUIO OLEHKH PUCKA C JOCTHKEHHEM HH3KOTO PUCKa
JetanbHOCTH B pe3yibrare JIAT -cienmduaeckoii Tepanuu y nauentoB JIAT, accormupoBanHon
¢ Cr3CT [6,12,15,16].

e EOK/PKOIC (YYP A, YIA2)

Kommentapuu: PKU, cpasuusarowux s¢ppexmusnocmo  JIAI-cneyughuueckoti
monomepanuu y nayuenmos ¢ JIAI'-Cm3CT, ne nposoounocv. B npunsmuu pewenus no ebloopy
npenapamos UCXo00Uums U3z pucKa J1eKapCmeeHHblX 63aumMo0eucmseuii, Haaudus NOPa*CeHUs neyeHu
(bunuapHovlll yuppos nedenu) u nouex. Ilpumenenue cmapmogou KOMOUHUPOBAHHOU U
nocnedosamenvrou JIAI-cneyuguuecrkoti mepanuu npu JIAI-Cm3CT npodemoncmpupogano
nonodcumensvuvie d¢hghexmol, kax u y nayuenmos ¢ MJIAIL, 6 omnowenuu ymenvuieHus puckos

Hebnazonpusimuwix coovimuil [12,129].

4.3. ITopTony1bMOHAJILHAS THIIEPTEH3US
[TopronynsmonanbHas runepreHsus (moprolll’), kak mnpexanmumispHas ¢dopma JIT,

oTMmeyaetcs y 2—6% NalueHToB ¢ MOpTalbHON TMIIEPTEH3UEN MpU MATOJOTUU WM OTCYTCTBUU
NOpaKEHUs] TE€YEHH, KOTOpyl cieayeT JuddepeHIupoBaTh ¢ TIenaTomyJlIbMOHAIbHBIM
cuapomoM. Ilocnemuuii  pa3BuBaercs mnpu  3a00JIeBaHUSX  IEUEHH,  BPOXKIACHHBIX
MIOPTOCUCTEMHBIX IIYHTAaX M CONPOBOXKAAETCS JIHWJIATAallMeld COCYIOB JIETKMX B OTBET Ha

runokcemuro nipu  HopmaimsHOM JICC [49,127]. TemaronyabMOHATBHBIA CHHIPOM MOXKET
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IpEIIEeCTBOBATh MK pa3BUBAThLCS oHOBpeMeHHO ¢ moptolll' [101,244].

— PekoMeHnyeTcs BBIMOIHATH 3XOKapauorpaduio y manueHToB ¢ cummnromamu JII' npu Hammauu
MATOJIOTUU TMEYEHH WM MOPTAIbHOM T'MIIEPTEH3UH U Y BCEX KaHAMJATOB HAa TPAHCILJIAHTALIUIO
neuenu [6,12,15,16].

e EOKIC(YYPA,VII2)
Kommenrapuu: Tpancmopaxanvnasn IxoKI sensemca memoodom evlbopa npu nooosperuu na JII';
peKkomeHoyemcs 8 Kayecmee UHCMPYMEHMA CKPUHUHed Y  NAYUEHMO8,  OHCUOAIOUUX

mpancnaanmayuio nevenu [12].

— PexoMenyercss mpoBOaUTH 00CIEIOBAaHUE MAIMEHTOB, HAXOSIINXCS B JIUCTE OXHUIAHUS HA
MPOBEJICHUE TPAHCHIOTYIIIPHOTO BHYTPUIICYCHOYHOTO MOPTOCHCTEMHOTO IIYHTUPOBAHHS HITU
TPAaHCIUIAHTAIIMM TICYCHHW, JIJIS UCKIIOUEHHs TOPTOIMYJIbMOHAJIBHON THUIIEPTEH3UHU, Kak
HE3aBUCHMOTO MPEIUKTOpa cMepTHOCTH [6,15,245].

e EOK IB(YYP A, Y] 2)

— Pexomenayercs HanpaBIATh NAUEHTOB C MOPTOIYJIBMOHAJIBHON TMIIEPTEH3UEN B OKCIIEPTHBIC
LICHTPBI, pACIIOJIararolne ONbITOM PaboThI ¢ 3a0oseBanusMu rieuenu u JII' [6,245].

e EOKIC (YYP A, V1] 2)

— ¥V manueHToB ¢ MOPTOMYIbMOHAIBHON TUNEPTEH3UENW PEKOMEHAYETCs MPUMEHSTh aJrOpPUTM
neuyenus JIAT, yuutsiBast TsbKecTh 3aboeBanus nevenu [6,12,15,16].

e EOKIC (YYP A, VI] 2)

— He pexomenpayercss nasHaueHnue JIAI'-cmenuduyeckoil Tepanuu MaiueHTaMm C MOPTaIbHOU
runepTeH3uen npu noseimennn cpearero JJIA u cepaednoro Beiopoca npu HopMmansHoM JICC
[12,127].

e EOKIICKNYPC,YIAA5)

— IlaupeHTamM ¢ MNOPTOMYJIbMOHAIBHOW THNEPTEH3UENW peKoMeHayeTrcss HaudanbHas JIAT -
cienuuyeckass MOHOTEpamusi ¢ JaJbHEWIIUM Ha3HAUY€HWEM, TpH HEO0OXOJAUMOCTH,
MOCJIeIOBATEIFHON KOMOMHUPOBAHHOM TEPANTUU C Y4ETOM OCHOBHOT'O 3a00JI€BaHUS U MMOKAa3aHUN
K TpaHCIUIaHTanuu neyenu [12,127].

e EOK IlaC (YYPC, Y1 3)

Kommenrapun: Illayuenmvr ¢ nopmolll’ wne exmwouaruce 6 PKH no oyenke
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aghghexmuenocmu/ 6ezonacnocmu JIAI -cneyughuuecxoii mepanuu, umo HeobX00UMO YUuUmMbl8ams
npu HA3HAYeHUU Npenapamos, 0000pennvix 01 nevenus JIAL. YV nayuenmos ¢ nopmolll u
YMEPEeHHbIMU/  MANCENbIMU — HAPVULEHUAMU —(QYHKYUU NeueHU, peKoMeHOVyemcs usbezams
HA3HAYeHUs 2enamomoKCuuHblx npenapamos, 6 uacmuocmu ADP [251,252]. B naayeb6o-
koumpoaupyemom PKU PORTICO y nayuenmog ¢ nopmolll” (56% nayuenmos ¢ anko2oibHulm
yupposom newenu, 41% — supycnvim eenamumom C) na ¢pone mepanuu mayumenmanom** k 12-
it Hedene docmogepro cHudicanocy JICC u cp/l/IA, yeenuuusanca CHU 6e3 3nauyumblx uzmeHeHu
DK npu omcymemeuu ciyuaes KIUHUYeCKU 3HAUUMO20 NO8bluleHUs. YPO8Hs mpancamunas [246].

Y nayuenmoe ¢ nopmolll” mpaouyuonno npumensromes UD3-5. B nekonmpoaupyemom
uccneoosanuu y nayuenmog ¢ nopmolll’ npu YBKC ommeuanoce cnuxcernue JICC u cp/l/IA uepes
3 2o00a neuenus, ooHomy u3 11 nayueHmog yoanocv ycnewiHo GblNOJHUMb MPAHCHIAHMAYUIO
neuenu [245,247]. Januvie o npumeHenuu UHSATAYUOHHBIX NPOCMAHOUOOE O2PAHUYEHDLL
COUHUYHBIMU KIUHUYeCKUMU caydasmu. Hanuuue mpomboyumonenuu u 6blcOK020 pUcka
2eMoppasUyeckux OCLONCHEHUll mpebyem OCMOPOICHOCMU NPUMEHEHUs. dMOU  2pYNnnbl
npenapamos.

B PKU PATENT-! 11 nayuenmos ¢ nopmolll” nonyuanru mepanuio puoyucyamom™** 2,5
me 3 paza 8 Oenv, 00HaKo ananusa d¢hgdexkmusHocmu/ 6e3onacHocmu iedenus  Smoi noozpynne
He nposoounocey [177]. Jaunvie o npumenenuu azonucma peyenmopos Il cenexcunaea™** y

nayuenmos ¢ nopmolll” noka omcymemayiom.

— PekoMeHnyeTcss pacCMOTPETh BO3MOXKHOCTb TPAHCIUIAHTALIMM T[E€YEHU Yy MaIMEHTOB C
ONTUMAJIbHBIM TeMOIMHAMUYCCKIM 0TBeTOM Ha JIAT -ciennpuyeckyro repanuto [6,12,15].

e EOK IIaC (YYPC,VYIA4)
Kommenrtapun: Tpaucnianmayuio neyenu ciedyem paccmampusams 6 UHOUBUOVATbHOM

nopsioke y nayuenmog ¢ nopmolll’ npu Odocmudicenuu HOPMATbHOU UMU NOYMU HOPMATbHOU

seauyunwt JICC [12,127,245].

— He pexkomenmyercs TpPOBOIUTH TPAHCIUIAHTAIIMIO T[I€YEHW TIAMEHTaM C  TSDKEJIOH
HOPTONYJIbMOHATIBHOM rHuIiepTeH3uei [6,245].

e EOKIIC (YYPA,YAA3)
Kommenrapum: Pazsumue JIAI conpsdiceHo ¢ 6blCOKUM PUCKOM CMEPMHOCMU Y NAYUEHMOS
nociie mpaHcnAaHmMayuy neyeHy no npuduHe maxcenou neuenounou namonozauu: npu cp/lJIA >50
mm pm. cm. ommeuanacy 100% nepuonepayuonnas cmepmuocmo, npu cp/lJ/IA 35-50 mm pm.cm.
uJICC >3 eo. Byoa - 50% [12,15]. Meowcoynapoonoe obuwecmeo mpancnianmono208 8 Kauecmee

abcontommbix npomueonoxasaﬂuﬁ K mpaHcniaumayuu nederu l’lp@d/lO.?fCu/lO 2eMOOUHAMUYECKUE
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Kpumepuu, Komopwvie Hyxcoaromces 8 oanvhevwetl earuoayuu. cpJIA >35 um pm. cm. u JICC >5
ed. Byoa y nayuenmos, nonyuarowux JIAI'-cneyughuueckyro mepanuro [247]. Ilocne ycnewnoii
MPAHCRAAHMAYUYU  peuleHue O O0eICKalIayuu Ul OmMmeHe mepanuu NPUHUMAemcs Ha

unousudyanbHol octoge [12].

— He pexomeHnyercss Ha3Hau€HUE  OPAJNBHBIX  AHTUKOAryJAsSHTOB  IAallUEHTaM C
MIOPTOIYJIBMOHAJILHOM TUIIEPTEH3UEH M3-3a PUCKA Pa3BUTUSA I€MOPPArM4eCKUX OCJIOKHEHUH
[6,12,15,16].
e EOKIIC (YYPA,YIAA3)

KommenTapuu: [layuenmor ¢ nopmolll’ umerom 6vicOKull puck Kpo8omeueHus,, 8Cle0Cmeue
HAPYWEeHHO20 CUHmMe3d (PaxKmopoe c6epmul8aHuUsl U HEKOHMPOIUPYEMOU SUNOKOAYIAYUU HA (poHe
npuema  AHMUKOA2YIAHmMoS8,  HAIUYUeM  BAPUKO3HO  PACWUPEHHbIX 6eH  Nuujesooa u
eemoppoudanvhvix een [15,49,127]. Aumukoazynanmnas mepanusi modxcem 00CyHcOamvcs npu

HAUYUU HCUSHEHHO 8AJICHBIX NOKasanuil, makux kax ocmpas TOJIA [12].

4.4. JlerouHasi apTepuajibHasi THIIEPTeH3Us, accouupoBannas ¢ BUU-undexuneit

[IpumeHeHne BbICOKOAKTUBHON aHTUPETPOBUPYCHOW TEpANUU U JTOCTUKEHUS B JICUEHUU
OTIMOPTYHUCTHYECKMX MH(EKIMHA CIOCOOCTBOBAIM YBEIHMUYEHHUIO MPOJOKUTEIIEHOCTH JKU3HU
naieHToB ¢ BUY [12,128,248]. B cmektpe cepaeuyHO-COCYOUCThIX ocnoxHenuin JIAT
pa3BuBaercs nuiib y 0,5% mauuentoB ¢ BUY-undekuueii u sBnseTcss He3aBUCUMBIM (haKTOpOM
pucka cMepTHOCTH. 3a cuer nmpumeHeHus JIAI-cnenuduueckoil Tepanuu yaaaoch Yyiay4lIUTb
KJIMHUYECKHE UCXObI C JOCTH)KEHUEM TPEXJIeTHEeH BbbKHBaeMocTH 72—84% [6,49]. [Tatorenes
JIAT-BUY T1peOyer wu3y4deHHs: B BOCHAIUTENBHBIX HWHQUIbTpATax JErKUX BHPYC He
00HapyUBAETCs, UTO YKA3bIBACT HA POJIb (PAKTOPOB BOCMATIEHUS U POCTA B KAUECTBE TPUTTEPOB
JISTOYHOM COCYIMCTON OOJIE3HU y TIpeipacioiox)eHHbix manuenToB BUY [249]. [Tpu JIAT- BUY
HE BBISBJICHO KOPPENSALUU MEXKIY TSKECThIO TE€MOJAMHAMUYECKUX HapyIIeHUH M cTaauen
OCHOBHOTO 3a00JieBaHUS WJIM BBIPAKEHHOCTHIO HMMYHOAE(HUIINTA, MOTYT BBISABIATHCS
nononHuTenbHble (akTopel pucka JIAI, Takue kak 3a0oneBaHHE TEYEHU (XPOHMUECKUMN

BUpycHBIA rematut B wiu C) win Bo3aeicTBre JiekapcTs/ TOKCUHOB [12,250].

—He pexomeHnyeTcs BBINONHEHHE dXOKapauorpaduu y OECCHMNTOMHBIX manueHToB ¢ BUY-
uHpekuei [6,12,15,16].

EOK HHIC (YYP A, Y] 3)

Kommenrtapuu: Ms-3a eco nuszkou pacnpocmpanennocmu JIAI' npu BUY-ungexyuu OxoKI -

CKPpUHUHZ cHyumaemcs HePAYuOHAIbHbIM Y beccumMnmomHulLx nayuermoe. IxoKTI’ Cﬂedyem
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nposooUms Y NAYUEHMO8 C HeOOBACHUMOU OObIUKOU OJisl BbIABNEHUS CEPOEUHO-COCYOUCTNBIX
ocnodicnenul, ceszannblx ¢ BUY, maxux xax muokapoum, rkapouomuonamus, JIAI' [6,12].
Aneopumm  Oouaenocmuxu npu JIAI-BUY  coomeemcmeyem obwenpunsmomy, YBKC

obs3amenvHa 01 NOOmMeepHcoeruss npekanuiiapro2o muna JiI™ [6,12].

— PexkoMeH10BaHO Ha3HAYECHHUE BBICOKOAKTUBHON aHTUPETPOBUPYCHOM TEPAIIUU BCEM NTALIMEHTAM
¢ JIAI'-BUY s ynyumienus nporaosa [12,249].

EOK IA (YYPA, YA 1)

KommenTapuu: B cospemenHblX peKOMEHOAUUAX BblCOKOAKMUBHASL AHMUPEemMpPOSUPYCHAS
mepanus pekomenoyemcsi écem nayuenmam ¢ BHUY ene 3aseucumocmu om yposnsa CD4+ u
supycrou nacpysxu [12,128]. I[lpumernenue 8b1cOKOAKMUBHOU AHMUPEMPOBUPYCHOU Mepanuu He
npeodynpesicoaem pazsumue JIAI" u He okazvieaem GIUAHUA HA 2eMOOUHAMUYECKUe NAPAMEmpbl.
Ananuz 509 cnyvaes JIAI-BUY 3a nepuoo 1987-200922. nokasan, umo ewvidcusaemocms 0viia
gvluLe y NAYUeHmos, NoLy4arowux anmupemposupyciyio mepanuto (55% npomus 22%, p < 0,01),
Y nayuenmos, noayuarouux monvko JIAI-cneyuguueckyio mepanuio (76% npomus 32%), npu

couemanuu anmupemposupycrou u JIAI -cneyugpuuecxoi mepanuu (69% npomus 38%, p<0,01)

[249].

— Pexomenayercs HauvanbHas MoHoTepanus nauueHtam ¢ JIAIL, accoummpoBanHoun ¢ BUY-
uHpeKkuue ¢ JagbHEHIIMM Ha3Hau€HHWEM, NpU HEOOXOAMMOCTH, TOCJIEeI0BATEIbHON
KOMOMHHMPOBAaHHOW TEpamuu C y4eTOM COIMYTCTBYIOIIUX 3a00JIeBaHUN M MEXKIIEKAPCTBEHHBIX

B3auMojieicTBuii [12].

EOK IlaC (YYP C, Y1 3)

Kommenrapun: [layuenmor ¢ JIAI-BUY ne exnouanucy 6 6orvuuncmeo PKU. BKK ne
HA3HAYArOmMes 2motl kamezopuu OOIbHLIX 6 C653U ¢ omcymemeuem eazopeaxmugenocmu [6,12].
Yoeoumenvnvie ooxazamenvcmea 6 noiv3y npeumywecmea mo2o uiu unoz2o kiacca JIAI-
cneyuguueckux npenapamos y nayuenmos c¢ JIAI-BUY ne nonyuenvl. [lenecoobpaznocms
UCNONIL30BAHUSA KOMOUHUPOBAHHOU MEPANULU OCHOBbIBAENCSL HA OAHHBIX Pe2UCMPO8, NOYYEHHbIX
v nayuenmos ¢ UJIAL [9,24,26]. Credyem npunumams 60 6HUMAHUE PUCK BO3HUKHOBEHUS HOBbLX
coOCMoAHULL U 3a001e8aHULL, KOMOPble MO2YM CYWEeCMBEHHO UsMeHAmb Kak medenue BUY u JIAT,
MAaK U nNpoeooOUMYI0 MEPAnuio ¢ Y4emom MeNCIeKapCmeeHHblx e3aumoodeticmeui. Pazeumue
XOBJI npu JIAT-BHUY moacem cnocobcmeosams pazsumuto cunokcemuu [128].

Ilpumenenue necenekmusnozo AIP 6Goszenmana™* 6 npocnekmusHomM OmMKpbLIMOM

uccneoosanuu BREATHE-4 y 16 nayuenmoe ¢ JIAI-BUY uepe3 16 nedenv npusoouno K
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yayuwenuio @K (BO3) u oucmanyuu 6 TILIX, yeeruuenuro CH u cnuscenuro cp/lJIA npu xopoweii
neperocumocmu npenapama [250]. C yuemom nomeHyuanrbHo20 B3AUMOOEUCMEUS C
AHMUPEMpPoBUPYCHbIMU Npenapamamy. mpeoyemcs muamenvHbulil 1a60pamopHulil MOHUMOPUHE
npu Haznavenuu oozenmana®* [12]. Eounuunvie nayuenmor ¢ JIAI-BUY exnrouanuce 6 PKU
ARIES-1/2 ,GRIPHON u SERAPHIN [15,50,170,183/. U®/]3-5 naubonee uacmo npumensomcsi
ons nevenusi nayuenmos ¢ JIAI'-BUY, npueoos k ynyuwenuro @K u ymenvwenuro cp/l/IA. Xoms
npU COBMECMHOM Npueme ¢ UHSUOUMopamu npomeas yCmaHoB1eHO NOGblUleHUe KOHYEHMPayuu
cunderaguna 6 Kposu, 8 pPYMUHHOU KIUHUYECKOU NPAKMUKe He ONUCAHO HediCelamenbHblX
a60enuti u cucmemnou eunomonuu [175]. Ilpu JIAI-BHUY noxa omcymcmeyiom OauHvie O
npumenenuu cmumyasmopa pl'Ll puoyueyama, a maxoce komounuposannou mepanuu. Cneoyem
Hasnayamsv JIAI-cneyuguyeckyio monomepanuro Ha ¢)oHe aHMupemposupyCHbvlX NPEenapamos, 6
nocieoyrowem noo  Koumpoiem npoguis  Oe30nacHOCmMU  PeKOMEeHOVemcs  NpuHsmue
UHOUBUOYATILHBIX peuleHull 0 KOMOUHUpoeanuwot mepanuu y nayuenmos c JIAI-BUY, wne

oocmuewiux cmamyca Hu3Kkozo pucka [12].

— He pexkoMeHyeTcsi pyTUHHOE Ha3HAUY€HHE OPAJbHBIX AHTUKOATYJISHTOB nauueHtam ¢ JIAT-
BH1Y [12,15,16].
e EOKIIC (YYPA,VIA3)

KommenTapuu: B xomnnexcuou mepanuu JIAI-BUY opanvuvle anmuxoazynisanmsl 00bIYHO He
NPUMEHAIOMCS 8 CBA3U C BbICOKUM PUCKOM KpOBOMeYeHUll Ha ¢hone mpomoOOyumoneHuu u
conymemeyloujetl namoio2ull, a makice 6Cie0Cmaue MexNCI1eKapCmeenHblx e3aumooeticmeutl [6,
49]. Ilpu nanuuuu dcusneyepoxcarouux kiunudeckux cumyayui (ocmpas TDJIA), evicokom pucke
MpomMbOmu4eckux cobObimull  aHMUKOAZYISAHMHASL  Mepanusi  Modcem  00CylHcoamvcs 8

UHOUBUOYATILHOM NOPSIOKe.

4.5. JlerouHasi BeHOOKKJIIO3HOHHAS 00J1e3Hb M JICTOYHbIN KANMJLJISIPHBII reMaHTHOMATO03
JIBOb u JIKT — peaxue ¢opmsl JII' ¢ xapakTepHbiM pemoaenupoBanueM BeHynl MKK

[6,12,93]. Bepudukamus quartosa HepeaAKO BO3MOXKHA TOJIBKO IPH BBIMOJIHEHHH ayToricuu. B
pe3yibTare IMOJHONeHOMHOIo reHermueckoro ooOcienoBanus 13 cemeit ¢ JIBOB BbisiBieHBI
OuamnenpbHple Mytauun B reHe EIF2AK4, ycraHoBieH ayTOCOMHO-PEIIECCUBHBIA THII
HacnenoBanus. B oqnom ciydae nokazana JIKT, uto no3Bossier pacematpuBath JIBODB u JIKT kak
JIBa KIMHUKO-TIaTosiornueckux BapuaHTta JIAI' ¢ mopaxenuem Benyn/ kammuiipoB MKK [6].
Hapsiny c¢ renetmdeckoil mpeapacronokeHHOCThio ¢akropamu prcka JIBOB/JIKD sBustorcs
NPUMEHEHHE ATKUIUPYIOUIMX [MTOCTATUKOB, OPraHMYECKUX pPACTBOPHUTENEH H, BO3MOXKHO,
ayueBas tepanus [15,27]. [Tpu C3CT u BUU-undexmm MoxxeT HabIr0AaThCst MOP(OTOTHUESCKHHA

tun JIBOB/ JIKI, uro mpuBomut k ocnoxseHusMm JIAD-cneunpudeckoil tepanuu y Takux

85



3377
3378
3379
3380
3381
3382
3383
3384
3385
3386
3387
3388
3389
3390
3391
3392
3393
3394
3395
3396
3397
3398
3399
3400
3401
3402
3403
3404
3405
3406
3407

3408
3409

3410
3411

naruenTos [25,93].

— INauuenToB ¢ nogo3penueM Ha JIBOB/JIKI™ pexomenayeTcst B CpPOYHOM HOPSIIKE HAMIPABIIATH B
skcneptHbIid nentp JII' wis Bepudukanuu auarnosa [6,12,15,16].
e EOKIC(YYPA,YVIA2)

Kommenrtapuu: /[ns ouaenocmuku JIBOB/JIKI npumensemcs couemanue KiUHUYECKUX
U PEHM2eHOI02ULeCKUX OaHHbIX, oyeHKU yHKyuu eHewne2o ovixanus u DLCO, eenemuueckoco
mecmuposanus 015 noomeepicoenus JIAL ¢ eosreuenuem necounvix eenyn/ kanunisipos [93].
Penmeenocpagus neckux nozeonsem sviseums aunuu Kepau, ygenuuenue iumgpamuieckux y3108
cpedocmenus U UHMePCMUYUAIbHY0 UHGUIbMpayuio 8 0onoIHeHue Kk opyaum npuznaxam JII'
[49]. KT opearnos epyonoii knemxu a6/151emesi OCHOSHbIM MemoOOM HEUHBAZUSHOU OUACHOCIUKU
JIBOD, euviasnsaiowum mpuady XapakmepHulx NPU3HAKO8: YEHMPOAOOVIAPHLIUL CUMNIMOM
«Mamogo20 CMeKLay, YMoaujeHue MencO0bKOBbIX NepecopoooK yeenudenue IuUM@amuieckux
y3noe cpedocmenus [6,12,93].

JIBOB/JIKT mooicem conpogodcoamvcs anb8eoNapHbIMU KPOBOMEUEeHUAMU, NOIMOMY 8
OPOHXOANLEEONAPHOM NIABANCE HACMO NPUCYMCMEYen GblCOKULL npoyeHm cudepogazos [47].
Hna nayuenmos JIBOB xapaxmeprno pesxoe chucenue (<50%) DLCO na ¢pone omcymemeus
CYWeCmMBEHHbIX HAPYUEHUL MeXAHUKU ObIXAHUS U J1e20YHbIX 00vemos [125]. Tucmonocuueckoe
uccnedosanue ocmaemcs 30J10MvlM CMaHoapmom 0jisi noomeepaicoenus: ouaznosa JIBOB/JIKT,
00HAKO npogedenue 6UONCUU 1e2KUX He peKOMEHOYEmcsl 8 C8A3U C BbICOKUM PUCKOM OCTOACHEHUL
[6,12/. Boisienenue buannenvnou mymayuu eena EIF2AK4 y nayuenmos ¢ cemetinbimu popmamu
noseonsem noomeepoums ouacnos JIBOB/JIKI' 6e3 nposedenus 6uoncuu. Hecmomps na
JIOKAAU3AYUI0 NAMOI02UYECKO20 NPOYeCca 8 1e20UHbIX 8eHY1ax u kanuiiapax, /[3J14 y nayuenmos
yacmo bvieaem nudce 15 mm pm. cm. IIposedenue eazopeaxmugrno2o mecma npu no003peHUU Ha
JIBOK ne pexomendyemcs 6 cés3u ¢ puckom omeka aeekux. Ilpu nasnauenuu onumenvrou JIAI'-
cneyuguueckou mepanuu ciedyem y4umsléams 8blCOKVIO 8ePOMHOCHb PA3GUMUSL OMeKAd Ne2KUX
[15].

— V¥ nauuentos JIBOB/JIKT Bo3moxHO paccmoTpeTs HazHadeHue JIAI -cnennduueckoil Tepanuu
B HHIUBUIYaJbHOM TOPSJIKE TOJ KOHTPOJEM KIMHHYECKUX CHUMITOMOB U IIOKa3aresei
ra3000MeHa, yYUThIBasi BBICOKHI PUCK pa3BUTHsI OTeka jerkux [6,12,15,16].

e EOK IIbC (YYPC, Y]/ 4)

— Pexomennyercs HampaBinenue mnauveHToB JIBOB/JIKIT B meHTp TpaHCHIAHTONOTUH JUIS
BKJIFOYEHUS B JIMCT OXXHMJIAHWUS TPAHCIUIAHTALMM JIETKUX WJIM KOMIUIEKCAa CepJle-Jerkue

[6,12,15,16].
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. EOK IC (YYP A, VI 2)

5. JlerouHasi runepTeH3us BCJIeACTBHE MATOJOTHH JIEBbIX 0T/AeJ0B cepaua (rpynmna II)
[TaTtomorust J€BBIX OTACIIOB CepAlla MPEJCTaBIsAeT COOOW OAHY W3 HamOOJee 4YacThIX

npuuuH JII: wHa nmomo rpymnmsl |l mpuxonutcs 65-80% Bcex cimyuyaeB mnosbimenus JIJIA.
I'emogmnamuueckuii o noctkanwuigspHod JII' accoumupyercst ¢ BBICOKOM CMEPTHOCTBHIO
[6,12,20]. Ota dopma JII' ormeuaercss npu Hapymenusx Qyakiun JOK - CHEHOB u CHc®B,
MUTpPAJIBHBIX W aOpTaJbHBIA KIIAMAHHBIX MOPOKAaX, BPOKIEHHBIX/MIPHOOPETEHHBIX CEplIeYHO-
COCymUCThIX 3a0oaeBanusx [33,34,251,252].

JHannble o pacupocTpaHeHHOCTH JII' BapbUpyIOT B 3aBUCUMOCTH OT METO/A BBISBICHUS
(OxoKTI" unu YKBC) u natonorun JIK: y mannentoB ¢ CHH®B u CHc®B cocrasnser 40-72% u
36-83% coorBerctBenHo [33,34,116]. KomOunupoBannas mnoct-/mpexanwuisipHas JII
BcTpeuaercs B 12-38% cnyuaeB [6,15]. V maumeHToB ¢ kianaHHbIMU mopokamu cepaua JII'
BBISBIISIETCS Y 65% MalMeHToB ¢ a0pTajJbHBIM CTEHO30M 1O AaHHBIM JDXOKI u mpakTuuecku y
BCEX MAalMEHTOB C MUTPAJIILHBIM CTEHO30M, a TAK)K€ y OOJIBIIMHCTBA MAlIUEHTOB CO 3HAUUTEIbHON
mutpansHOU peryprutanuein [20,33,34,253]. Puck cMepTHOCTH YBEIMYMBACTCA IO MEpe
noBblenus JICC: y nanuentoB ¢ CHHOB, CHc®B, knanannoit naronoruei JICC>5 en. Byna
YKa3bIBaeT Ha HAJIMYKE BBIPAKEHHOTO MPEKAMMUISIPHOTO KOMIIOHEHTA M UMEET HeOJIaronpusaTHOE
IIPOrHOCTUYECKOE 3HAYEHHE, UTO CIIENYET YUUTHIBATh Y MALIUEHTOB, IEPEHECIIUX XUPYPrHUECKOe
JIEYEHHUE 110 KOPPEKIUH KJIAIaHOB, TPAHCIUIAHTALIMIO Cep/La UIIN UMITJIAaHTALIUIO0 UCKYCCTBEHHOTO
JIK, a Taxoke mpu HampasieHHH OOJBHBIX B 9KcrepTHbIe HeHTps JIT' [31,112,254].

B marodusuonoruu JII' BcrencTBue MaToONOTHH JIEBBIX OTAENIOB CEpALla BBIICISIOTCS
TaKMe MEXaHU3MBbl, KaK IaCCUBHOE MOBBILIEHUE AaBieHns HanoiaHeHus JOK u oOpatHas nepenaya
nasieHust Ha cocyabl MKK; sHporenmanbHast aucyHKIHS, KaK NMPUYMHA Ba30KOHCTPHUKIIMA
JIETOYHBIX apTepUil U PEeMOJICTUPOBAHUS JIETOUYHBIX COCYOB, KaK BEHYJ, TaK /WU apTEepPHOI;
munaranus/muchyakius [DK ¢ pasBuTHEM OTHOCHTENBHON TPUKYCHUAATBLHOW perypruTaiuy;
HapyIeHue conpspkenus mexay JIA u DK [255,256].

JI' rpymmer |l MoxeT pa3BHBAThCS MO JIBYM CICHAPHUSAM: C MPEHUMYIICCTBCHHBIM
MOpaXCHUEM JIEBBIX OTAENIOB cepAla («JIeBOKETYTOUKOBBIN ()EHOTUII) HIIK PEMOICTUPOBAHUEM
KaK JIeBBIX, TaK W MPaBBIX OTAENOB cCepila («IpaBoKenyI0uKoBbld QeHotun»). [locnennuit
accoOIMUpPOBaH ¢ BBICOKOM cMepTHOCTBIO. [Ipn nmpoBenennn YUKBC crnenyer yunmrteiBaTh, 4TO
NeTJIEBbIE TUYPETUKH MOTYT cHU3UTh BennuuHy JI3JIA. Haubonee crnoxxHol 3anaueit sBisieTcs
npoBeneHne auddepennmanpaoi quarnoctukun mexay JIIT mpu CHc®B u JIAI (Ta6ua.17.
(Mpuaoxenne B1).
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VY manmeHToB C maTojioTHel JieBbIX oTaenoB cepama JIIT mMoxker ObITh 00ycioBICHA
npyrumu npuanHamu- XTOJID wnu JIAT, conyrerByromumu 3aboneBanusimu jerkux (XOBJI,
00cTpyKTHBHOE anHo3 cHa U ap.). [latmentst ¢ JII' mpu CHc®B mMoryt uMeTh HU3KYIO BETUUYHUHY

DLCO, koTopas ABIs€TCS HE3aBUCHMBIM ITPEIUKTOPOM IporHo3a [116,252].

— Ilepen mpoBenenneM oOcCiieIOBaHMS TIPHU MOJA03pEeHUN HA Tspkenyro JIIT y Bcex MarueHToB ¢
3200JICBaHUSIMH JICBBIX OTJCIIOB CEpJlla PEKOMEHAYETCS ONMTHMH3UPOBAThH JICUEHHUE OCHOBHOTO
3aboseBanus [18,19,257].

. EOK IA (YYPA, YA/ 1)

KommenTapuu: YBKC oondicha nposooumvcst 8 IKCHEPMHBIX YEHMPAX NOCie OOCHUICEHUS
CMAOUILHO20 COCMOAHUS 8 pe3yibmame ONMuMU3ayuy JjeveHus. JJuypemuxku ocmaromcs
KAH04e8blM N00X000M K MeOUKAMEHMO3HOU Mepanuu npu HAIUYUU 3A0EPHCKU HCUOKOCMU Y

nayuenmos ¢ 3abonesanusmu ieevix omoenos cepoya [12,15,33,34,258].

— Pexomenpayercss HampaBleHHE B SKCHEPTHBIH LEHTP MAIMEHTOB C 3a00JEBAHUSMHU JIEBBIX
OTJIEJIOB CepJla MpU MOJO3PEHUU Ha BBIPAKEHHYIO NpekanwuisipHyto JII' u/ umum mapkepamu
muchynkiuu [DK ¢ nesnprto nooocnenoanus [12,15,31,116].

. EOKIC (YYPB, Y1/ 2)

Kommenrtapum: V nayuenmos c JII" epynnoi || kiunuueckue cumnmomvl u Oanuvie hu3uKaibHo2o
oCMOmMpa Mo2ym Onpeoensimvcs KAk OCHO8HbIM 3abojedanuem, mak u noegviuienuem J[JIA.
Hanuuue 6eno3nozo 3acmos 6 ne2kux ykazvléaem Ha 603mModxcHoe HapyuieHue @yukyuu JDK (em.
Pazoen 5.1.1). Ilosviwuenue BNP/NT-proBNP ommeuaemcsa kax npu Jj1e8o-, max u npu
npagodcenyoouxosoi  Hedocmamounocmu  [31,33]. OxoKI'  nozeonsiem  npogecmu
oughghepenyuanvuviii  ouacHos, onpederums cemoouHamudeckuti eapuawm JIIT u Hanuuue
oucpynkyuu IDK [60-64]. [Juaenocmuueckyro unghopmayuto oonoanum OIKI, memoowv
suzyanusayuu, speocnupomempus [12,112]. Cnedyem wnanpasnsime 6 3KCnepmmvie YeHmpol
NAYUEHMO8 C HEACHbIM OUACHO30M NPU NPeooaadanuu npexanuiiapHo2o komnonenma (JICC >5

e0. Byoa) onsa npunamusi uHOUBUOYAIbHbIX petueHUl.

— PexoMeHTyeTcsl mpoBeIeHNEe YPE3BEHO3HOM KaTeTepu3alluy cepna npu nogo3penun Ha JII' y
MalMeHTOB C 3a00J€BaHMSIMHU JIEBBIX OT/EIIOB Cep/lla Mpu HEOOXOAMMOCTH OMpeaeiIeHUs
crpareruu nevyenus [12,15,31,116].

. EOKIC (YYPB, YA 2)

Kommentapuu: Musaszusnas oyenxa 2emMOOUHAMUKU OOAHNCHA NPOBOOUMBCS 8 IKCHNEPMHbLIX

uermpax y nayuennoe 6 KIUuHU4eCcKu CcmadUIbHOM COCMOAHUU 8 pesyrbmame onmumusayuu
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mepanuu. Iloxkazanusmu k YBKC y nayuenmos c JII' epynnot |l aeniaiomcs.: nooospenue na JIAI'
unu XTOJII'; nooospenue na masxcenyro JII' ¢ evlpasiceHnbiM npekanuiisspHbi;M KOMHOHEHMOM Npu
CHc®@B; o6cnedosanue neped mpancniaumayuei cepoya [12,31]. Ilokazano, umo
eemoounamuveckue napamempwl (cp/l/IA, JICC, nooamausocms JIA, mpancnyibMoHAIbHLII U
ouacmonuyeckull 2paoueHm oasienus) y nayueumos c JII' eciedcmeue namono2uu nesvix
omoenog cepoya accoyuupyiomcs ¢ KiuHudeckumu ucxooamu [12,31,116,257]. Haubonee
ungopmamuenvim u3z Hux sensiemcs eeauuuna JICC [116]. 'V nayuenmos c 6vicokoll
BEPOSMHOCMbBIO KOMOUHUPOBAHHOU nocm-/npexkanuiiaproi JII' npu nopmanernom JI3JIA 6 nokoe
8 YCIOBUSAX OKCNEPMHO20 UeHmpa cledyem paccmMompems nposedeHue mecma ¢ 600HOU

Haepyskou [259].

— [MTauumenTtam c JII' BcnencTBue 3a0o0ieBaHUi JIEBBIX OTAENOB CEp/la MPH KOMOMHHUPOBAHHON
noct-/mpekanmuisipaoit JII' u morpanunynom JI3JIA (13—15 MM pT. €T.) BO3BMOXHO paccCMOTPETh
JIOTIOJIHUTEIILHOE TECTUPOBAaHUE C BOJHOW HArpy3KOM Uil MCKJIIOYEHUS MOCTKAMWIISPHOTO
kommoHeHTa [116,259].

. EOK IIbC (YYP C, Y]/ 4)

— PexoMeHayeTcst mpoBeAeHUE UYPE3BEHO3HOM KaTeTEepU3AlMK Ceplla MalMeHTaM C TKEIou
TPUKYCIHJIAIBHOW peryprutanueii c/6e3 3a0ojeBaHMN JIEBBIX OTIENIOB CepAla TIepen
XUPYPrUUECKUM WM MHTEPBEHLIMOHHBIM Jeuenuem [12,15,31,116].

. EOK IC (YYP B, Y]] 2)

— He pekoMmeHnyeTcst Ha3HaUEHUE TTPenapaToB, 0100peHHbIX 11 JieueHus JIAT, nmanuentam c JIT
BCJIEZICTBUE MATOJIOIMH JIEBBIX OTNIENOB cepaua [12].

. EOK ITIA (YYP A, Y] 2)

Kommenrtapuu: [layuenmam c JII' npu namonocuu negvlx omoenos cepoya He NOKA3AHO
naznauenue JIAI-cneyughuueckoti mepanuu. Ee 3¢ppexmusnocmsv oyenusanacy 6 HeOOIbUIUX
Kpamxocpounwix uccieooganusax u PKU, xomopvie 6 yenom nokasaiu omcymcmeue CHUNCEeHUS
3a601e6aemMocmu U yIyuueHUs KIUHU4eCKUX Ucxo008, npu 3mom y psoa nayuesmos Habiooanidcs
3a0epaHcKa HCUOKOCMU U VBeNUUUBANACL YACMOMA 20CNUMANU3AYULl 8 C85A3U C YXyOuleHuem
meuenuss XCH [116,257,28]. Oounaxo uasnauenue JIAI-cneyugpuueckux npenapamos moodicem
06cyscoamvcst ¥ OONbHBIX ¢ KOMOUHUPOBAHHOU nocm-/npexanuiliaprou JII' ¢ evipasicenHbiM
NPEKanuiisipHbIM ~ KOMROHenmom 6 ycinosusx PKH noo Habnwooenuem cneyuanucmos
axcnepmuoco yeumpa JII'.

— PexoMeHiyeTcs MHAMBUYaIbHBINA OAXO/ K JICUEHHUIO MAIMEHTOB ¢ Tskenou JII' BcnencTeue
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3aboneBanuit geBbix oTAen0B cepana (JICC >5 en. Byna) [12].

. EOK IC (YYP B, Y]] 2)

— PekoMeHnyeTcs TmatenpHOe HaOJIOJeHHWE 3a manueHTtamMu ¢ Tspkenmoit JIIT BciemcTBue
3a00J1eBaHUH JICBBIX OT/IEJIOB, TOJYYAOIIMMU IIPerapathl, oqo0peHHbIe s geueHus JIAT .

. EOKIC (YYPC, Y11 4)

6. JlerouHasi runepTeH3us BCJAeACTBHE NATOJOIMH JIerkuxX u/win runokcemun (rpynna I1I)
JIT" gacto nabmonaercs y nanuentoB ¢ XOBJI w/wmm smpuzemoit, U3J1, komOunanmen

aeroyHoro ¢Guodposza u 3MPHU3EMBl U CHHIPOMOM OXXHPEHHS-aTbBEOIIPHON THIOBEHTHIISAIIUH
[35,36,125]. ¥ nmauueHTOB ¢ HapylLIeHUEsMHU JIbIXaHUs BO BpeMs cHa JII' BcTpewaercs penko npu
OTCYTCTBHM comyTcTByrome naronorud — XOBJI wam gHeBHOM rumnoBeHTWsuuu [12].
Cuuraercs, uto Ha BeicoTe > 2500 m JII', BeI3BaHHast Tunokcueit, pasuBaercs y 0,5% Hacenenus,
YTO CBSI3aHO C TeorpapuyecKuMu U reHeTudeckumu paxropamu [36,37,157,158].

Y namuentoB c 3aboneBanuem Jerkux JII' kmaccudumupyercss Ha OCHOBaHUU
reMOIMHAMUYECKOM OLIEHKH KaK HeTsKenas Win Tsokenas. Panee tsbkenas JII' onpenensinacs npu
cpJIJTA >35 MM pr.cT. unm nipu cpJIJTA >25 MM pr.cT. B coderanuu ¢ CU <2,5 n/mun/m? [6,15]. B
HacToslee BpeMs nokazaHo, yto JICC > 5 en. Byzna sBisieTcst onTUManbHBIM MOPOTOM ISt
MIPOTHO3UPOBAHUS HEOIaronpuaTHEIX McxoioB y namnueHtoB ¢ JII' kak npu XOBJI, tak u 1U3J1
[260]. Hersxenas JII' pacnpoctpanena Ha panHux cragusax XObJI u U3J1 o cnupomeTprueckum
kputepusaMm, Tsoxenas JII' Bcrpedaercs y 1-5% mnanuentoB ¢ XOBJI u ot 32 no 85% <10%
nanueHToB ¢ no3aHuMu craausmu M3JI [261-263]. Taxoil pa3Opoc pacnpocTpaHEHHOCTH
OTpakaeT pa3NuYHbIe CTAaINK 3a00NeBaHus, MpuieM Ha Oosee mo3aHux stanax JII' BcrpeuaeTcs
yame. CrenyeT oTMeTUTh, 4TO Aaxke HeTshkenas JIIT mpu 3aboneBaHUSIX JIETKUX OTPHUIIATEIHHO
BIMSET Ha CHUMITOMBI M BBDKHMBAEMOCTbh NAllMEHTOB U CBsS3aHa C YBEJIWYEHHEM YaCTOTBHI
rocniuTanm3anuit [264-266]. Pazsutue tspxenoit JII', kak mpaBuiio, HE 3aBUCUT OT TOKa3zaTesen
GYHKIIMHM JbIXaHUs, ¥ KaK MPaBUIIO, COMPOBOXKIACTCS TUIIOKCEMHUEH W/WIIM TUIEepPKaIHUuEeH |
3HaYuTeNbHbIM CHUKeHueM DLCO [267].

VY mamueHToB ¢ 3a0ojeBaHUSIMH JIeTKUX cienyer uckmrodars X TIJII wmm JIAT [125].
ConyrcTBytoliye 3a00J€BaHus Cep/illa TAK)KE YaCTO BCTPEUAIOTCA y MAIIMEHTOB € 3a00J1eBaHUSIMU
JETKUX M MOTyT crocobcTtBoBaTh pasputuio JII'. Beiaensior pasnuusbie denorunsr JIIN y
NalMeHTOB C 3a0oJieBaHMEM JIETKHX, BKJIOYas JIETOYHO-COCYAUCTBIH (DEHOTHUI, KOTOPBIN
XapaKTepu3yeTcsl Jydlleil COXpaHHOCThbIO CIHPOMETPUYECKHX IMoKazarenei, Huskum DLCO,

rurokcemueit [35,125, 268,269].
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— PeKOMeH,Z[yeTCﬂ OHTI/IMI/IBI/IpOBaTB JICHCHUEC OCHOBHOI'O 3a6OJIeBaHI/I$I, BKJIO4Yass THIIOKCEMMUIO,
HapyH_IGHI/ISI JbIXaHHA BO BpeMSI CHa I/I/I/IJII/I aHBBeOHHpHyIO TUIIOBCHTHUJIALIMIO, y BCEX IMAIIMCHTOB C
3360J'I€BaHI/I${MI/I JICTKUX HEpea MPOBCACHUEM 06CJ'ICI[0BaHI/I5I IIpu IMOAO3PEHUHN Ha TAXKCIYIO JIT
[12,125].

e EOK/PKO IC (YYP A, Y] 2)

— PexomeHyeTcst HampaBieHUE B SKCIICPTHBINA IICHTP MAIMEHTOB ¢ 32a00JICBAHUSIMH JICTKUX TIPH
moI03peHnH Ha Tspkenyro JII' ¢ menbio 1o00cne1oBaHus.

e EOK/PKO IC (YVP A, VI 2)

— IIpu nmopo3penun Ha JII' y manneHToOB ¢ 3a00J€BaHUEM JIETKUX PEKOMEHAYETCS BBINOJIHEHUE
aXOoKapauorpaduu B COYCTAHUHU C aHATM30M ra30BOTO COCTaBa KPOBH, HCCIIEAOBaHNEM (DYHKIIUU
BHEITHETO JIbIXaHUsl, BKIIOYAs AU(PPY3UOHHYIO CIOCOOHOCTH JieTKuX, W JaHHbiMH KT jerkmx
[6,12,15].
e EOKIC(YYPA,YIA2)

KommenTapuu: /Ipu nooospenuu na JII' ecnedcmeue namonocuu ne2Kux u/uiu cunoKcemuu
credyem yuyumvléams Haaudue gaxkmopos pucka JIAI unu XTOJII; knunuueckue npusHaku u
ocobennHocmu meyeHus 3abonesaHus (Hanpumep, Ovicmpoe yXyouieHue Nnocie CMmadulbHO20
MHO2ONIlemHe20 mevenus, nompeonocms 6 Kuciopooe); @B/, exnouas anaruz DLCO u eazos
apmepuanvhol kpoeu); yposerv NT-proBNP,; oannvie IKI, OxoKI, eusyanusayuu ¢ nomowpio
KT ¢ konmpacmuvim ycunenuem uiu cyunmuepaguu ieekux u, 8 omoenvhuix ciyiasnx, MPT ons
oyenku Heodoxooumocmu npogeoenuss YBKC. Opeocnupomempusi nHeobxoouma Onsi OYeHKU
ovixamenvrou unu CH y nayuenmos c 3abonesanusimu neekux [125], xoms 0annvie 0 KIuHU4YeCKOM

UCNONb306AHUU OIS BbIAGNICHUSA nayuennos ¢ JIIr npu 3a001e6aHUAX TIe2KUX OZcPpAHUYEHbL.

— Pexomennyercs nmnpoBeneHHE UPE3BEHO3HOW KaTeTepU3allMU Cepiala TMpH  TAKEIbIX
3aboneBaHusXx Jerkux npu mogo3peHun Ha JIAT mmm XTOJII, a Takke B ciydae TsDKEIOM
IPaBOXKEITYJOYKOBOM  CepleyHOll  HEeJOCTAaTOYHOCTH, HpuU  OTOOpe  KaHIUAATOB  Ha
TPAHCIUIAHTALIMIO JIETKUX U XUPYPTHUECKYIO PEYKIHIO JierouHoro oowsema [12,15,16,125].
e EOKIC(YYPA,YII2)

Kommenrapum: [lokasanua k YKBC npu JII' écnedcmeue 3a601e8anutl 1e2KuUx 6KAOUAIONM
OYEHKY 803MOICHOCMU XUPYPSULECKO20 NledeHUsl (NPU paccCMOmMpeHuu 60npoca 0 603MOACHOCIU
npoeedeHUss MPAHCNAAHMAYUY N1e2KUX U ONepayul no YMeHbuleHu0 00vema 1e2Kux), no0o3perue

Ha JIATI unu XTOJII, a maxoice 8 mex cuyuasx, ko20a 0ONOIHUMENbHASL UHPOPpMayUs NOMOd’Cem
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¢enomunuposanuro 3abonesanus u 8v160py maxkmuxu aevenus [12,269,270]. [Ipeonoumumenvro
npoeedenue UHBA3UBHO20 00CN1e006anus 6 IKCnepmuwvlx yeumpax JII' npu Odocmudicenuu
KAUHUYECKU CMAOUNbHO20 COCMOAHUA 8 pe3yivbmame ONMUMUAYUY Je4eHus OCHOBHO20

3a001e6aHUA NESKUX.

— PexomeHnyeTcst mpoBeieHIE YpEe3BEHO3HOM KaTeTepr3alluy Cep/ilia MakeHTam ¢ 3a00JieBaHueM
JeTKUX M TOAO3PEHHUEM Ha JICTOYHYH) TUIIEPTCH3UIO MPU HEOOXOIUMOCTH OMpPEeIICHUs
crpareruu jgedenus [6.12,269].

e EOKIC (YYP A, V1] 2)

— PexoMeHyeTcst onTUMalIbHOE JICUEHUE OCHOBHOTO 3200JICBAHUS JIETKUX,, BKITIOYAs! JJTUTEIBHYIO
tepanuto Oz, y nanuentoB ¢ JII' BciaeacTBue 3a001eBaHU JIETKUX U XPOHUYECKON THIIOKCEMUEH
[6,12,15,16].
e EOKIC(YYPA,YIA2)

KommenTapuu: Tepanesmuueckue nooxoowt npu JII' epynnet Il  ocnosvisaiomcs Ha
ONMUMU3AYUU IeYeHUsl OCHOBHO20 3a001e8aHUS 1€2KUX, BKAI0UASA HAZHAYEHUE KUCTIOPOOOmepanuu
U HeUHBA3UBHOU 8EHMUNAYUY JIE2KUX, NPU HATUYUU NOKA3AHUL, 4 MAKdce YYacmue 8 npocpammax
necounou peabunumayuu [125]. Hmeromcsa oepanuuenHvle u npomusopequsvle OaHHvle 00
UCNONIL30BAHUU NPenapamos, 0000peHHbIX 0 Jaedenus Hemsdcenou JII, ¢ 603MOdHCHbIM
HeONaA2oNPUAMHbLIM  GIUAHUEM HA 2eMOOUHAMUKY, NEPeHOCUMOCMb (DUIUYECKOU HA2PY3KU,

2a3000MeH U Ucxo0bl y 9mot kamezopuu nayuenmos [6,12].

— Haznauenwne JIAT-cniennduueckux mpenaparoB HE PEKOMEHIYETCs MallMeHTaM C HETSKeNOoi
JIT" mpu 3a0oneBanusx nerkux [6,12,15,16].

e EOK/PKOIIIC (YYPC,¥YIA3)
KommenTapuu: Vccieoosarus no npumeHneHuro npenapamos, 000openHuvix 0ns ievenus JIAI npu
JIT, cesazannou ¢ XOBJI unu smghuzemoti, nokazanu npomugopeuusvie pe3yibmamsl U, 8 0CHOBHOM,
02paHu4envl  HeOONbUUM — PASMEPOM  8blOOPKU,  KOPOMKOU  NPOOOANCUMENLHOCBIO U
HeOO0CMamoyHol 2emMoouHamudeckol xapaxmepucmuxou JII' [6,12,125]. H3-3a omcymcmeus
kpynuoix PKU 6 nacmoswee 6pems HeOOCMAMOUHO OO0KA3AMENbCME Ol PEKOMEHOAyUu
npenapamos, 000opentuvlx 0ns aewenusn JIAL, nayuenmam c JII' npu XOBJI. Ilayuenmor XOBJI ¢
nO003peHueM Uil noomeepaicoeHHou msicenou JII' dondxcuvl Obims Hanpasienvl 6 yenmpol JII°
OJ151 RPUHAMUS UHOUBUOYATTbHO2O0 peuleHus. B psioe ucciedosanuii 2-u u 3-1i ¢hazvl npu Ha3HaveHuu
ADP unu cunoenaghuna nayuenmam c JII' npu U3JI, nonyuenvr ompuyamenvhovie pe3yivmamot [0,

15]. Pesynomamst psaoa PKU ¢ yuacmuem nayuenmos c JII' npu XOBJI, maxoice okazanucsy
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necamuenvimu [12]. Oownaxo, 6 Hacmoswee 8pems UMerOMcs 00CMOBEPHble OAHHbIE O NONb3E
npumenenus cunoenaguna y nayuenmog ¢ M3JI [270], nokazano ynyyuienue 8vlocusaemocmu,
@DYHKYUOHANbHBIX 1€20UHBIX TMeCMO8 U Y8eluyeHue MmoaepaHmHoCcmu K Qu3uieckol Hazpyske y

nayuermoe noaydarnwux maxkyo mepanuio.

— PekoMmeHnnyeTcss MHIUBUIYAIbHOW ITOAXOJ K JICUEHUIO ITALIMEHTOB ¢ Tshkenou JII' BeimencTeue
3aboJieBaHui Jierkux [6,12,15,16].

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

— PexoMeHnayeTcs paccMOTpeTh Ha3Ha4YeHUE cuiaeHadmia nanuentam ¢ tsokenou JII' Ha done
N3J1[6,12,15,16, 270].
. EOK/PKO IlaC (YYP B, Y/ 3)

— He pexomenayercs HaznaueHue amOpuzenTana nanuentam ¢ JII' Beneacteue NJIO [12,271].

e EOK/PKOIIIB (YYPB, YI/12)
Kommenrtapuu: /lpu naznavenuu ambpuszenmana nayuenmam ¢ U3JI ¢/ 6e3 JII" bviau nonyuenvl
HebazonpusimHuvle CUSHAIbL 0 6€30NACHOCMU, C8A3AHHbBLE C NOBLIUEHHBIM PUCKOM KIUHUYECKO20

yxyowenus [271].

— He pexkomeHnyercs Ha3HaueHWe puonuryara mnaudestam ¢ JII' mpu wmamonmarudeckon
WHTEPCTUIIMATBHON MHeBMOHMH [12,272].
. EOK/PKO IIIB (YYP B, Y1/ 2)
KommenTapuu: [Ipumenenue puoyucyama 0vi10 C8A3AHO C NOBBIUEHHbIM PUCKOM COObIMULL
KAUHUYECKO20 YXYOuleHus, 6K104as puck cmepmuocmu, y nayuenmos c JII', accoyuuposannoti ¢

UOUONAMU4eCKUMU UHMEPCMUYUATbHBIMU NHe8MOHUsAMU [272].

7. Jlerounasi runepTeH3usi BCJAeACTBUE 00CTPYKIIUH JeroYHbIX apTepuii (rpynna V)
Xponunyeckasi TpomO03MOo0nyeckas geroynas runeprensus (XTIJIIY) xapakrepusyercs

MOCTTPOMOOIMOOIMYECKUM OOCTPYKTHUBHBIM peMoOJieiupoBaHreM BeTBel JIA B coderaHuu ¢
BTOpPUYHON nucTanbHOM Backyinomnarued cocynoB MKK ¢ passuruem npexanusuisipHoit JII'
[6,12,38,44]. Tlpm OTCYTCTBUM TOYHBIX OJIUAEMHUOJIOTHYECKUX JaHHBIC CUYUTAETCS, YTO
3aboneBaemocTh XTOJII cocraBmsieT 5-15 ciiydaeB Ha MIJITTHOH HaceneHus B rox [12,21,38,123].
Yacrora XTIJII" cocraBnsier 0,1-9,1% B TeueHue nepBbIX ABYX JIET MTOCIE SMM30/]1a CAMITOMHON

TOJIA [57,89]. Tlpu muddepenumnansHoit auarHoctuke XTOJI cremyer MCKIIOYaTh IpYyrHe
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npuarHbl o0cTpykiuu JIA (capkoma JIA, aMO0IUsT OMyXOJEBBIMU KJIETKAMH, Mapa3uTHYCCKUE
(9XMHOKOKKO3HBIE KHCTHI), SMOOJIMHM MHOPOIHBIMU TEJIaMH, BPOKICHHbIE MU MPUOOpPETEHHBIC
cTeHo3bl JIA).

Juarao3 XTOJII" ocHOBBIBaeTCs Ha pe3ysabTaTax 00CIeI0BaHuUs AIMEHTa C )Kao0aMu Ha
OJIBILIKY W/WJIN CHUXKEHHE TOJIEPAHTHOCTH K (PU3MYECKUM Harpy3kam, IPOBEJEHHOTO CITYCTs, Kak
MUHUMYM, TPU MecCsIa aHTUKOATYJISHTHON Tepaluy B TEPANEBTUUYECKUX J03aX IPHU BBIIBICHUU
kputepues npexkamwuisipaont JII' (cpAJIA> 20 mm pr. cr., JA3JIA< 15 mm pt. ct. u JICC> 2
en.Byna) B coueranuu ¢ Bu3yanusanuei nocTTpoM60smM0Oo0sinyeckoro nopaxenus JIA no naHHsIM
KT opraHoB rpyaHOHl KJIETKM C BHYTPUBEHHBIM OOJIOCHBIM KOHTPAaCTUPOBAHHUEM W/WIU
CEJIEKTUBHOW aHTUOITYJIbMOHOTpaduel n/unu Hanuaus nedexToB nepdysuu npu neppy3noHHON
CHMHTUTPApUH JIETKMX MPU OTCYTCTBUM BEHTWIALMOHHBIX aedektoB [12]. Ilpu Hammumm
HoCTTPoMO03MO0IMYECKUX MTopaxkeHnH JIA 1o JaHHBIM METOI0B BU3YyaJIM3alluy y MALIUEHTOB 0e3
npekanuwuisipaon JII' nuarnocrtupyercs XTOBJI [38,125].

XTOJD' sBngercs peakuM MNo3gHUM ocioxkHeHuemM TOJIA, npu 3TOM BiMsAHUE
OOJIBIIMHCTBA KJIACCHYECKUX (PAKTOPOB pHCKA PA3BUTUS BEHO3ZHBIX TPOMOOIMOOINYECKHX
coObiTuii Ha QopmupoBanne XTOJII' He moaTBepxkaeHo. s Takux MNPOTPOMOOTHUECKHX
COCTOAHUN Kak aHTU(OCHOIUNUAHBIA CUHIPOM, HCTHHHAS IOJULUTEMHUs, CIJICHIKTOMMS,
TOMO3UIOTHOE HOCHUTEILCTBO MOJUMOP(HOro BapuaHTa reHa V (axkTopa CBEpTHIBaHUS KPOBH,
BBICOKOJIO30Basl 3aMECTUTENIbHAsE TOPMOHaJbHAsl Tepanuss MpU TUIOTUPEO3e, HaIudue
BHYTPUCEPJIECUHBIX YCTPOMCTB, BOCHAJIUTEIbHbIC 3a00JIeBaHUS  KHUIIEYHHUKA, aAKTUBHOE
OHKOJIOrMYeckoe 3a0ojeBaHue Obl1a MPOJEMOHCTPUpPOBaHa accouuanus ¢ pazsuruem XTOJII.
[lepeuncieHHble COCTOSIHUS Hapsily C aHAaMHE30M PEUUIAUBUPYIOIIMX BEHO3HBIX TPOMOO30B,
nopaxenue KpynHelx BerBed JIA mpu octpoit TOJIA ¢ mpusnakamu neperpysku [DK cnemyer
OTHOCHUTH K (akTopaM pucka pazsutus XTIJII[12,43,273].

Knmuanueckue cumnromel XTOJIIT HecnennduyHbl, y 4eTBEPTH MALMEHTOB B aHaMHeE3€
OTCYTCTBYET yKa3aHue Ha 3nu301 TOJIA, a onpllika pa3BUBAETCs MOCTENEHHO, YTO 3aTPyIHSET
CBOEBPEMEHHYIO AMAarHOCTUKY 3aboneBanus [274]. [lnsa panneit auarnoctuku XTOJIIT cnenyer
YUUTBIBaTh, uTo ocTpast TOJIA MoxkeT pazBuBaThCs Ha QoHe cymecTByomeil y naruenta X TOJII .
OO0 »TOM MOTYT CBHJIETENILCTBOBATH TaKHE MPU3HAKH, Kak MoBbleHue pacuetHoit C/IJIA> 60 mm
pT.cT. 1o aaHHbIX DXoKI" u nmpusnaku XTIJII npu KT [44,88].

CoxpaHnenue ano0 y nalyeHTa Ha CHU>KEHUE TOJIEPAaHTHOCTH K (PM3MUYECKHUM Harpy3Kam,
OJIBIIIIKY Yepe3 TPH Mecsla aHTUKOATYJISIHTHOM Tepanuu nocie snuzofa TOJIA, ocoOeHHO npu
Hanmuuu ¢pakropoB pucka XTIJII™ Tpebyer BoimonHenus IxoKI u ouenku BepositHoctu JII' y
6ombHOTO [275]. Ilpn HU3Ko# BepositHOocTH JII' mo nanHbiM OX0KI ¥ HanMuus y CUMOTOMHOTO

nanuenta ¢akropoB pucka XTOJII' memecooOpa3HO BBIMOIHEHUE SPTrOCIUPOMETPUN IS
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mubdepeHIManbHOM  TUAarHOCTUKU  OJABIIIKM W OTOOpa MAIMEHTOB [UIsl  JajbHeiIero
obcnenoBanus, Bkitouass UBKC [101,276-279].

KT opranoB rpy1Ho#i KJI€TKH C BHYTPUBEHHBIM OOJIIOCHBIM KOHTPACTHPOBAHUEM SIBIISETCS
BaXHBIM MHCTPYMEHTOM JU(EpPEeHIMATBFHOTO IUAarHo3a U OLEHKU OmnepadebHOCTH MAalUeHTa C
XTOJIT" [81,82,88,281,282]. AnbrepHaTUBHBIE METOJbI BU3yalIH3aluHd TNepdy3ud, TaKHe Kak
MoCcTOpoeHue nep(y3nOHHBIX KapT Mo JaHHBIM AByxdHeprermueckoil KT wimm MPT umeror
JUArHOCTUYECKUNM IOTEHIMall, HO OrPAaHUYEHHYIO JIOCTYIHOCTb, 4YTO 3aTPyAHSET HX
MHOTOLICHTpOBYIO Baymau3aiuioo. UYBKC B coueTaHnu ¢ ceIeKTUBHOM aHTHOITYIbMOHOTpaduein
BBITMIOJHSETCS. B YCJIOBUSIX ADKCIEPTHOTO IIEHTPA, SBISIETCS OOS3aTEIbHBIM JIUAarHOCTUYECKUM
MeTomoM st Bepudukanmmu auarHoza XTOJI, oueHku omnepaOeabHOCTH MalMeHTa U
orpejieneHus JieueOHol crpareruu [283-285].

AnroputMm obcnenoBanust 6osmbHOTO ¢ mogo3penreM Ha X TOJIT/XTOBJI npeacrasnen Ha
pucynke 4 (Ilpuiioxkenue B1).

B nedennu nanuentoB XTOJII' mpumeHsieTcss MyJIbTUMOAAIBHBIN 110AX0J ¢ BEIOOPOM B
[OJIb3Yy ~XHUPYPrUYECKOTO JIEYEHHUS y BCEX TEXHUYECKH OINepadeNbHbIX IAllMEeHTOB;
HeornepabenbHBIM MAlMeHTaM Ha3HayaeTcs crenuduyeckas Tepanus, OA00peHHas A JIeUSHUs
6ompHBIX JIAL: ¢ yueTom mpexanwuisipHoro xapakrepa JII' ¢ HanmuyreM JUCTaNbHOM JIETOYHOMN
Backynonatuu 1npu  XTOJIIT obocHoBano mnpumenenne JIAI-cnemmduueckoir Tepanuu
[38,44,52,283]. Ilpu TexHMYECKON BO3MOKHOCTH IPOBEJIEHUS SHIOBACKYJISPHOIO JICUEHHUS

narMeHTaM IPOBOAATCS ceccuu OamonHoM anrnomnactuku (BAIT) JIA [285-287].

— Pexomenyercs nposesieHue 1a00paTOPHOTO CKPUHUHTA Ha aHTU(OCHOTUINAHBINA CUHAPOM Y
naruentos ¢ XTOJIT [12,38,44,52].
e EOKIC (YYPA,YIA2)

— PexoMenpayercs mpoBeeHIE OLIEHKHU OMepadeNbHOCTH MYIbTHANCIUIUTMHAPHOW KOMaHON B
sKcriepTHOM 1ieHTpe JII' 17151 BBIMOTHEHHsI JIETOYHOM TPOMOIHAAPTEPIKTOMUH Y BCEX MAIIMEHTOB
¢ BepudunmrpoBanubM auarnozom XTIJIT [12,15,38,44,52].

e EOKIC(YYPA,YII2)

Kommentapuu:  Ocnosnbim  memodom  neuwenuss  XTOJIIT  cuumaemcs — necounas
mpombsndapmepakmomust (J133), cmepmrocms npu Komopoui  KpYnHuIX e8PONetiCKUX YeHmpax
cocmaensem < 3,5% [38,273,283,284]. Tpexnemuss evlocusaemocms nayuenmog nocie J139
cocmaensem 90% [38,52,273]. Pewenue 06 onepabervHocmu 0O0IbHO2O0 NPUHUMAEMCS

MYTbMUOUCYUNTUHAPHOU KOMAHOOU (Kapouoioe/nyibmononoe - cneyuanucm no JII', epau nyuesoii
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OUACHOCTNUKU, KAPOUOXUPYPE U UHMEPBEHYUOHHBII XUpype) 8 sKchepmuom yeumpe JII, umerowem
00CMAamouHblll ONBIM BLINOTHEHUS XUPYPSUUECKO20, IHOOBACKYIAPHO20 NedeHUs, HaA3HAYeHUsA U
oyenxu s¢gpgpexmuenocmu JIAI -cneyuguueckot mepanuu smoii kamezopuu 601vubix [6,12,38].
Bonvhoti npusnaemcs HeonepabenvHvIM, eciu peuleHue NPUHUMAEMCS, KAK MUHUMYM, O8YMsl
He3a8UCUMbIMU ~ OKCnepmHbiMu — yewmpamu. Kpumepusmu  ombopa  nayuenmos  0is
XUPYP2UHECKO20 JeYeHUsl CAYHCUM OOCMYNHOCMb Mpombos 6 cmeone JIA, oOonesvix uiu
ceemenmapHuix JIA. Bospacm nayuenma He A6151emcsa npoOmMu8ONOKA3aHUEM K ONepamueHOMY

nevenuro, max dwce, kax u seauyuna JICC u nanuuue oucghynxyuu I1DK.

— PexoMeHnyercst mpoBeieHNE JIETOYHON TPOMOIHIAPTEPIKTOMHUH TEXHUYECKH OrepadenbHbIM
namuentam ¢ XTOJII™ [12,15,38,44,273,283].
e EOKIB (YA AYYP2)

KommenTapuu: B omauuue om xupypauyeckou smborskmomuu npu ocmpou 13JIA, nayuenmam
XTOJII" nposooumcs bunramepanvHas snoapmepaxmomuu u3 eemeaei JIA 6 ycnosusax 2nyboxou
sunomepmuyu U OCMAHOBKU  Kpogoobpawenus  [284,288-291].  I[locreonepayuonnviii
penepdy3uonnvili omex Modxcem nompebosamev nposedenus eeroapmepuarvrou IKMO
[38,44,292].

Y mnocux nayuenmos XTOJII npumensaromcss KOMOUHUPOBAHHbBLE NOOX0ObL leUeHUs - COYemanue
JIDD, 3HO08ACKYNAPHO2O U MEOUKAMEHMO3HO20 JleYeHUs, NpU IMOM 6blO0p Memooo8 U Ux
nOCIe008aMeNbHOCMU — ONpeoensemcs — AHAmoOMU4ecKuM  8apuanmom  nopasiceHus JIA,
8bipadiceHHocmoio HapyuieHutl cemoounamuxu MKK, npogunem conymcmeyoweii namonocuu
[52,273,293-296]. B cnyuae omkaza om onepayuu y nOMeHyuaibHo onepadeibHo2o 60abHO20 ¢
NPOKCUMATbHLIM 8apuanmom nopaxcenus JIA (2nasuvie u oonegvie semeu JIA) namunemusis
BBIHCUBAEMOCb 3HAUUMENLHO CHUMCaemcs u cocmasnsem 53 % npomue 83% y nayuenmos nocie
JIDD [297]. Hakxonnen nekomopbwiil onvim, céuoemenbcmeyrowuti 06 sgpgpexmusnocmu JI23 y
nayuenmos ¢ XTOBJI 6 nnawne ynyuuienus moiepaHmuocmu K Qu3udeckum Hazpy3Kam, npu 9mom
peuienue 0 HeoOX0OUMOCMU ONEPAMUBHO20 JIeYeHUSI OOINCHO NPUHUMAMbBCS C MUYAMeTbHbIM

AHanU30M coomuowenus puck/noavsa [12,38,44,273].

— IMammentam c XTOJII' yepe3 3-6 MecsmeB mocie JEroOYHOW TPOMOIHAAPTEPIKTOMHUH
PEKOMEHIyeTCsI TPOBEIEHNE KOMITJIEKCHOTO 00CIeI0BaHus, BKII0OYasl TPOBEICHUE YPE3BEHO3ZHOM
Karetrepuzaiuu cepana [6,38,123,273].

e EOKIC (YYPB, VY112
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KommenTapuu: Oyenxy sghgpexmuenocmu JIDD cnedyem nposooums uepes 3-6 mecsayes nocie
onepamugHozo Jjedenus c oyenkou ecemoounamuxu MKK. Pesudyanvuas JII' nocne JIDO
pazeusaemcsi  y 25-36% nayuenmos. (OcCHO8bl8AACL HA OAHHBLIX HEOONLUIO20 UYUCIA
Haobarwoamenvroulx ucciedosanuti u PKU, oyenusarowux s¢hgpexmuenocme JIAI-cneyuguuecxoii
mepanuu, Kpumepuamu pezudyarvroul JII' nocrne JIDD credyem cuumamo: cp/l/IA> 25 mm pm.
cem., A3JIA< 15 mm pm. cm. u JICC >4 eo.Byoa [294-296,298,299]. 1o 3axnoueHuto poccutickux
9KCnepmos, 6 kavecmee Kpumepueg pesudyanvroi JII' nocne JIDD yenecoobpasno npumeHamo
npursmole Kpumepuu npexanuiiapuou JII': cpeonee /[JIA> 20 mm pm. cm., J3JIA< 15 mm pm.
cm. u JICC >2 eo.Byoa.

Hanvuetiwee nabniooenue nayuenmos OO0NNCHO OCYWECMBIAMbC eHce200HO C BbINOJIHEHUEM
HeUHBA3UsHOU cmpamuguxkayuu pucka. [[onycmumo ucnonb3o8anue mpexypoeHesol WKAalbl
pucka Hebnazonpusmulx ucxo0o8 oaa JIAI' u wxany REVEAL, oonaxko oanuvie 0 mouHocmu
NpOcHO3UpOsanuss pucka o0ns nayuenmog c¢ X1JJII' npu ucnonv3oéanuu >smux wKal Ha

ce2o00Hsunull denvb omcymemayiom [300-302].

—  PexkoMmeHIyeTcs  MOXHM3HEHHOE  Ha3HAUCHHE  NEPOPATbHBIX  AHTHKOATYJISHTOB B
TepaneBTHYECKUX J03ax BceM manueHtam ¢ XTOJI mis npoduiaakTHKK peryrBa BEHO3HBIX
TpoMOoIMOoMIeckux coObrThii [12,38,128,273].

e EOKIC (YVYP A, YU 2)

— He pexomennyercst Ha3Hau€HHE MPSAMBIX OpaJbHBIX aHTHUKOAryassHToB narueHTam ¢ X TOJII" B
CBSI3H C OTCYTCTBHEM JIaHHBIX 00 ux 3¢ dexTruBHOCTH U Oe3omacHocTH [12,38,128,273].
e PKO HIC(YYPC,YIA3)

Kommenrtapun: /layuenmam ¢ XTOJII" nokasana nojicusHeHHAs aHMuKoA2yIAHMHASL Mepanusi.
C yuemom omcymcmeusi oanmvix PKU, cpasnusarowux sggexmuenocms npumeHenus
anmaeonucmos sumamuna K (ABK) u npsameix nepopanvuvix ammuxoacynsinmos (IIOAK),
npuopumem 8 HazHaveHuu Ooaxcen omoasamvca ABK (npu  ycnoeuu onmumanvhot
NPUBEPICEHHOCMU  NAYUeHMAa mepanuu U B8O03MONCHOCMU KOHMPOJSL MeHCOVHAPOOHO20
Hopmanuzogannozo omuowenuss (MHO) c¢ yenesvimu 3uavenusmu 2,5-3,5. Omo mHeHue
9KCNEepmo8  No00epHCaHo  OAHHbIMU  HECKONbKUX — HAOII0OAMENbHbIX  UCCIe008aAHULL
ceudemenbCcmayuwux 0 ooavulell yacmome HOBMOPHLIX Mpom00306 npu ucnoavzosanuu IHOAK
npu cpaenenuu ¢ npumenenuem ABK y nayuenmoe ¢ XTIJII' [38,303,304]. V nayuenmos c
XTOBJI pewenue o OnumenbHOU AHMUKOA2YISAHMHOU Mepanuu NPUHUMAEMCs UHOUBUOYATILHO

nocie 0000C1e008aHUS U OYEHKU PUCKA NOBMOPHO20 dNU300A 8eHO3H020 mpombo3a [38,275].
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— PexoMenyeTcs MOKM3HEHHBIH MPUEM aHTHKOAryIsIHTOB B BHJIE aHTarOHHCTOB BHTamuHa K
nanuerTaMm ¢ XTIJII" u moaATBep K ICHHBIM aHTU(POCHOIUITHIHBIM cuHApOMOoM [12,38,275].

e EOKIC (VAJ A VYP2)

Kommenmapuu: [layuenmam XTOJII' 6 cayuae noomeepoicoerus awmupochorunuonoco
cunopoma HasHavaemcs anmuxoazyasumuas mepanus ABK, nockonvky npu npumenenuu [HOAK

UMeemcs puck peyuousa 6eHo3Hvix mpomoosmoonuu [305,306]

— Haznauenue JIAI'-cnenuduueckoil Tepanuu peKOMEHAYETCs MalieHTaM ¢ HeorepadebHOM/
pesunyanbHoit XTIJII mpu cpIJIA > 25 mm pt. cr. u JICC > 3 en. Byna B cooTBETCTBUM €
JIOKa3aTeJIbHOU 0a30i 10 MPUMEHEHHIO TTpenapatoB [44].

e PKOIA (YYP A, YJUI 1)

KommenTapuu: Sppexmusnocmos npenapamos, 000opennvix ons aewenus JIAL, y nayuenmos ¢
HeonepabenvHot/ pesudyanvrou XTIJII 6 nacmoswee 8pems 00KA3AHA UCKIIOYUMENTLHO Y

nayuenmos co cp/lJIA > 25 mm pm. cm. u JICC > 3 ed. Byoa[44,52].

— Pexomenpyercss Ha3Haue€HHE CTUMYJSTOpPA PacTBOPUMON T'yaHWJIATIUKIIA3BI pUOIUryara**
nanueHTaMm ¢ HeomepabenbHo#/ pesuayanbHoil XTOJIIT ang ynydiieHUs HEPEeHOCHMOCTH
(du3nyeCcCKuX Harpy30K U reMOJIMHaMUYEeCKUX Mokasaresueit [297].

e EOKIB (YYP A, VI 2)

KommenTapuu: Tepanus puoyueyamom™* ¢ meuenue 16 nedenv y HeonepadenvbHvix NnayueHmos
¢ XTOJII" (npu nesozmoxcnocmu evinoanenue JI23) unu y 6oabHuIx ¢ pesudyanvrou JII' nocie
JIDD (n=261) no pesynomamam uccareoosanuss CHEST-1 npusoouna k ynyuwenuro oucmanyuu 6

TLIX u napamempos cemoounamuru, exmoyas cHuxcerue JICC [297].

— PexomenioBano paccMotpeth Bo3MoxxHOCTh Off-label mpumenenus npenapaTtos, 0100peHHBIX
st neyenus JIAIT y HeonepabenbHbIX O0osbHBIX ¢ X TOJIT [12,38,44,306-308].

e EOKIIbB (YYPC, YA 4)
— PexomeH1I0BaHO paccMOTpPETh BO3MOXKHOCTH KOMOMHHUPOBAHHOW CHENU(DUUECKON Tepanuu y
NaIMeHToB ¢ HeonepabeabHOM/ pesuayansuoi X TOJIT [12,38,44,306-308].

e EOKIIbC (YYPC,YIIS)
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Kommentapuu: A9P, UD/[D-5, ananoeu I11] y 60rvnvix XTOJII ne dokazanu s¢exmusnocmo
6 nposedennvix PKU, nosmomy mocym ucnonvzosamwcs off-label ons mepanuu neonepabenvnvix
nayueHmos unu 00abHuIX ¢ pesudyarvrou JII' nocie JIDD, 6 mom uyucie 8 cocmase
komounuposannou mepanuu [188,309,310]. B Eepazutickux pexomenoayusx no aeweruro XTI/
¢ yuyemom pezynomamos PKU 6 cnekmpe 0ononrHumenbHulX cheyuguyeckux npenapamos,
0000pennvix 0ns nevwenust JIAL, pekomeHOyromcs uneaisiyuoHHbIL UIONPOCH, KaK npenapam 2-20
evlbopa, mayumeHman U cuideHaguir Kak npenapamvl 3-20  6blOOpA; HA3ZHAYEHUE
KOMOUHUPOBAHHOU mepanuu, skatouarowei puoyueyam umu UP/I-5 ¢ couemanuu ¢ ADP unu
UHRANAYUOHHBIM —~ UIONPOCMOM — PACCMAMPUBAEMCs Y HeonepabelbHulX NayueHmos npu

Hego3ModcHocmu nposedenus BAII JIA [44].

— PexoMeHI0BaHO paccMOTPETh BO3MOKHOCTH BBIMIOJHEHHs] OaJJIOHHOW aHTUOIIIACTUKU
JITOYHOM apTepuH y MAlUEHTOB ¢ HeomepabenbHO#/ pesuayansHoil JIIT mocie nerouyHoi
TPOMOIHAAPTEPIKTOMUH B dKcniepTHOM 1ienTpe JII' [12,15,16,38,128].

e EOKIB (YYPB, YI12)

Kommenrtapuu: [loomanunas BAIl JIA y wneonepabenvuvix nayuenmog c¢ XTOJIIT npu
HEBO3MOXXHOCTH  BbIOJHEHUs JIDD, y oOoabneix ¢ pesudyanvnou JII' nocre JIOO
NPOOEMOHCIMPUPOBALA  BbICOKYIO — dhhekmusHocms 6  Gude  VIYYuleHUusi Nnapamempos
eemoounamuru (chuxcenuss JICC na 49-66%), pynxyuu IDK u puzuueckou pabomocnocobrocmu
nayuenmos [285-287,310-316]. Pewenue o neobxooumocmu npogedenust BAIl JIA npunumaemcs
8 PaAMKax MyIbmMuOUCYUNRIUHAPHO20 Noo0xooa, BAIl JIA OondicHa 6binoaIHAMbCS ONbIMHLIM

UHMEPBEHYUOHHBIM XUPYP2OM 8 IKCHEPMHBIX YEHMPaAx ¢ onvlmom eederus nayuenmos XTIJII .

— IIpu BBIMOTHEHUH YHAOBACKYJISIPHOTO JICYEHUS y TAIMEHTOB C HEOMepadeapHOM/ pe3nayaibHOMI
JII' mocne nero4yHo TPOMOIHAAPTEPIKTOMUU PEKOMEHYETCS MOATATHOE BMEIIATENbCTBO Ha
OrPAaHUYEHHOM 4YHCIIE BETBEW JIETOYHOM apTEpUM Uil CHMXKEHUS PUCKA OCIOXHEHUU
[12,15,16,38,128].

. EOK IB (YYP B, Y/ 2)

KommenTapuu: Haubonee uacmoimu ocnodicnenusmu BAIl JIA senaromes nepgpopayus cocyoa u
msoicenoe penepdysuonnoe nopasicenue neekux [317-319]. Koauwecmso neobxooumvlx 3manos
BAIl JIA Ons nonyuenus noOIOMCUMENBHO2O 2eMOOUHAMUYECKO20 De3yIbmama 3a8Ucum om

aHamomMu4ecko2o eapuanma nopayxcenus JIA u onvima penmeeHIHO08ACKYIAPHO20 Xupypea

[320].
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— PexomeHyeTcst pacCMOTPETh BO3MOXXHOCTh KOMOMHHPOBAHHOTO JICYEHUSI B BUAE COUCTAHUS
WIM TI0CJEN0BAaTEIIbHOIO TPUMEHEHHsS] OaJJIOHHOM aHTMOIUIACTUKM JIETOYHBIX apTepuil u
cnenuduyeckod MeAMKAMEHTO3HON Tepanmuy y MalleHTOB C HeonepalesbHON/ pe3uayalbHOM
XTOJII [12,15,44]

e EOKIIaC (YYPB Y/ 3)

KommenTapum: /[na cHudiceHuss 4acmomul U 8bIPANCEHHOCMU pPenephy3uoHHO20 NOpadCceHus
JIe2KUX, CONIACHO MHEHUI0 3Kcnepmos, ocnosannom Ha pesyromamax PKUH RACE npu JICC > 4
ed.Byoa yenecoobpazno npumenenue puoyucyama neped npogedenuem ceccuii BAIl JIA

[298,311].

— PexoMeHgyercss paccMOTpETb BO3MOYKHOCTH BBIIIOJHEHUS SHAOBACKYJSIPHOTO JICUEHUS B
ycIoBUAX 3KcnepTHoro nentpa JII' y rexunyecku onepabenbHblx nanueHToB ¢ XTOJII B ciyyae,
€ClIM  IpPOBEAECHUE  JIETOYHOH  TPOMOSHAAPTEPIKTOMHM  CONPSKEHO C  BBICOKUM
nepuonepauruoHHoM puckom [12,313,315]

. EOK IIbC (YYP C Y/ 4)

— PexomeHyeTcst paccMOTPeTh BO3MOXHOCTb BBIIIOJHEHHUS JIETOYHON TPOMOIHAAPTEPIKTOMUM
umn BAII JIA y cumnromubix manueHToB ¢ XTOBJI Ha MHIMBHAYyaJbHOM OCHOBE C y4E€TOM
AQHATOMUYECKOT0 MTOPAKEHUS JIETOUHOM apTepuu B yCIIOBUsX KkcniepTHoro nentpa JII' [12,15,44].
. EOK IIaC (YYP B Y1 3)

Kommenrapum: Pewenue o nposedenuu JIS3 unu BAII JIA y nayuenmos XTOBJI npunumaemcs

6 YCH0BUsX IKCNEPMHO2O0 YeHmpa JII' ¢ mmameﬂbuoﬁ 01/;€HK01/7 COONMHOUIEHUA puCK/ noJjib3a

[38,128,273].

— PexomenayeTcst paccMOTpeTh BO3MOXKHOCTh npuMeHeHus JIAI-cnmeuumduueckoil Tepanuu B
Te4eHHe 2-3 MecsIeB y onepadbeabHbIX NallMeHTOB C TSKEIbIMU HAPYIIEHUSIMU FeMOJJUHAMUKY B
KauyecTBe peIonepauoOHHON MOJITOTOBKU nepen BBITIOJTHEHUEM JIETO4YHON
TPOMOSHAAPTEPIKTOMUM, €CIU IMPOBEACHUE JIETOUHOM TPOMOIHIAPTEPIKTOMHUU COMPSKEHO C
BBICOKHMM I1€PHOIIEPALIMOHHBIM pUCKOM [44,52].

. EOK IIbC (YYP C Y/ 4)

KommenTapumn: B 3apybeoicnoii npakmuxe cuumaemcs, umo npumenenue JIAI-cneyughuueckoti

mepanuu Modcem Ovblmb OMCPOUKOU onepamugHozo Jnevenus [321], oowaxo no OauHuIM
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poccutickoeo pecucmpa noumu 80% umerom @K 3-4, nposasnenus maxcenou XCH (44,1%) [274],
umo 0003Hauaem 803MONICHOCMb paccmampueams HasHadeHue JIAL-cneyuguueckoii mepanuu
mexuuuecku onepabenvubvim 6oavHvim XTOJII 6 meuenue 2-3 mec. 8 pamkax npedonepayuonHou

n0020MOBKU OJis YIYUULeHUS. (DYHKYUOHANbHO2O U 2eMOOUHAMUYECKO20 CIAamycd.

Aunroputm neuenuss XTOJII npeacrasnen Ha pucynke 4 (IIpunoxenne B1).

8. Oco0eHHOCTH Be/leHHs MALMEHTOK JeTOPOAHOI0 BO3PACTA ¢ JIerOYHOM runepreH3ueit

— [laumenTkamMm ¢  J€royHoil  TUMNEpTEH3UWEH  HE  pEKOMEHAyeTcss  OepeMEeHHOCTh
[6,12,15,16,44,47,48].
e EOKIIBNYPA,YII2)

Kommenrapuu: JII' accoyuupyemcsi ¢ 6blCOKUM YPOSBHEM MAMEPUHCKOU U NEePUHAMATbHOU
emepmuocmu [15,16]. Boavnvie JIAI' u XTOJII" omuocames k WV epynna pucka mamepunckoiu
aemanvHocmu (BO3), npu komopoti bepemennocmv npomueonoxazauna [322]. Bo epems
bepemenHOCMU 8 Op2aHU3Me JICEHUJUHbL NPOUCXO0SIM  CYUWECmEeHHble a0anmayuoHHble
UBMEHEHUsL: (PU3UOTI02UYEeCKas cunepeosieMusi U YeeIudeHue Yacmonuvl cepOeUHbIX COKPAUEHUL
npusooam k 3Hauumenvromy (om 30 0o 50%) nosviwenuro CB; ovixamenvbHbulli 00bem iecKux K
KOHYY eecmayuonno2o nepuoda eospacmaem na 30—40%, wacmoma Ovixanus ygeauyueaemcs Ha

10%. Ykazannvie usmenenus mo2ym npugecmu k oexomnencayuu JII' [6,326,323].

— PexomeHnyeTcst KOHCYNbTallMg KapAHOJOra W THUHEKOJOra B LIEHTPE C ONBITOM BEIEHUS
6epemenHbIx ¢ JII' 15 mogOopa ONTUMAIBHOTO METO/1a KOHTPALENIIMU C yY€TOM BBICOKOTO PHCKa
nporpeccupoBaHus 3abosieBaHUs Ha (OHE OEPEMEHHOCTH y MAalMeHTOK JETOPOJIHOTO BO3pacTta
[15,323,324].

e EOKIC (YYP A, YI2)

8.1. MeToabl KOHTpaNeNIUU
— He pexomennyercst Ha3HauaTh SCTPOTeH-COAEpKAIINE KOHTpAleNTUBhl nanueHTkam ¢ JIAD u
XTOJIT B cBsA3M € BBICOKMM PUCKOM TpoMO0IMOOIMUecKux ocioxuenuit [15,47,52,323,324].

e EOK IIIC (YVP A, V]I 3)

- PGKOMGHHyeTCH COUC€TaHUEC JIBYX MCTOJOB KOHTpaUCIIHW I JOCTUIKCHHA HAJACKHOI'O

101



3934
3935
3936
3937
3938
3939
3940
3941
3942
3943
3944
3945
3946
3947
3948
3949
3950
3951
3952
3953
3954
3955
3956
3957
3958
3959
3960
3961
3962
3963
3964
3965
3966
3967
3968

KOHTparentuBHoro s dexra y maruentok ¢ JII' [15,164,323].
e PKOIC(YYPC,VYIA2)

Kommentapum: Memoow: konmpayenyuu 06cyiHcoaromes 8 UHOUBUOYAIbHOM NOPAOKe C Y4emom
conymcmeyroweti namonocuu. C yuemom IV epynnvl pucka mamepuncrkou remanvrocmu (BO3)
npu JIAI' u XTOJII' pexomendyemcsi uUCnoivb308ames Memoobl KOHMpAyenyuu ¢ YpoeHeM
Heaghpexmusnocmu < 1% (cmepunuzayusa mysxcuunsl/sceHuunsl [324], umnianmel, cooepacaujue
npo2ecmepoH, u 6HYMPUMAMOYHbLE ycmpoucmea [322]. Konmpayenmueni
(copmonocoOdepiicawue madiemuposantvle nNpenapamvl, UHbEKYUU, NIACMbIPU, BASUHATbHBIE
Konbya u ouaghpazmol) He peKOMeHOYemcs 8 Kauecmee eOUHCMBEHHO20 Memood, NOCKONbK)Y 8 6—
12% cnyuaes OHU HeaghghexmuaHbl [325]. IIpeonoumumenvro HasHaueHue
MeOpoKCcuUnpozecmepona ayemama u 3mMoHo2ecmpend, Komopuvle obnaoarom 3¢hekmusHvim
oeticmeuem U JUUWEHbL MHO2UX NOOOYHBIX IPheKmos, NPUCYUUX 3CMpOoceH-coOepHCAUUM
npenapamam npeovloywux nokonenuti [6,44,52], oomaxko HeobX00uUMO Yuumwieams, Umo
agpghexmuenocmo KoHmpayenyuu cHudicaemcs Ha @oue npuema AIP 6ozenmana** (pazden
3.2.2.2). Buympumamounvie ycmpoucmea ¢ MeOLeHHbIM 6biCE0D0NCOCHUEM TIeBOHOP2eCmpPend
ABNAIOMCA COBPEMEHHbIM U  BbICOKOIPPEKMUBHBIM CPeOCBOM, Cledyem YYUmvléams PUCK
Pa3eumus 8a308A2AlbHbIX peakyull U UH@PEKYUOHHBIX OCIONCHEHUU 80 8peMsi UMHIAHMAYUU
cucmemol [323]. bBapvepHnvie memoobl Oe30nacHvl 01 NAYUEHMOK, HO He O0aiom HAOEeNCHOU
eapanmuu om Hacmynienus bepemennocmu [6,47]. [Ipumenenue KOMOUHUPOBAHHBIX ICMPOSEH-
2eCMA2EHHbIX — NPEenapamosd  Modxicem  o0cyncoamvcsa y — NAYUEHMOK,  NPUHUMAIOUUX

anmukoazyiaumusle npenapamol [15,16].

— B kauectBe 3()(peKTUBHOr0 MeTOJ]a SKCTPEHHONW KOHTpALeNUN PEKOMEHyeTCsl IPUMEHEHHE
JIEBOHOPrecTpesa Uiy yIuIpUcTaia aleTaT Mocjie He3aluIeHHoro cexca [324,325].

e PKOIC(YYPC,VYIA2)

KommenTapumn: Jlesonopeecmpen nasnauaemces 6 003e 1,5 me oonokpamno 6 meuenue 72 u nocie
He3awueHHo20 cexca (yposeHs neagpghexkmusnocmu 1,1%,). B kauecmee anomepuamugol Modxcem
HAasHavamvCA yaunpucmaia ayemani - cunmemu4eckull CeleKmueHbill Man]ZﬂmOp peuennopoes
npozecmepoHa, nokazaswiull boee blCOKyI0 IhPekmueHoCms 8 CPAGHEHU C IeBOHOP2eCMPeNoM
[15].

8.2. BeneHune GepeMeHHOCTH Yy MALMEHTOK € JIETOYHOI runepTeH3uei

[TpoBenenue nuarnoctuku u gedenus JII' B mepuos 6epeMeHHOCTH MPEICTaBIIseT 3HAUUTEbHbIE
TPYAHOCTH, CBA3AHHBIC C OI'PAHUYCHHUEM JOHUArHOCTUUYCCKHX BO3MOYKHOCTEH W BI)I60pOM

MG)]I/IKaMeHTO?)HOﬁ TCparunu. B HACTOAICE BPpEMS B MUPEC OTCYTCTBYIOT €IMHBIC COIJIaCOBAHHBIC
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noaXoAbl K BelneHuio 6epeMeHHbIx ¢ JII', BcrmeacTBue HaIu4us STHYECKUX aCIeKTOB MPOOJIEMbI
MPOBEJCHUS KPYIMHBIX PaHJOMH3UPOBAHHBIX IU1AIe00-KOHTPOIUPYEMBIX MHOTOIICHTPOBBIX
KJIIMHUYECKUX HCCIICIOBAHUM, U BCE JIOCTYIHbIE PEKOMEHJAIMH HOCSAT B OCHOBHOM YPOBEHBb

J0Ka3aTCJIbHOCTU C, OCHOBBIBAsICh Ha ONBITE SKCIIEPTOB U OTACIBHBIX ICHTPOB.

— PexoMeHnyeTcs MpoBOAUTE CTPAaTU(PUKALINIO MATEPUHCKUX PUCKOB BO3HUKHOBEHHSI CEPICYHO-
cocynucThix ocnokHeHud mo mkaie MWHO npu nnanupoBanun 0epeMEHHOCTH, a TaKKe MpU
HacTyruieHnn 6epeMeHHocTH naruentkam ¢ JII' [15,323].

e EOKIC (YYPA, VI 1)

— Pexomenayercss HMCKYCCTBEHHOE NpepbIBaHHE OEpEMEHHOCTH B Cilydyae HACTYIUICHHS
o6epemennoctu [15,323].
e EOKIC(YYPA,YVIA2)

Kommenrtapuu: Coeracho moouguyuposannoi kiaccuguxkayuu BO3 no oyenke pucka
cepoeuHo-coCyOUCmulX 0clodcHeHul bepementvle ¢ JII' omnocames k IV kamezopuu pucka, npu
Komopoti bepemennocms npomusonokazana [15,323]. Ilayuenmxe c¢ JIAI' Oondcrho Ovime
npeonodHceHo npepuleanue bepemeHHoCmu Iubo 00CpPoOUHOe pooopaspeleHue (8 3a8UCUMOCIU Om
cpoka bepemennocmu). Meouyunckuti abopm Oondicen Ovimb  GvinoaHen 0o 22 Hedenb
bepemennocmu 6 cneyuanusuposanHom yewmpe [322]. Haubonee onmumanvHulm CpoKom 0is
npepwieanusi bepemennocmu seusemcs cpok 6 10+ 3 nedenv cecmayuu [15,324,328]. Ilpepvisarue
bepemennocmu Ha Oonee NO30HUX CPOKAX NO PUCKAM PA36UMUS OCTOMCHEHUL CONOCMABUMO C
puckamu 00cpoyHo2o pooopaspeutenusi Ha 32—34-1i nedene bepemennocmu. Meduxamenmo3Hole
U Xupypeuueckue MemoOvl NpepvieaHus OepemMeHHOCmU O0OUHAKO80 3pdexmusnvl U
CONOCMAasUMbl N0  Yacmome passumusi cepbesHvlx ocaodxcHenuti. (OoHako, no OAHHLIM
aumepamypwl, uauwje nposoosmcs xupypeudeckue manunyiayuu (2,1 npomus 0,6%) [329].
Meouxamenmo3snoe npepuvléanue bepemeHHOCmU YenecooopasHo paccmampueams 00 9 neodenw

bepemenHocmu ¢ UCNOAb308aHUEM HUZKUX 003 muzonpocmona (100 me) [323].

— B ciydae oTka3za ot mpepbiBaHUs O€peMEHHOCTH/ JOCPOUYHOTO POJIOPA3PEIICHHS PEKOMEHTYETC s
BeJiIeHHEe OEepeMEHHOCTH NAaIlMeHTKH MYJIbTUIUCIUILUIMHAPHON KOMAaHJIOM C peryssipHbIM
HaOJII0JIEHUEM U POJIOpa3pEIIEHNEM B CTIEIMAIN3UPOBAHHBIX TepUHATANBHBIX LeHTpax |11 ypoBHs
[15,323].

e EOKIC (YYPB,VYI]2)
Kommenrapun: B ciyuae omkaza om  npepviganus — b6epemeHHOCmU/  00CPOUHO20

podopaapemeﬁu}z nayuenmka geodemcsi ¢ 6€p€M€HHOCmbI0 6blCOKO20 pucka paseumust cep()etmo-
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COCYOUCMBIX OCTONCHEHUU, 8 MOM YUCLe U PAMATbHBIX, C YYACMUeM MyTbmMUOUCYUNIUHAPHOU
KOMAaHObl 8 Cocmage Kapouonoed, aKywepa-eUHeKono2d, aHecme3uo102d-peaHumamonoad,
neouampa u cneyuanucma no JII' [15,322,323]. Ocmomp 6epemennoui kapouonrozom (IxoKIT,
TIIX, oyenka yposus NT-proBNP u nynscoxcumempuu) nposooumcs kasxicovie 2—4 nedenu, a npu
He0bX00UMOCMU — eJICeHedeNbHO (6 mpembem mpumecmpe bepemMeHHOCMU 8 CIyYde NPOIOH2AYUU
bepemennocmu) [324]. Ilpu noserenuu npuznaxos Kimunuveckozo yxyouenus JIAI na nrodoom

CpOKe 6epeMeHH00mu nokasaxna cocnumaiuzayusi nayueHmKu 6 cnet;uaﬂus'upoeayybzﬁ uenmp

[322,323].

— Pexomenyercst mpoBeieHne dXokaparorpadun Bo BpeMs OEpeMEHHOCTH Kaxple 4—6 HeeNb
WK B Cilydyae yXyaAleHus cocrostuus maientku JII' [15,322,324].

e EOKIC (YYPA, VI 2)

— PexomeHyeTcst paccMOTpeTh BO3MOKHOCTB ITPOBE/ICHUS YPE3BEHO3HOM KaTeTepH3aIiy CepIia
o6epemennbiM ¢ JII' mpu HANMMYKUM MOKAa3aHUN C JUATHOCTUYECKOM 1enblo [6,15,322,323].

e EOK IIbC (YYP C, V]I 4)

— PexomeH/yeTcsl BBINOJHEHUE YPECTMIIEBOTHON 3xoKapauorpaduu OepemennsiM ¢ JIIT mms
uckmouenuss  BIIC  npu  HenocraToyHol — MH(POPMATUBHOCTHM — TPAHCTOpaKaJbHOU
axokapauorpaduu [6,15].

e EOKIC(YYPB, VY112
— Pekomenmyercss paccMOTpETh BO3MOXKHOCTH BBITIOJIHEHUS KOMIIBIOTEPHOH TOMOTpaduu
OpPraHOB TPYAHOH KJIETKH C BHYTPHBEHHBIM OOJIOCHBIM KOHTPAaCTHPOBAaHHEM IPH HAJTHYUU
KU3HEHHBIX MTOKAa3aHUH, B TOM YHCIIE U IPU NOJ03PEHUH Ha OCTPYI0 TPOMOOIMOOIIHIO JIETOUHON
aprepuu [6,322,323].

e EOKIIbC (YYPC,YI114)
Kommenrapum: /Ipeonoumenue omoaemca KT ¢ nuzkum ypoenem ayuesoti naepysku (0,01-0,66

mlp) [323].

— Pexomennyercs paccMoTpers mnpopoinkenue JIAD-cmemumduyeckold Tepanmuu BO BpeMs
OepeMEeHHOCTH MAlMEeHTKaM, MOJY4YaBIIUM €€ 10 OepeMEHHOCTH, C 3aMEHOW JIeKapCTBEHHBIX
nmpemnaparos, 06J'Ia,2]aI-OHH/IX NOTCHIUHAJIIBHBIM TEPATOICHHBIM U 3M6pI/IOTOKCI/I‘ICCKI/IM ,ZIeI\/IICTBI/IeM,
Ha Oonee O6e3omacHble [6,15,322,323].

e EOKIIaC (YYPB, Y1/ 2)
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— Pexomennyercs paccmorpers HasHaueHue JIAI-cmenmduueckoid Tepanmuu BO BpeMms
OepeMEHHOCTH MalMEHTKaM 03 MPEeIIeCTBYIOUIEr0 JIEUYEHUS € YYETOM IOTEHLIMAJIbHBIX
TEepaTOTeHHBIX U SMOpHOTOKCHYeCcKuX d(pdekToB nmpenaparos [15,322,323].
e EOK IlaC (YYPB, Y/I12)

KommenTapuu: Oovem JIAI-cneyughuueckoti mepanuu (MoHomepanus uiu KOMOUHUPOBAHHAS
mepanus) onpeoensiemcs Ha 0chosanuu cmpamugurayuu pucka remanvhocmu [10]. B kauecmee
npenapama nepeoul TuHuY yacmo ucnoavzyemcs U®J[3-5 cundenaghun 6 cmapmosotii 0oze 20 me
3 paza/cym. Haznauenue uneanayuonnozo unonpocma™* 6o epems bepemenHocmu u nocie pooos
noxkazano nayuenmxam c II-1V @K (BO3). B noodepynne nayuenmog ¢ NOJOHCUMETbHIM

8A30PEAKMUBHBIM MECMOM Heo0Xo0umo unuyuuposams mepanuio bKK [6,15,49,322].

— He pexomenayercs Ha3HauaThb aHTaroHUCTBl PEIENTOPOB OHHAOTEIMHA M PUOIMUTYAT
OepeMeHHBIM WM IIAHUPYIOMINM OepeMeHHOCTh manueHTkam ¢ JIAI' B cBsi3u ¢ TepaTOreHHBIM U
SMOPHOTOKCHYECKUM JeicTBHeM mpenaparos [12,15,169,323].

e EOKIIIC (YYP A, Y]] 3)

— PexomeHmyeTrcs paccMOTPETh BO3MOXHOCTh Ha3HA4YCHUS (QypoceMHla i KOPPEKIUH
MIPABOXKEITYA0YKOBOM CEpI€YHON HEAOCTATOYHOCTH BO BpeMsi bepemeHHocTH [322,323].

e EOKIIbC (YYPB, Y1/ 3)
KommenTapuu: He pexomernoosano pymunHoe HazHayeHue MOYe20HHOU mepanuu y OepemeHHbIX.
B cnyuae neobxooumocmu — ucnonv3osams nemiuegvle OUYPEMuUKU ¢ OCIMOPOICHOCIBIO 8 CEA3U C
OnacHocmvio 00eoHeHUs (PemoniayeHmapHo2o KPosomoKd, U noo OUHAMUYECKUM KOHMPOLeM

COCMOSAHUS NA0OA.

— He pexoMenayeTcs Ha3Ha4aTh COMPOHOJIAKTOH BO BpeMsi OEPEMEHHOCTH B CBSI3U C BBICOKHM
pHCKOM (heMHHHU3AIMHA HOBOPOXKICHHBIX MYyXCKOro moja [322,323].

e EOKIIIC (YYP A, YV 3)
— PexomenioBana xoppekius neduimmTa sxene3a Bo BpeMsi 06peEMEHHOCTH B CBS3U C HETATUBHBIM
BIMSHUEM Ha ITpolecchl pemoaenuposanus cocyno MKK [165,323].

e EOK IC (YYP B, Y] 2)

— Pexomennyercs otrmeHuth BapdapuHa y OepemenHbix ¢ JIAI/XTOJI, nomy4aBmumx

AQHTUKOAryJsSIHTHYIO Te€panuio aHTaronucramMu ButamuHa K 1o 6epemenHocTd, U3-3a sMOpuo- U
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deTorokcndyeckux 3(PQeKToB mpenapara ¢ Ha3HAUYCHUEM HHU3KOMOJICKYJISPHBIX TEMapHHOB B
TEpaneBTHUYECKUX J103aX B TeUeHHE Bcel OepemenHoctu [15,166,323].

e EOK IC (YYPB, V1] 2)

— PexomeHayeTcss NMpOIOJKUTh WM HayaTh TEPAIHMIO HU3KOMOJICKYJISPHBIMU TeIapuHAMH B
TEpaeBTHUYECKUX JI033aX B pPacyeTe Ha Bec 0 OEPEMEHHOCTH U B TEUCHHE BCEH OepeMEHHOCTH
o6epemennbim ¢ XTIJIT [15,323].

e EOKIC (YYPA, YA 3)

— V Gepemennsix ¢ JIAI', He NOJyYaBIIMX AHTHKOATYISHTHYKO TEPAIMIO 10 OEpEMEHHOCTH,
BO3MOXKHO PacCMOTPETh HA3HAYEHHE HHM3KOMOJIEKYISPHBIX IEelapuHOB B MPOQHIAKTHYECKHX
7103ax B TeYEeHHUE Bcel bepemennoctu [6,15,323,329].

e EOK IIbC (YYP C, VI 4)

- He pexoMmenayeTrcs Ha3Hau€HHE MPSIMBIX MEPOPATBHBIX AHTHKOATYISIHTOB OEpeMEHHBIM
narmentkaM ¢ JIAI' u XTOJII' B cBA3M C OTCYTCTBHEM JaHHBIX 00 3(PQPEKTHBHOCTH U
0e30macHOCTH ATHX Tpenaparos [ 15, 323,329].

e EOKIIIC(YYPA,YIA3)

— Pexomenayetcst paccMOTpeTh mojaBieHue jakTanuu y nauueHtok c¢ JIAT/XTOJII mocne
poJIopa3peNIeHns sl CHUKEHHS pUCKa Pa3BUTHUS HEOIAronpusaTHeIX coObIThii [15,322,323].
e EOKIIaC (YYP A, VI 2)

Kommenrtapuu: Jlakmayus sengemca memaboiudecku  3ampamublM — HPOYECcoM; 8
nociepodosom nepuooe nayuenmku c JIAI/XTOIJIIT umysxcoaromes 6 panHell onmumuzayuu
cneyuguueckol mepanuu  NPenapamami, IKCKPEMmupyrwuMucs ¢ 2pyoOHbIM — MOJIOKOM.
Jlakmayuro nooasnsaom ¢ nomowpio cmarnoapmuulx 003 kabepeonuna (0,25 me kaxcovie 12 u 6
meyenue 2 Ouell) unubpomoxpunmuna (2,5 me 6 oenv pooopaspeutenus, danee 2,5 me 06a pasa 8

OeHb 6 meueHue 14 oneti) [15,323].

— He pexomenayercsi ucnonap30BaTh OOIIYI0 aHECTE3WIO MPH ONEPATUBHOM POJOPA3PEIICHUN
naiueHTok ¢ JIAT/XTOJIT ¢ yueTom pucka MaTeprHHCKON cmepTHOCTH [6,322,323].
e EOKIIIC(YYPA,VYIA3)

— Pexomengyercs MyNbTUAUCHUIUIMHAPHOTO KOHCWJIMYyMa JJisi  ONpENENICHUs IJIaHa
ponopaszpemierus 6epemennasix ¢ JIAT/XTIJIT [15,323].
e EOKIC(YYPB,VYI12)
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Kommentapum: Knouegbie 6onpocwl ce53ambi cO CpoKamul U CHOCOOOM poO0opa3peuetus, niaHom
8e0eHUsl NOCIEPO00B020 NepuUoda (HeodX0OUMOCMb MEXAHUUECKOU NOO0ePIHCKU, Npedbleanue 8
naname uHmeHcueHol mepanuu). IlpeonoumumenbHbiM cHOCOOOM POOOPA3PEUEH U ABTIAIOMCA
POObL yepe3 ecmecmeeHHble pooosble NYMuU, Y4UMbvleds MeHbUiue PUCKU 2eMOpPASUYEeCKUX,
UHMEKYUOHHBIX U  MPOMOOIMOOIUYECKUX OCNONCHEHUL, a MaKdxice MeHee BblpaAdCEeHHble
2eMOOUHaAMUYecKue UMEHeHUsi NO CpaeHeHulo ¢ Kecapegvim ceuenuem. Cuumaemcs, umo
nayuenmox ¢ JIAI/XTOJII" I-IV @K so3moocno pooopaspewams onepamusHuviM nymem ¢
MOHUMOPUPOBAHUEM NAPAMEMPOS YEHMPAIbHOU 2eMOOUHAMUKU U 2A308020 COCMABA KPOBU
[6,15,322,324]. Bo wmmuocux cneyuanusupoBaHHuIX YEHMPAx PEeKOMeHOYemcs nposoounb
pooopaspeuterue 00CcpouHo 6 cpoku 34—36 Hedenvb bepemeHHOCMU, NPU IMOM MUHUMATbHBIL
PpeKomMeHOyemblll CPOK podopaspeuieHus — 32 Hedelu, MaAKCUMATbHbIU (PU YCI08UU HOPMATLHO
npomexaoweli. 6epemMeHHOCmMuU U 2eMOOUHAMUYECKOU cmabunbHocmu nayuenmku) — 37-38
neoenwv [328,329].

— B mociepogoBoM meproje peKOMEHAyeTCs MPUMEHCHHE OKCH/IA a30Ta MIIM HHTAISIIHOHHOTO
wionpocra** [15,323].

e PKOIC (YYPB, VI 2)

9. lucnancepHoe HA0/II0leHHE MAIIMEHTOB € JIETOYHOM runepreH3ueii

- Pexomenyercs orneHka KIMHUYECKOro craTyca y Bcex manueHtoB JIAD ¢ onpenenennem
dbyukmonansHoro kiacca (BO3) kaxasie 612 mecsies u yepe3 3-6 MecsIeB nociae KOPPeKIuu
JIAT -crierurueckoit Tepanuu Wi Opy KIMHHYECKOM yxyameHuu [6,12,15,16].

e EOKIC(YYPA, Y 2)

Kommenrapun: Oyenka KIUHUYeCKo20 cmamyca y Kaircoo2o nayueHma Heobxoouma 0ist OYeHKu
msiicecmu cocmosnusl cmpamugurkayuu pucka U 8bINOIHACMCS 8PAYOM HA KANCOOM GU3UME.
Credyem nocnedogamenvpHO OYeHUMb OUHAMUK) HCA0O DOONbHO20 (BbIPANCEHHOCHb OO0bIUWKU,
Haiuyue CUHKONAIbHLIX COCMOSIHUL, Oonell 6 2pyou, nepugheputeckux omexos, Hanuuue/
xapakmep HapyWeHul pumma cepoya), usmeHerue moaepaHmuocmu K usuieckoil Hacpyske, d
Makaice npusepiIceHHocms K pexomenoyemou mepanuu. Ilayuenmam JIAI' ¢ @K -1V (BO3)
cnedyem peKkomMeH008amsb 6edeHUue OHeBHUKA apMePUAIbHO20 0A8IeHUsl, NYIbCd, 8eca 0151 OYEeHKU
Ha euzume HabmwoOenus. Ilpu  QusuxarbHOM — ocMompe  OYEHUBAIOMCSA — NPUSHAKU
npasodicenyoouxosou CH u camypayusi nepughepuyeckoil Kpogu ¢ NoMOwb0 NYibCOKCUMEMPULL.
Pezynomamom onpoca u ocmompa 6onvrozco asnaemes oyenka @K (BO3), komopwiii, Hecmompst
Ha CYObeKMUBHOCMb OYeHKU, 001aoaem 6blCOKOU npedckazamenvbHoll yennocmoio [15,146].
Yeenuuenue @K ssnsiemcs 0OHUM U3 8AXNCHBIX NOKA3amelell NPpocpeccupo8anus 3a001e6anus u
mpebyem noucka npuyun KiuHu4ecko2o yxyowenus [12].

— PekomeH1yeTcsl BBHITIOTHEHUE TECTa C IEeCTUMUHYTHOM X0Ab001 Kax1ple 6—12 Mecs1eB U uepes
3-6 wmecsmeB mocine wu3MeHeHus JIAD-cmenmpuveckoil Tepanmuu WM TP KIMHHYECKOM
yxyamenunu [6,12,15,16].

e EOKIC (YYPA,YIAA2)

Kommenrtapuu: /Jucmanyus 6 TIIX 6 mempax guxcupyemcs 6 abcomomusix yugpax,
ucnonvsyemcs Ol cmpamupukayuu pucKka, npu dmom OYeHueaemcs: OUHAMUKA NPOUOEeHHOU
oucmanyuu medxcoy eusumamu. OOHaKo ee NpocHOCMUYECKOe 3HAYeHUe OCNApuU8aemcs. no
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oannwvim pecucmpa REVEAL cruocenue oucmanyuu ¢ TIIX 60onee uem na 15% accoyuuposanocs
¢ Hebnazonpusmuvim npocroszom [147]. Ipu ewvinoanenuu TIIIX cnedyem oOonoarHumensho
OYEHUBAMb BbIPANCEHHOCMb 00bIUWKY NO wiKane bopea, ounamuxy camypayuu nepugepuieckoi

KpO8U, YPOBHS ApMepUuaibHo20 0A6IeHUs. U 4acmomyl CEpOeYHbIX COKpaujeHull Ha pone Hazpy3Ku
[103,148].

- Pexomenayercs BeImoHeHHE dXoKapauorpaduu BceM manueHTam JIAD kaxapie 6—12 mecsieB
u 4epe3 3-6 mecsnes nocie koppekuuu JIAI-cnerupuueckor Tepanvy Wik Mpyu KIMHAYECKOM
yxynmenuu [6,15,16].

e EOKIC(YYPA, Y 2)

Kommentapum: OxoKI ocmaemcsa 0ocmynHuim u 6€30nACHbIM UHCIMPYMEHMOM OUHAMUYLECKO20
nabooenus 3a nayuenmamu JII' (pasgen 2.4) [6,12,15,16]. IIlpoenocmuueckumu napamempamu
o bonvrvix JIAIT ocmaiomes naowaow Il u unanuuue vinoma 8 nepukapode, ciedyem
yuumwvléams uHoexc sxcyenmpuunocmu JDK, coomuowenue ouamempog npasoco u 1e6o2o
aHCeny00uKo8, cokpamumenvrylo cnocoonocmo IDK. Ilpu neoocmamounotl uHgpopmamugHocmu
IOxoKT nauenmam c JIAI pexomenoyemcs nposedenue MPT ons mounou oyenku YO u CB [12].
Haubonee ungopmamusHiMu npoSHOCMUYECKUMU NOKA3AMENAMU  ABNAIOMCA  CHUMCEHUE
¢paxyuu evibpoca IDK, xoneuno-ouacmonruueckui UHOEKC U KOHEYHO-CUCMOIUYECKUL UHOEKC

JDK [12,94,95].

— Pexomennyercst BoinonHenue YUBKC nmammentam JIAILT npu peuieHun Bompoca O MPOBEACHUHU
MPEICEePIHON CENTOCTOMUU W/WIM TOCTAHOBKE OOJBHOTO B JIMCT OXHJAAHUS TPAaHCIIAHTALUU
JIETKUX WM KOMILIeKca cepaie-ierkue [6,15,16].

e EOK IC (YYP A, VI 2)

— Brimonnenne UBKC cnenyer paccmorpers y mnamueHtoB JIADT uepe3 3-6 mecsieB mocie
koppekun JIAT -cneruduueckoit Tepanuy Win Npu KIMHUYECKOM yXyiieHuu [6,15,16].

e EOK I1aC (YYP B, V] 2)

- IIpoBenerne UBKC B03MOXXHO paccMOTpeTh y CcTaOmibHbIX nanueHToB JIAIT kaxapie 6-12
Mmecsies [12].

e EOK IIbC (YYP B, VI 3)

Kommenrapum: B nacmosuwee epems omcymemayem 0oxkazamenvhas 6a3a 8 noib3y 6blNOIHeHUs
peeynapruix YBKC 0 0ocmudicenus nyumux ucxooos y nayuenmos JIAI. Oounaxo cywecmeyem
KOHCEeHCYC IKcnepmog o Heobxooumocmu nposedenuss YBKC npu nepecmompe obvema JIAI -
cneyuguueckou mepanuu Ui 00CYHCOeHUU 80NPoca 0 NPogedeHUlU NPedcepoOHOll CenmocmoMul
U/Unu noCMamoske NAYUeHma 6 JUcm odcudanus mpancniaumayuu. Ocmaemcss OmMKpbIMbIM
sonpoc o nokasavusx K evinonnenuro YBKC 0ns ounamuueckoco HaOMoOOeHUs cmabduibHbix
nayuermos. I1o0xo0vl omaudaromcs mexcoy IKCNePmHbLMU YeHMPAMU, HAYUHAS OM Pe2YTAPHOU
UMBA3UBHOU  OYEHKU 2eMOOUHAMUKU 00 HNPEUMyWeCmeeHHO HeUHBA3UGHOU cmpameuu
Habno0eHus 3a OObHLIMU.

108



4192
4193
4194

4195
4196
4197

4198
4199
4200
4201
4202
4203

4204
4205
4206
4207

4208
4209
4210
4211
4212
4213

4214
4215

4216
4217
4218
4219

4220
4221

4222
4223

4224
4225

4226
4227
4228

— BrinosiHeHUE AProcOMPOMETPUH CIEAYET PACCMOTPETh uepe3 3-6 MecsleB Mociae KOPPEKIUU
JIAT -cniertudprueckoii Tepanuu [6,10,105-107].
« EOK IlaC (YYPB, Y1 2)

— BrinonHeHHE 3procCIUPOMETPUN BO3MOKHO PACCMOTPETh Kaxable 6—12 MecsIeB y CTaOMIbHBIX
nanueHToB JIAI" win npu kKIMHUYECKOM yxyauieHuu [12].

« EOK IIbC (YYP B, Y] 3)

Kommenrapun: Haubonvuieli npocHoCmuyeckol YyeHHOCmblo 001a0arm makue UHmezpaibHble
nokazamenu d¢hhexmusHocmu 2a3000Mena 6 1ecKux, KaKk nuKogoe nompedieHue Kuciopood u
BEHMUNAYUOHHBLI DKeUsaieHm no yenekuciomy 2asy [15,16,105/. 3nauenus VOzpeak <11,4
ma/mun/ke u VEINCO2> 45 accoyuuposanvl ¢ Huskotl @vloicusaemocmuio y nayuenmog ¢ JIAI

[148].

- Pexomennayercs uccnenoanue ypoHs NT-proBNP unu BNP B kxpoBu kaxabie 6—12 MmecsiieB
u uepe3 3-6 mecaues nocie koppekuuu JIAT-cnennduueckoit Tepanuy UM Npy KIMHUYECKOM
yxyaumenuu [6,12,15,16].

e EOKIC(YYPA,YIA2)

Kommenrapun: Vposeno BNP/NT-proBNP koppenupyem ¢ msicecmoio oucynkyuu muokapoa
IDK u obnadaem npocnocmuueckou ungopmayueti Kak npu YCmaHo81eHuu OUazsHo3d, maxk u 60
epems Ounamuyeckoeo nabmooenus sa nayuenmom [12]. Konyenmpayus BNP/NT-proBNP
umeem 0OOILWYIO BAPUAOETLHOCMb, NOIMOMY De3VIbmam cieoyem UHMEPnPemupo8ams ¢
yuemom knunudeckou cumyayuu. Xoms BNP umeem 6onee mecuyro xoppensiyuonnyro cesise ¢
eemoounamuroti MKK u menee 3aeucum om ynxyuu nouex, NT-proBNP npeocmasnsemcs 6onee
CUbHBIM NpOo2HOCmuYeckum mapkepom [149].

— PexomeHnyeTcs ucciaenoBaHue ra3oBOro COCTaBa KpPOBU Kaxable 6—12 mecsueB u uepe3 3-6
MecsieB nocie koppekuuu JIAI'-crnenupuyeckoil Tepanuy Wik MpH KIMHUYECKOM YXYALLIEHUU
[6,12,15,16].

e EOKIC(YYPA,YIA2)

KommenTapuu: Ha susumax nabnioodenus y cmabunvHolx nayuenmos JIAI 603mooicna 3amena
uccne0o8anus 24308020 COCMABA KPO8U HA OYeHK)Y nyivcokcumempuu [12].

- PexoMeHmyeTcss TPOBOAUTH MYyJIbCOKCHMETPHIO Ha Ka)IOM BH3HMTE HAOJIOJACHUS y BCEX
nanuenTtos ¢ JIT' [15,16].
« PKO IC (YYP C, VI 3)

AJ'II‘OpI/ITM IMPOBCACHU A OGCHCJIOBaHI/IH B paMKax JHUHAMUYCCKOTO Ha6J'IIO,I[CHI/I}I MMPpEaACTaBJICH B

tabaune 16 (Ilpuioxenue B1).
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10. Opranu3anusi 0Ka3aHusi MeTHIIHHCKOI MOMOIIHU
10.1. lMoka3zanusa AJ19 NJIAHOBOI rOCIIUATAJIAZAUN:

Bepudukanust 3THonoruu U reMoAnHaMudeckoro tumna JIl;

BoinonHenue Ba3opeakTUBHOrO TecTa (y MalMeHTOB ¢ BliepBble BoiABIeHHON UJIAT, HIIAT,
JIAT npu nipueme exkapcTB/ TOKCUHOB);

Onpenenenue nokasanuii s HadanbHOU crparerun JIAT -crienuduueckoii Tepanum;
Onpenenenue NoKa3aHui K TPAHCIIJIAHTALMN JIETKUX WJIM KOMIUIEKCA CEpILIE-TIETKHE;
bepeMeHHOCTD U pOOPA3PELICHHUE;

OKCTpakapAHaIbHble XUPYprUueCKHE BMEIIATENbCTBA;

Headbdexrupnas JIAT -cnennduueckas Tepanusi Ha aMOyIaTOPHOM 3Tarie.

10.2. IMoxa3aHust ISl SKCTPEHHON FOCIIUTATU3ALMM:

Ocnoxunenust  JIAI', TpeOyromume HMHTEHCHMBHOM  TepamMu:  JEKOMIEHCHPOBAaHHAs
npaBoxenynoukoBas CH ¢ cucteMHOM rUIOTOHUEH W/WIIK OJIUTypHEH;

Octpas TpoM605MO0IIUS JIETOUHOH apTepuH;
Jlerounoe kpoBoTeUEHUE;
['eMomHaMUYECKH 3HAYMMBbIE HApYIIEHUS! pUTMa/ IPOBOIUMOCTH;

PGLII/II[I/IBI/IPYIOHII/IC CHHKOIIAJIbHBIC COCTOSHUA

10.3. IToka3aHus K BhINKCKE MALNMEHTA U3 CTAIHOHAPA:

— T'emogmHamuveckasi CTaOMIIBHOCTh 0€3 MHOTPOITHOM MOJCPKKH

— Ilepexon Ha nepopanbHbIe JUYPETUKHU.

10.4. Unble opraHn3anMoHHbIe TEXHOJIOTHI

[Tpu anamuze pabotel JIIIY ¢ manuentamu c JII' mienecooOpa3HO aHAIM3UPOBATh CIEAYIOIIHE
MOKa3aTelIn:

MPOLEHT MallMeHTOB, KOTOPBIM BBINOJHEHO aJ€KBaTHOE 00CIEAOBAHHWE B 3aBUCHUMOCTH OT
yposHs JIITY;

IIPOLIEHT NAIIMEHTOB, KOTOpHIM BhIntosIHEHa YBKC B skcriepTHOM LieHTpe 10 nHumanuu JIAT -
crenupuiecKon Tepamnuu;

NPOLEHT TManueHToB ¢ BrepBble ycraHoBieHHOW WJIAI/HIIATI/JIAIT npu npueme
JIEKapCTB/TOKCUHOB C BBIIIOJTHEHHUEM Ba30PEaKTUBHOTO TECTA JI0 Ha3HAYEHUS crieln(uyecKoit
TEpaIuu B SKCIIEPTHOM LIEHTPE;

nporieHT mnauumeHToB JIAIT ¢ BbiGopom crparerun JIAI-cnenmduueckoir Tepanuu B
COOTBETCTBUU CTpaTU(UKALUN PUCKA JIETAIbHOCTH;

IMPOLCHT IMAIMCHTOB, NCPCHECIINX JKCTpaKapAHWAJIbHBIC XUPYPru4€CKUC BMCEIIATCIIECTBA B
YCIIOBUSAX 3KCIICPTHOTO LICHTPA;
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nporeHT nanueHToB ¢ JIAD, HaOmomaromuxcs B aMOyJIaTOPHBIX YCIOBHSX, KapAHOJIOTOM-
cnenuanucTom 1o JII;

IPOIEHT MalUeHToB, obecnedeHHbIX JIAT-crienmduueckoil Tepanuei, B TEYCHUE OJHOTO
Mecsa rnocie Bepudukanuu auarnosa JIAT/ XTI,

IMPOLCHT MalMCHTOB, KOTOPLIM CBOCBPEMCHHO OIIPCACIICHBI IIOKa3aHWA K TpaHCIIAaHTAalluK
JICTKUX HUJIU CCPACUHO-JICTOYHOI'O KOMILJIICKCA,

npoueHT nauueHtoB ¢ XTOJII', HampaBieHHBIX B 3KCHEPTHBIM LEHTP Ui ONPEIEIICHUs
noka3zanuit k JI93, BAII JIA unu MeaMKaMeHTO3HOU Tepanuu.

11. JlomosnuTenbHasi uHopMamusi (B TOM umncie (PAKTOPbl, BJIUSIOIIHE HA HCXOJ
3a00J1eBaHMsI MJIH COCTOSIHHS)
Ilenu neuenus naiyeHToB ¢ JII':

® JIOCTIDKEHUE KpPUTEPUEB HHU3KOIO pHUCKA JIeTANbHOCTH ¢ (<5% B TedeHue roma mjs
6onbHbIX ¢ JIAT);

e Kkoppekius Bcex mMogubunupyemMpeix OP (mpoduinakTika HHTEPKYPPEHTHBIX WHOEKIIHIA,
npenynpexaeHne 0epeMeHHOCTH, ONTUMAIIBHOE JICYEHUE COMYTCTBYIONIEH MMaTONIOTUH U

ap.);

® 3aMeJieHHE MPOTPECCHUPOBAHUS U/WIM YMEHBIICHUE YAaCTOThI TOCTIMTATIN3AIUI B CBSI3U C
JIAT/XTOJII' npu  peryaspHOM HAaOMIOAEHHMM M  CBOEBPEMEHHOM  KOPPEKIUU
crenn(pUIecKoi 1 MoIAeP >KUBAIOIICH TEpaTUH.

KpuTepnu OIIEHKH KAa4eCTBA MeAUIMHCKOM MOMOIIM

HaJIMuue pa3BepHYyTOro KiIMHU4eckoro nuartosa ¢opmsl JII', coorBercTByromero MKbB-10 ¢
ykazaHueM (yHKIHOHaIbHOro Kinacca (BO3);

BBIMIOJITHEHUE CTaHJapTa o0OCIeAOBaHHUS B 3aBUCHUMOCTH OT YPOBHS MEAMIIMHCKOIO
yupexaenus (Ta6a.21, Ipunoxenne b1);

BepU(pUKaLUs AUarHo3a Win oNpeeseHue MapIIpyTU3aliK B SKCIIEPTHBIN LIEHTP;
NpoBe/IeHUE CTPATU(UKALIMH PHCKaA JeTaTbHOCTH;

000CHOBaHHOCTBH BbIOOpa crpateruu JIAT -cnennduueckoit Tepanuu;

000CHOBaHHOCTb ITPOBEICHUS XUPYpPrUUecKoro jedeHus y nauentos ¢ JIAI/ XTOJIT;
HaJIMYMe PEKOMEHJIAINH 10 aMOyJIaTOPHOMY BEJICHHIO MAI[MEHTOB.

CBOEBPEMEHHOCTb HarpaBieHus 0epeMeHHbIX ¢ JI[' B akcriepTHBIN HEHTP;

HampaBjeHue B OKcrepTHbI 1meHTp mnanuenta ¢ JIAT/XTOJII anst  BBIMOTHEHUS
AKCTPAKAPAUAIBHOIO XUPYPTUUECKOTO BMEIIATENILCTBA.
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Kpurepun xagectBa okazanusi MenuuHCKON momotu nanuentam JIAT/XTOJII npeacraBieHs
B Tabuie 23 (Ilpunoxenue I'1).

Kpurepumn s3xcnepraoro uenrpa JII'

— Hanuuune MyabTUAUMCHUILIMHAPHOW KOMAaHJBl CHEIUATUCTOB (KapAHUOJor, MYJIbMOHOJIOT,
PEHTICHOJIOT, aHECTE3UO0JIOr-PEAHUMATOJIOT, CEPACUHO-COCYUCTIM XUPYPT, IHI0BACKYIISPHBIMA
XUPYpPr, PEBMATOJIOT, IICUXOJIOT), OTHEIbHBIE CIEHHAIUCTB (HApUMeEp, IYJIbMOHOJIOT,
pEeBMATOJIOr,  TICUXOJIOT,  aKYIIEp-TUHEKOJOT WU JIp.)  MOTLYT  TMpHUBIEKATbCA B
MYJIbTUIUCIUIUIMHAPHYIO KOMaHly U3 IpyTUX yupexaeHui! [6,15,16,44].

e EOK IC (YYP A, VI 2)

— BO3MOXHOCTH  OBICTPOTO  TEPCHANpPABICHHUS B  CICHHAIU3UPOBAHHBIE  OTICIICHUS
(peBMaTOJIOTHS), BHIMIOJTHCHHE TPOMOIHIAPTEPIKTOMUHN U3 JISTOYHON apTepPHH, XUPYPTUUCCKOM
koppekuuu BIIC, TpancruianTanmm JIerkux WiM KOMIUIEKca Jierkue-cepaue [6,15,16,44].

e EOK IA (YYP A, VI 2)

— Jlunamuueckoe HaOmrojeHue He MeHee 50 marMeHTOB ¢ BepU(UIIMPOBAHHBIM JIHATHO30M
JIAT/XTOJII' u He meHee AByX HOBBIX ciydaeB auarHocTuku JIAI/XTOJI exemecsuHo
[6,15,16,44].

e EOK l1aC (YYP B, Y]] 2)

— BeinonHenue He MmeHee 20 Ba30peakTUBHBIX TeCTOB B roj y nauueHTos ¢ UJIATL, HIIATL u JIAT,
aCCOLIMHMPOBAHHOM C JIEKAPCTBEHHBIMU MpenaparaMu/TokcuHamiu [6,15,16].

e EOK l1aC (YYP B, Y]] 2)

— [IpoBenenne knmuaudeckux uccuenoBanuii Il u Il pa3 y mamuenTos ¢ JII'.

e EOK Il1aC (YYP B, Y]] 2)
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IIpunoxenune Al. CocraB palodell rpynmnsl 1mo paspadorke M mepecMOTpY
KJIMHUYECKUX PeKOMEeHIaluu

YseHsl paboueit rpyIIbl MOATBEPIUIN OTCYTCTBHUE (PUHAHCOBOM MOIEPKKH / KOHPIIUKTA
uHTEpecoB. B ciydae cooliieHust 0 Haauuuu KOH(IMKTa HHTEPECOB, YieH(bl) pabouel rpymsl

ObLI(1) UCKITIOYEH(BI) U3 00CYKIEHUS Pa3/IeNOB, CBSI3aHHBIX C 00JIACTHIO0 KOH(IMKTA HHTEPECOB.
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5301 IIpuio:xkenue A2. MeToa0/10rus pa3padoTKH KIMHUYECKUX PEKOMEH A i
5302 Bcenencteue Toro, uto PKO BxomuT B coctaB EBporeiickoro o0miecTBa KapIuoiaoroB
5303 (EOK), u umenst PKO Taxke sBistorcs wieHamu EOK, Bce eBporeiickue peKkoMeHaarnu
5304  dopmupyloTCs C€ y4yaCTHEM POCCHUMCKHX OKCIEPTOB, KOTOPBIE SBISIOTCA COABTOPAMH
5305 pexomenmanwmii. Takum oOpazom, cymectBytoiiue pekomeHaanun EOK otpaxaroT oOiiee MHEHME
5306  BeaymMX pOCCUHUCKHUX U €BPONEHCKHUX KapUOJIOTOB.
5307 B cBs13u ¢ 3THM popMHUpOBaHUE HALIMOHAIBHBIX PEKOMEH AN TPOBOAMIOCH HA OCHOBE
5308 pexkomenmammii EOK ¢ ydeToM HanMOHAJIBHON CHenU(HUKHA, OCOOCHHOCTEH O0CIIeIOBaHHS,
5309  neyeHws, JAOCTYIMHOCTH TOW WM WHOW MEIMIMHCKON momomd. I[lo 3Toii mpuumHe B Xome
5310  pa3zpaboTku poccuiickux kiauHHUYeckux pexomennauuii PKO wucronb30BaHbl MeXayHapOaHbBIE
5311  kJacchl MOKa3aHUM PEKOMEHIAIHi, TO3BOJISIONINE OIIEHUTh HEOOXOJUMOCTh BBIIOJIHEHUS Te3Uca
5312  pexkomeHIAIM ¥ YPOBHU TOCTOBEPHOCTH JI0OKA3aTEIbCTB JaHHBIX Kiacco (Tabmuubt 7 u 8).
5313 B Tex cnyuasnx, korna B EBponeickux pekoMeHAAMAX OTCYTCTBOBAJIN KJIACCHI U YPOBHU
5314  pokazaTenbHOCTH, HO 1O MHEeHHIO 3kcrneptoB PKO paHHble Te3WCHl SBISUIMCH KpaiiHe
5315  HEoOXOJUMBIMH TSI BBITOJHEHHS WM HA000POT a0COIFOTHO HE PEKOMEHI0BAHbBI K TPUMEHEHHUIO
5316  oskcneptet PKO ocHOBBIBasich Ha TpaBmiaXx (GOPMHUPOBAHUS KIACCOB IMOKA3aHHWHA COTJIACHO
5317  pekoMeHAAIHsIM €BPOIECHCKOTr0 O0IIECTBA KapAHOJIOTOB, CAMH ITPOCTABIISUIH KJIACChl i ypOBHU. B
5318  pmannoii curyauun o6o3znauenne EOK 3ameneno Ha PKO- xmaccel M ypoBHH, pOCTaBICHHBIC
5319  skcmepramu PKO.
5320 Kpome Toro, moGamBiena HoBas cuctemMa mkan YJJ wm YVYP mia neueOHBIX,
5321 peaOMIHUTANMOHHBIX, MPOPUIAKTHUSCKAX BMEMIATECILCTB M JMATHOCTUYCCKUX BMEMIATEIHCTB
5322  (Tabmumer 9, 10 u 11), BBenennas B 2018 r. ®I'BY LIDKKMIT Munzapasa P®. Takum o6pazom,
5323 B TeKcTe KIMHUYECKUX pEeKOMEHAaluid, pazpabarbiBaembix sdkcrepramu PKO, onHoBpeMeHHO
5324  wucnonb3oBaHbI ABe miKaisl (Tadmwuie! 7,8,9,10,11).
5325 Tadoauua 7. Knaccsl noka3zanuii corsiacHo pekomengauusam EBponeiickoro Oouecrsa
53Xapauosoros (EOK).
Kiace Ipennaraemas
pexoMeHaauMi Omnpenenenue qmpM);;l:lpOBKa
(EOK) HCITOJIB30BaHUA
I I[oxa3aH0 nin 06H.I€HpPI3HaHHO, YTO AUMAarHoCTHYCCKasA npoucaypa, PeKOMeHZ[OBaHO/
BMENIATEILCTBO/ JIEUEHUE SIBIISTIOTCS Sq)q)eKTI/IBHBIMI/I U ITOJIC3HBIMHU IIOKa3aHO
BosbmuHCTBO TaHHBIX/MHEHUH B MOJB3Y 3P QeKTHBHOCTH/TIONB3bI | LlenecoobpasHo
lla ,Z[I/IaFHOCTI/I‘IeCKOﬁ mnpoucaypbl, BMCIIATCIILCTBA, JICHCHUS HpI/IMeHHTI)
3¢ hexTUBHOCTB/TIONB3a TUATHOCTHYECKON TPOLIETYPHI, MoxHO
b BMCIIATCIILCTBA, JICYHCHUSA YCTAHOBJICHBI MCHEC Y6C}II/ITGHBHO HNPUMCHSTH
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JlanHbIe WM eIMHOE MHEHHE, 9TO TUArHOCTHYECKas MPoLeaypa, He

“I BMCIIATCJIBbCTBO, JICUCHHUEC 6GCHOJ'I63HI)I/H6 3(1)(1)6KTI/IBHI)I, aB pSII[C peKOMeHILyeTCH
cnyqaeB MOFyT HpI/IHOCI/ITI) BpCI[ HpI/IMeHHTb
5327
5328 Tabauua 8. YpoBHH 10CTOBEPHOCTH 0KA3aTEIbCTB COIJIACHO PeKOMEHIAIMAM

5329  Esponeiickoro O6mecra Kapaunosaoros (EOK).

YpoBun gocroBepHoctu aokazareabcT (EOK)

A I[aHHBIC MHOTOYHUCJIICHHBIX PAHAOMU3UPOBAHHBIX KIMHUYECKUX I/ICCJ'ICI[OB&HI/Iﬁ nim
MCTaaHAJIU30B
B I[aHHI)IC IMOJIYYCHBI 11O PE3yJjibTaTaM OJHOTO PAHAOMU3UPOBAHHOT'O KIIMHUYCCKOI'O

HCCIICNOBAaHNA WU KPYITHBIX HEPAHAOMU3SUPOBAHHBIX HCCICI0BaHUI

C CornacoBaHHOE MHEHHE SKCIIEPTOB H/FUTH PE3yJIbTaThl HEOOIBITNX UCCIIEAOBAHUM,
PETPOCIEKTUBHBIX UCCIIEIOBAHUM, PETUCTPOB
5330
5331 Ta6auna 9. llIkana ouenku ypoBHeii 1ocToBepHocTH 10Ka3aTeabeTB (Y /1) 11 MmeTo10B

533arnocTuKM (IMArHOCTUYECKUX BMEIIATEIHLCTB)

YA Pacuugposka

1 Cucremarnueckue 0030pBl HCCIIEOBAHWKA C KOHTPOJEM pe(epeHCHBIM METOAOM HIIH
CHUCTEMAaTH4YeCKUid  0030p  paHJAOMH3HPOBAaHHBIX  KIMHUYECKUX  HMCCIEJOBAaHUN  C
NPUMEHEHHEeM MeTaaHalIn3a

2 OTI[eJ'IBHLIC HUCCICAOBAHHUA C KOHTPOJICM pe(l)epeHCHLIM METOAOM WM OTIACIIBHBIC
PaHIOMU3SUPOBAHHBIC KIIMHUYCCKHUEC HCCIICA0BaHUA n CUCTCMATHYCCKHEC 0630pbl
I/ICCJ'IQ,HOBaHHﬁ TIF000ro HHSaﬁHa, 34 HCKIIIOYUYCHUEM PaHAOMHU3HUPOBAHHBIX KIMHUYCCKUX
HCCJ'IeI[OBaHHﬁ, C IPUMCHCHUECM METaaHaIN3a

3 UccnenoBanus 0e3  MOCIIENOBATEIBHOTO KOHTPOJSA PEPEPEeHCHBIM METOJIOM  HJIN
HCCIIeIOBaHUA C pehepeHCHBIM METO/IOM, HE SBISIONIMMCS HE3aBUCUMBIM OT HCCIIETyeMOTO
MeTOJa WM HEpPaHJIOMU3HPOBAHHBIC CPABHUTEIBHBIE WCCICAOBAHUSA, B TOM YHCIIE
KOTOPTHBIE HCCIIEOBAHUS

4 HeCpaBHI/ITeHBHHe HCCJIICAOBAaHNs, OTIMCAHNEC KIIMHUYCCKOI'0 CiIyvast
) Nmeercs muib 000CHOBaHHE MEXaHU3MA JISHCTBHUS T MHEHHE SKCIIEPTOB
5333
5334 Tadauna 10. Hlkasa oneHKH YpOBHel J0CTOBepHOCTH AoKa3aTeabeTB (Y /) nis

5335 MeTo0B NPOPUIAKTHKH, JedeHUs] U peaduauTanuu (NPpoPUIAKTHYECKHX, JeYeOHBbIX,

5336 peaGMIMTANIMOHHBIX BMEIIATEIbCTB)

5337

YAl Pacmmgposka

1 Cucrematmnueckuii 0030p PKU ¢ npuMeHneHnemM MeraaHanmsa
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2 Otnensabie PKU u cucrematudeckme 0030pbI HCCICHOBAHWM JIOOOTO [M3aifHa, 3a
uckimouenuem PKU, ¢ npumeHeHnemM MeTaaHanusa

3 HCpaH}IOMI/BI/IpOBaHHHe CPaBHUTCIILHBIC UCCJIICAOBAHNA, B T. 4. KOTOPTHBIC UCCIICAOBAHUA

4 HCCpaBHI/ITCHLHLIe HCCJIICAOBAHUS, OIMMMCAHUC KIIMHUYCCKOI'o Ciiydasd WKW CEpHUU CIIy4dacs,
HCCIICIOBAHUA (<CJIy‘IaI>'I-KOHTpOJ'IL))

5 HNmeercs aums 0OOCHOBaHHE MEXaHMU3Ma JICUCTBHSL BMeEIIATEIBCTBA (I[OKJ'H/IHI/I‘JCCKI/IG

WCCIIEIOBAHNS) FJTH MHEHHE DKCTIEPTOB

5338
5339 Tabauua 11. HIkana oueHku ypoBHeii yoeaureabHocTH pekomenaanuii (YYP) nias
5340 MeT010B MPOPUIAKTHKH, THATHOCTHKH, JeUeHHUs U peaduanTanun (MpoPpuaIakTuIecKnx,
5341 npuMarHoCTHYeCKHX, JeueOHBIX, peadHIUTAIMOHHBIX BMEIIATEIbCTB)
5342

YvypP Pacmudposka

A CunbHasi pexkoMmeHAauusi (Bce paccMarTpuBaeMble KpuTepul 3()(HEKTHBHOCTH (MCXOIBI)
SABJIAIOTCA BaXXHBIMHU, BCC€ HCCICAOBAaHHUA HMMCECIOT BBICOKOC MM YAOBJICTBOPHUTCIBHOC
METOHOJIOTHUYCCKOE Kady€CTBO, HMX BBIBOJAbI II0 HHTEPECYIOIIUM HCXOJAaM SABJIAIOTCA
COTJIACOBAaHHBIMHU)

B YcnoBHas pekoMeHaanus (He Bce paccMaTprBaeMbie KpuTepuu 3(pPpeKTHBHOCTH (MCXOMIBI)
SABJSIFOTCA Ba’XHBIMHU, HE BCC HCCICOOBAaHHA HMEIOT BBICOKOC HWIIM YHAOBJICTBOPUTEIBHOC
METOAO0JIOI'NYECKOEC KAa4E€CTBO I/I/I/IJII/I HX BBIBOJBI IO UHTCPECYIOMINUM UCXOJaM HE SABJIAIOTCA
COTJIACOBAaHHBIMH)

C Cnabas pexomeHmanwsi (OTCYTCTBHE JOKa3aTeNbCTB HaJIJIeKallero KadecTBa (Bce
paccMaTpuBaeMble KpuTepun 3(PQeKTUBHOCTH (MCXOMABI) SBISIOTCS HEBaXKHBIMU, BCE
ucciaeagoBaHuA HMCIHOT HH3KO€ MCTOHOJIOTHYCCKOC KadYeCTBO W HUX BBIBOABI IIO
HWHTEPECYIOIIUM UCX0/1aM He SBJISIOTCS COTVIACOBAaHHBIMHU)

5343

5344

5345 exaeBasi ayAuTOPHUs JAHHBIX KIMHUYECKUX PEKOMEHIAIMIi:

5346 1. Bpau-kapauosor

5347 2. Bpau-mynbeMoHOIOT

5348 3. Bpau-peBmaTtoior

5349 4. Bpau aHecTe3n0J0r-peaHuMaTOIOr

5350 5. Cepne4yHO-COCYAUCTBIN XUPYpr

5351 6. Bpau myueBoii qHarHOCTHKH

5352 7. Bpau o0meit mpakTUKu

5353

5354  TIIpuaoxenue A3. CnpaBoyHble MAaTepHAJbl, BKJIKYas COOTBETCTBHE MOKA3aHMil K
5355 mnpUMEHEeHMI0 M TPOTHBONMOKA3aHMIi, CMOCOO0B NPHMEHEHHS] M /03 JeKAapCTBEHHbIX
5356 mpemapaToB, HHCTPYKIIMHU N0 MPUMEHEHHIO JIeKAPCTBEHHOT0 Npenapara

5357

5358 Ta6umua 12. CraproBble 1 MakcuMalibHble 103bl JIAT-cnenuduyeckux npenapaTon
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5359

5360
5361

5362
5363

5364
5365
5366
5367
5368
5369
5370

IIpenapar CraproBas n03a MaxkcumajibHast CyTOYHAs
JA03HPOBKA

BHOKaTOpBI KaJIbIIMECBBIX KaHAJIOB

Hudenunun-perapa 30 Mr x 2 pa3a B IcHb 120-240 mr
AMnoaunuH 2,5 mr x 1 pa3 B 1eHb 15 mr
Juntnazem 60 Mr x 3 paza B IcHb 240-360 mr

AHTaroHuCTHI PEUCIITOPOB SHAOTCINHA

AmMOpu3eHTaH 5 wmr x 1 pa3 B ieHb 10 mr
bosenran 62,5 Mr x 2 pasa B J€Hb 250 mr
ManureHnran 10 mr x 1 pa3 B neHb 10 mr

Nuruburopst ®/13-5

Cunnenadun 5-10 mr x 2-3 paza B 60 mr
JIEHb
Tanmanadpun 20 mr x 1 pa3 B 1eHb 40 mr
Crumynstop pI'LL: 1 mr x 3 pa3 B n1eHb 7,5 mMr
Puonuryar
[IpocTanou: 2,5 MKT 6 pa3 5 MKT 6-9 pa3

NHranaumoHHeIi niaonpoct

Aronuct peuentopos I111; 200 mkr 2 paza 3200 MKr
ceJieKcuIar

HpI/IMeanI/ICZ *I[03a, A0CTaBJIsIeMad 4€pe3 MYHALITYK HHTAJIATOPA

IIpuioxkenue b. AJiropuT™MbI 1eliCTBHH Bpaya
IIpniaoxenne bB1. Anropurm aeiicTBHi Bpaya npu 00CIe0OBAHMHM NMALMEHTA € JErOYHOMN

runeprensuen

Tab6auua 13. Pacnipenenenue jJeKapcTBEeHHbIX MPeNapaToB U TOKCHHOB B 3aBUCHMOCTH OT

CTeNeHU PUCKA Pa3BUTHS JIerO4YHOI apTepHaJbHOM runepreHsuu [6, 11]

OnpenesneHHbIi BeposiTHblii
e AMMHOpPEKC e Kokann
o  DendmropamMuH e  @DeHWINPOIaHOJaMHUH
JHexchendaropamun e AmdeTaMHHOIOT00HBIE TIPErapaThl
e Tokcuyeckoe parncosoe e Hurepdepon a u f
Macio e AnKHUIMpYIOUIME NIpenapaTsl
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5371

5372

5373
5374
5375

e bBendmroopekc (uuxnodocdpamun, muromuiut C)

e JlazaTuHuob e  DKCTPAaKTHI TPaBbl 3B€pP0OOOs
e MeramdperaMUHbI HIPOJIBIPSIBJICHHOTO
e bo3yTuHu6b

e AHTUBHpYCHBIE NIpenapaThl IPOTUB BUpYyCa

renatuta C npsiMmoro aeictBus (codocOyBup)

WuaupyOun (kuraiickas tpasa L{un-/lait)

Hunazokcun

JlemyHOMMI T

L-tpunrtopan

e Ilonatunuo6

e CenleKTUBHBIE HHTUOUTOPBI IPOTEACOM
(xaphunzomuo)

e PactBopuTenu (TpUXJIOPITHUIIEH)

Ta6auna 14 . OcHoBHBIe (pOPMYJIBI VIS pacuyeTa reMoAUHAMUYECKUX MOKAa3aTeJ el

IToka3arens

dopmyia

Cpennee JIJIA, MM pT. CT.

(CIUTA + 2*JIJUUTA)/3

Cepneunsiit uagexc (CH), 1/Mun/m?

MOK/momaas ToBEpXHOCTH Tena

JICC, en. Byna (cpen. AJIA-J13JTA)/MOK
TIIT", MM pT. CT. cpen. JJJIA-/I3JTA

HIIT, MM pT. CT. JOJTA-3J1IA

VY napHslii 06beM seBoro xenynouka (YO MOK/MCC

JDK)

HNupexc YAApHOTO 0o0BeMa JIEBOTO JKeIyao4Kka

YO JIXK/mmomianb moBepXHOCTH Tea

[Tpumeuanue: [I3JIA — naBneHue 3akauHUBaHUS B JierouHoil aptepuu, JJIA — naBnenue B
nerounoit aprepum; JAJIJIA — auactonmyeckoe nasieHue B jeroyHoil aprepuu; JOK — neBwii
xynynouek, JICC — nerouHoe cocyaucroe compotusieHne, MOK — MuHYTHbIH 00BeM
kpoBooOpamenus; CIJIA — cucronuueckoe napineHue B JjeroyHo aprepum; TIIIN —
TPaHCIYJIbMOHANIBHBIN rpasueHT, Y O- ynapHslii 06beM, HCC —4yacToTa cepIeuHbIX COKpaIleHHH

PucyHnok 1. AJiropuTm JHArHOCTUKH JIETOYHOI THIIePTEH3UU
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( aHamHes, pusnkanbHoe obcnegosaHme, nynbcokcumetpua, KT,
peHTreHorpadua OTK,®B[, Y31 neueHun

l

OueHKa BepPOATHOCTH Huskan
‘ IxoKl BEPOATHOCTb

OpfbiwKa HEACHOTO reHesa u/unn nogospexue Ha Il ’

Hanuuma NIl

Mouck ap. NnpUuKnH
WA HabngeHue

A

MpomexyTouHan
WK BbICOKaRA

!

bbicTpoe
HafnpageneHue KT OTK c kouTpactom ufunu ’
nayveHTos nepdysnoHHaA cUMHTUrpadUa
BbICOKOro pucKa l

MaTtonorus nesbix Kamep cepgua
WAW NErKMUX NOATBEPHAEHA.
BepeHue 0CHOBHOM NaTonorMm

KnuHuueckn sHaummasn aa
NaToNorMA NeBbix Kamep
cepaua u/man nerkux

HeT
Bepudukauma amarHosa:

3xoKr, YN3xoKr*,

YBKC c BazopeakTueHbiM Tectom *, AH®, HCVab. HbsAg, NT-proBNP;
A®C*, KIMHT, koMnneKcHas oLeHKa GyHKLNK

BbIXaHUA ¢ OLUEeHKoW AnddY3HOHHON cnocoBHOCTU NerkuxX,

MPT cepaua*

JKcnepTHbIN UeHTp | ————

5376
5377

5378

5379
5380

5381 Ta6auna 15. BepositHocTh Hajauuusi JIT', cBA3aHHOIM ¢ maToJIOTHEH JIEBBIX OT/EJI0B cepana

IIpomeskyTouHas
Jlannbie MaJioBeposiTHO BEPOSITHOCTD BepositHo
Bospacr <60 et 60—70 ner >70 ner

Oxupenue, Al', TUCIUTAIEMIIS,
HapyILIEHUE TOJEPAHTHOCTH K OTCyTCTBYIOT 1-2 >2
[III0K03€/caxapHbli AuadeT

Hanuuue 3a0051€BaHN JIEBBIX

Her a
OTZIEJIOB CepLa € 2 Jla
BwmemarenscTBa Ha ceple B Her Her Jla
aHaMHe3e
. nocTostHHast/
OUOPHILTATS TIPEICEP U OTCYTCTBYET MapOKCH3MATbHAS
MEPCUCTUPYIOMIAs
CTpyKTypHBIE 3200JIeBaHHs Her Her e
cepaua
B Hopme mimn
OKT’ MIPU3HAKH Ywmepennas ['JIK BJIHIIT wmm TJDK

neperpysku [DK
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5382
5383
5384

5385
5386
5387

5388
5389

- Orcyrcrsue - OrcyrcTBHE
IxoKI mmatanuu JITT aunatatyy JIIT . i
s and Crenenp MUTpaIbHON -
- E/’<13
HEIOCTATOYHOCTH <2
- Bricokuit B
VE/VCO - TloBblmieHHBIH
2
- OrcyrcTByeT VE/VCO,
OprocnupomeTpust beromeH - (eHOMEH Harpy304HOM -
Harpy304HON OCLIALIATOPHON
OCIIJLITOPHON BEHTWISILIUN
BEHTHJISIIIAN
—  OtcyrcTBHE
MaTOJIOTUN
MPT cepama =
JIEBBIX OTIETIOB
cepamna

Taonuua 16. lunamuyeckoe HadaoneHue nanuenTon JIAT

Hcxonno Yepes 3-6 mec. Kaxnpie 6-12 mec.
mnociue y CTaOMIBHBIX
KOPPCKHP;H 6OJIBHBIX '
Tepanun

Kmunngeckas ornenka (PK)

Tect ¢ 6-MUHYTHO# X01B00M

AHanm3sl KpOBU
23
(Bki. NT-proBNP)

OKI'

OxoKI"
OreHKa ra30BOro cocraBa
KpOBI/I 1501058 l'[yJ'ILCOKCI/IMeTpI/Iﬂ

OHpOCHI/IKI/I I OICHKH
Ka4yeCTBa )XU3HU

Junatanus JITT
(namexc oObeMa

JIT > 34 mi/n’)
['JEK

CreneHp
MUTPATEHON

HEJ0CTaTOYHOCTU
>2

YMepeHHo
OBBINIEHHBIN

VE//CO,

(heHoMeH
Harpy304HOR
OCLAIATOPHON
BEHTWISILIUU

oK
Junatanus JITT
(medhopmarus
WJIH OTHOIICHUE
JITI/TIIT >1)

Ipu KIMHIYECKOM
YXYALICHUN
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5390
5391

5392
5393

5394
5395

5396
5397

5398
5399
5400
5401

OprocnupoMeTpust

YBKC

1 .
Ipumedanns: - Cpoku Habaw00eHus 00ACHbL OblMb CKOPPEKMUPOBAHbL 8 3ABUCUMOCIIU 0N KIUHUYECKOU CUMYayul, JMUOT02UY
JIAT, kamezopuu pucka, conymcmeyioujeii Namono2uu.

lla

lla

2 .
OcHognble 1abopamopHvie mecnvl 6KIOYAOM 00wl anaius kposu, MHO (v nayuenmos, noayuarouux aHma2oHucnvl
sumamuna K), buoxumuueckuii ananuz kposu (kpeamunun, nampui, kanui, ACT/AJIT, 6unupybun), BNP/NT-proBNP.

3
Hon. nabopamopuvie ananusvr (TTI, mpononun, mouesas Kucioma, yposensv dcenesa u m. 0.) npogooAMCsa 8 3a8UCUMOCIU OM
KIUHUYECKUX 0CODeHHOCmell nayueHma.

4 .
Oyenky 2a306020 cocmasa Kposu ciedyen npogooUms Npu HavalbHOU OYeHKe, a NPU OUHAMUYECKOM HAONI0OOeHUU )
CMABGUNLHBIX NAYUEHINOE BO3MOICHA 3AMEHA HA NYTbCOKCUMEMPUIO.

Tabauua 17. /lnarnocTuyeckue MPU3HAKH Y MAMEHTOB ¢ pa3iudHbiMu popmamu JII'

JluarnocTuueck PesyabTaTnl/ I'pynna 1 I'pynna 2 I'pynna 3 I'pynna 4
uii MmeTox NPU3HAKH (JIAT) (JIT BcaeacrBue (JIT BcaeacrBue (JIT BcaeacrBue
NaTOJI0THH JIEBBIX 3a00/1eBanuii 00CTPYKIHH
OT/Ie/I0B cepaua) JIETKHX) JIETOYHBIX
apTepuii)
Knunnueckue Knunnueckue TauueHTs! pa3HbIX IIpeumyiiecTBEeHHO IIpeumyiiecTBEeHHO [NauueHTs! pa3Horo
MIPOSIBIICHUS IIPU3HAKH BO3PACTHBIX IPYIIII, MTaUEeHTHI TOXKUIOTO MTaIUEHTHI TOXKUIOTO BO3pacTa, C
HO BO3pacTa, IpeobiafaHie | BO3pacTa, OJMHAKOBOH
[PEUMYIIECTBEHHO JKEHCKOTO I0JIa npeobiasanue BCTPEYAEMOCTBIO Y
MOJIOJbIE npu CHe®B. MY>KCKOTO I10J1a. TIAaIUEHTOB
JKEHIIINHEL. AnaMHe3 3a005ieBaHNs | AHaMHe3 3a00JIeBaHHSL | MYXKCKOTO U
Knunnyeckas KJIMHUYECKHE JTaHHbIE, 1 KJIMHUYECKUE JKEHCKOTO0 MO0JIa.
KapTHHA 3aBUCHUT OT | yKa3bIBAaIOIINE Ha JaHHEIE, BTO B anamHe3e
HaJINYHs IJ10C yKa3bIBaloLIUE Ha (XTOJIT" moxer
ACCOLMUPOBAHHBIX 3a00JIeBaHHE JICTKUX. BO3HUKATh U MPH
3a00JIeBaHHI/COCTOS Yacro KypeHue B orcyrctBuu BTD B
HUH U peHoTHIa aHaMHe3e aHaMHese).
®dakTopbl pucka
XTOJIr
ITorpeGHOCTS B Heuacro, 3a Heuacro OOBIYHO UMEETCS; Heuacro;
KHUCJIOPOJE U HCKITIOYCHUEM YacTO BBIPAXKCHHAs BCTpEYacTCs B
THIIOKCEMUH COCTOSTHHI ¢ HU3KOH THIIOKCEMUSI IPH TSDKETIBIX CITyJasix ¢
DLCO nm Tsxenont JII MIPEUMYIIECTBEHHO
BEHOAPTEPUABHBIM JIMCTaTbHBIMU
OIYHTOM MIOPAKEHUSMH
JIETOYHOH apTepuu
Pentrenorpadus 1 pa3mepa 1 pasmepa JITI/JDK Ipusnaku 1 pa3mepa
OpraHoB TITITDK/JTA IpusHaky BEHO3HOTO MapEeHXHMaTO3HOTO TTVIDK/JIA
IPYIHOH KJICTKH JuddyzHoe 3aCTOs B JIETKHX, 3a00JIeBaHNS JIETKHX | xonm4ecTBa U
obeHeHne HMHTEPCTHIMATIFHOTO pasmepa
niepudeprieckoro oTeKa. niepupepuIecKix
COCYIUCTOTO CoueraHne NPU3HAKOB COCYJIOB, 30HBI
pHUCYHKa BEHO3HOI U JIOKaIbHON
aprepuanbHoit JII' OJIMTEMUH,

nedopmarus KopHeit
JIETKUX, 30HBI
mHeBMOo(HOpo3a Kak
UCXO]
HePEHECEHHBIX
UH(PAPKTOB JIETKOTO

Uccnenosanue
[ingsiaiigic
BHEIITHETO
JIBIXaHUS 1
aHaIu3 ra30BOro
cocraBa
apTepuaIbHON
KpOBH

OTKJIOHEHHUS OT

B Hop™me min

B Hop™me min

OTKJIOHEHHUS OT

B HOpM™Me min

HOPMBI TIPH HeOoJbLINe HEeOOJbLINE OTKJIOHEHUSI | HOPMBI, TSKECTh HeOobIIme
CIIUPOMETPHHI/UC | OTKIOHEHHS KOTOPBIX 3aBHCHT OT OTKJIOHEHHS
ClIeZIOBAHUN OCHOBHOTO

DdBJ1 3a00JIeBaHUS JIETKUX

DLCO Hopmanehast wim co | Hopmanbnas nimu co YacTto 04eHb HU3Kas Hopmanbhast uim co

CHIDKEHHEM
JIeTKoi/cpenHe
cTeneHn (HU3K0e
3nagenne DLCO
npu CCJI-JIAT,
JIBOB u HexoTopbIx
¢enorunax NJIAD)

CHIDKECHHEM
JIeTKoi/cpenHe
CTETIeHH, 0COOEHHO MpH
CHc®B

(<45% ot nomxHOTO
3HAYCHHS)

CHHKEHUEM
JIETKOM/CpeHei
CTETIeHN
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HccnenoBanue T"azo0BBIii cocTaB
dyHKIMH apTepuaIbHOI
BHEIIHETO KpOBH
JIbIXaHUS U PaO, ; HopmanbeHoe mimn HopmainbsHoe miu CHmKeHo HopmaneHoe unn
aHaIN3 CHIDKEHO CHIDKEHO CHIDKEHO
ra3oBOTO
cocraBa PaCO, CHIKeHo 00BIYHO B Ipezeax CHIKEHO, B IIpeenax HopmanbeHoe win
apTepHaIbHON HOPMBI HOPMBI CHIDKEHO
KpOBH WJIM TIOBBILICHO
(npononkeHue)
Dxokapauorpa Ipuznaku JII' [pu3znaku IJIOC puznaxu JII' Tpuznaxu JII
us (TIOBBIIICHHOE (CHu®B, CHc®B, (yBemmuenne CIUIA, (yBenuueHue
CIJIA, yBenuueHue KJIaIlaHHBIE TIOPOKH) 1 pa3mepos III/IDK) CIJIA, pa3mepos
MII/ITDX), moryT JIT" (noBbIIEHHOE TIT/ITXK)
OBITH CJIJTA, BO3MOKHO
BIIC YBEJIMYEHHE pa3MepOB
MII/IDK)
CrunTurpadus IInanapnas — B/I1 Hopma nnu Hopwma umu B/IT Hopwma umu B/IT HecootsetcTBHE
JIETKUX O®DDKT coorBercTBUe B/I1 COOTBETCTBUE COOTBETCTBUE nehexkToB nepdy3uu
ne(exToB 1 BEHTUWIIALMH
KT opranos Tpuznaxu JII' nnu Ipuznaxu I[TJIOC, IIpuznaku JHebexTst
TpyIHOM JIBOb 3aCTOMHBIX U3MEHEHUH B TapEeHXMMAaTO3HOTO BHYTPUCOCYAMCTOrO
KJIETKH MKK, JII' 3a00JIeBaHM JIETKUX, HAIIOJIHEHUS,
JIr MO3auvHas
niepdyzus,
pacumpeHue
OpOHXHAIIBHBIX
apTepuit
Hpuznaku JII'
Dprocuupomer YBenuueHue yria Hebonbuioe noesiieHne He6onbuioe CuIbHbII HAKIIOH
pust Hakiona VE/VCO, HakioHa VE/ VCO, MOBBIIICHNE HAKIIOHA VE/VCO A
Huskoe P .CO,, co Hopmansroe P_CO,, VE/VCO, Huskoe P_.CO,, co
CHIKEHHEM BO MOBBIIIAOIIEECS BO Hopmansnoe PETCOZ, CHMXXEHHEM BO
BpeMs (PH3UIECKOI BpeMsT (PU3HIECKOH C TIOBBIIICHUEM BO BpeMs (PU3HMIECKOH
HarpysKku Harpy3Kku BpeMsT (PU3HMIECKOH Harpy3Kku
Bez EOV EOV Harpy3Ku Be3 EOV
Karerepuzauus Ipexanumispuas W3onupoBaHHas Tpexanusipras JII' [pexanumispuas
MIPaBbIX JIT MIOCTKANWULIPHAS, THO0 JIr
OT/IENIOB cepiLa KOMOMHHPOBAaHHHAs
MOCT-/MPEeKATMILIIPHAS
JIr

[pumeuanusi: CHc®B -cepoeunas He0ocmamodHocms ¢ coxpanennou @paxyueti eviopoca, CHu®B- cepoeunas
He0OCmamoyHoCms ¢ coxpanennou @paxyuetl sviopoca;, CHAJIA- cucmonuueckoe dasienue 6 1e204HOU apmepuu,
BTD- eenosnas mpombosmbonus,; XTIJI -xponuueckas mpombosmbonuveckas neeoynas eunepmensus;, DLCO-
ougpyzuonnas cnocobHocmp ae2kux 01 MOHOOKcuoa yenepooa, II1-npasoe npedcepoue; IDK-npasviil scenyoouek,

JIA-necounas apmepus; JII- necounas eunepmensusn;PaO2- napyuanvhoe Oasnenue Kuciopooa,

PaCO2-

napyuanvroe dasnenue yeaekucioeo 2aza; PETCO2- napyuanvnoe dasnenue yenekuciozo 2asa 8 konye gvrooxa, EOV-
Gernomen ocyunnamopuou Hazpyzounou eenmunayuu;, VE/ VCO2- eeHmMuiayuoHHbll 9KEUBAIEHM NO Y2leKUCIOMY
eazy;, MJIAI- uouonamuueckas necounas apmepuanvnas eunepmensus, IIJIOC —npusnaxu nopasiceHus neevix

omoenog cepoya, JIBOB- necounas 6eHOOKKIO3UOHHASL DONE3HL,

00HOGOMOHNHAS IMUCCUOHHASL KOMIBIOMEPHASL MOMO2PApus

Pucynok 2. Aaroputm jedenus JAI *

B/[T1 ODIKT- senmunsayuonno-nep@y3uonnas
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PaHee He neveHHble NAT * 06wme meponpuatua (Knaccl)
nawlueHTbl Auarxos MOATBEPKAEH B SKCNEPTHOM LeHTpe * TMoppaepxuearowas Tepanua (Knaccl)

- OTpuuaTenbHbIA
( BasopeakKT TecT 7\ Oreuu

-

BKK B BbICOKMX AO3aX N
n ITENbHBIN

/

‘accoyMNpoBaHHanA ¢ npuemom

Crpamudunagnn prcwa vepes 3-4 m
PaTHUKAUMR P P = nexapeTs 1 Tokeunos JIAT)

Huskumin l

CpeaHUiA| BbICOKMIH
MNpogonkuTe neveHne
BKK & Bbicokmx gosax [ 3ckanauma IAT- ]

cneundHYecKoii Tepanumu

MauueHTbl Ge3 cepAeyHo-NerouHomn J MayueHTbl € cepAeyHo-N1erouHoi KomopbugHOCTbIO
Komop6ugHocTn Bce KaTeropum pucka
CTpaTHdHKaLHUA pHEKa ¢

B - |

— l { MoHoTepanua UP3-5 ]
HavansHas moHoTepanusa * = CrapToBan ABoiiHaA Craproeas Tpoiinan Tepanns )
PaHHAA nocnepoBarensHas KOMBUHWpOBaHHas (AP3 + UDA35/puoLuryaT + uHr.
1an Tep Tepanua MUnonpoct)

MauueHTLI, nonyyaioume MHAHBI!IAVBan“bIﬁ Toﬂxop,
W per pucka cneuudUIeckyto Tepanmo K BbiGOpyY AanbHeiwen Tepanum

‘____\’
- * WNAT, HNAT, IAT npw npueme nexapcTs, pesuayanbhas AT
BbIcOKMA nocne npocTLIX wymTos, NAT-C3CT
# pewenne o6 panun uepes 3-4 mec. neueuus
Tpy neadperTueHoCTH TEpann
sonpoc o

3aMeHUTL

[Nobaenenne unonpocta/ 3ameHa
onngexiadmn cenexcnara sa wir. Wnonpost unn  ——b Hanpagneime va Tx nerne
Ha puoyuryat t cungeragna wa puoumryar J

MpopommuTs neuenne floGasnte
cenekcunar

5417
5418

5419 Ta6auua 18. Pexkomenaanuu no 3¢pdextuBHoctu JIAI-cneunpuyeckoii MoHOTepanuu B

5420 3aBHCHMMOCTH OT PpyHKIHOHAJIBLHOTO Kiaacca (BO3) (JIAT - I'pynna I)
5421

YpoBeHb yOeAuTEIbHOCTH PeKOMEeHIaliii/ ypOBeHb
JAOCTOBEPHOCTH I0KA3aTEIbCTB

I'pynnel npenaparos

EOK YYP EOK Yyp EOK yyp

Yaa Yia Yia

AHTaroHHCTHI KaJabuus * 1C A3 I1C A3 -
AMOpH3eHTaH 1A Al 1A Al IIb C C3
AHTaroOHUCTHI
peuenTopos Bo3enTan 1A Al I A Al IIb C C3
JH/IOTEINHA
ManureHnran 1B A2 1B A2 IlbC C3
HNHru6uropsl
dochommicrepassl 5 Cunianenapun 1A Al 1A Al 1Ib C C3
THIA
AT Puouuryar 1B A2 IB A2 IIbC  C3
TyaHHJIATIUKJIIA3bI
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5422
5423
5424
5425

5426
5427
5428
5429
5430
5431

5432

5433
5434
5435

ATOHHCTBI peLeNnTOPOB Cenexcumar IB A2 1B A2 IIbC C3
MPOCTAIAKIINHA

* JIpu O®@II+ y 6oabubix WJIAT/HJIIAT, JIAT-1/T - Npon3BoAHBIE TUTHAPONMPHANHA HJIH AHJITHA3eM B MAKCHMAJIBHO
MEePEeHOCUMBIX 103aX

Ta6auma 19. Pexomenmauuu mno 3(P¢eKTHBHOCTH MOC/HEA0BATENLHOH KOMOMHUPOBAHHOIA
JIEKAPCTBEHHOM Tepanuu B 3aBUCMMOCTH 0T (PyHKIMOHAIBLHOTIO KJiaacca (BO3) (JIAI'- I'pynna I) *

@K 11 BO3 ©®K I1I BO3 @K IV BO3

Tepanus

Manurenran** B 1B A2 1B A2 IIaC B2
JOIOJIHEHHE K

cnnueﬂaqmnyd

Puouuryar** B 1B A2 1B A2 IIaC B2
JAOTOTHEHHEe K

003eHTaHy**

Cestekcnnar* B 1B A2 IB A2 11aC B2

JomnoaHenne Kk ADP

H/nan I/ICI)I[S-SH

Hnonpocr** IIbB B3 IIbB B3 IIbC C3
HHTAJISIIUOHHBIN B

JAOTOTHEHHEe K

003eHTaHy**

Hnonpocr** 1IbB B3 1IbB B3 IIbC C3
HHTAISIMOHHBIIA B

JOTOJIHEHHE K

MalMTEHTAHY WJIN

amMOpu3eHTaHy**

AMOpu3eHTaH** B IIbC C3 IIbC C3 I1bC C3
JAOTOJIHeHHE K

cuiieHauiry Win

pHOLIMTYaTy

MauuteHTaH** B IIbC C3 IIbC C3 IbC C3
JAOMOTHEHHE K

puonuryary **

Puonuryar ** B 1B A2 1B A2 I11B A2
JAOIOJIHEHHE K

cuiieHauIy Hin

apyromy U®J13-5

Taoauna 20. Pexomenganuu nmo 3ppeKTUBHOCTH HAYAJLHOW KOMOMHHPOBAHHON JIeKapCTBEHHOM
Tepanuu B 3aBUCHMOCTH 0T PyHKIMOHAIBLHOIO Kiacca (BO3) (JIAI'- I'pynna I) *

@K II BO3 @K IIT BO3 DK 1V BO3

Tepanus

ADP B coueTaHuu ¢ - - IIaC B3 IIbC B3
cuinenagmwiom + UOJID-5
WA PUOIIMTYaTOM

142



5436
5437
5438

5439
5440

344
44
5443
5444

9445
5446
o447

5448

5449
5450

5451

Puonuryar win cuaenaduin - - 11bC C3 - -
B coueranuu ¢ ADP win

CEIIeKCHUITArOM

N D3-5/puonnryar B - - I1aC B3 I1aC B3
coueranuu ¢ ADP u

MHTASIIMOHHBIM HIOTIPOCTOM

Pucynok 3. AIropuTm JHArHOCTHKHM XPOHHYeCKOii TPOMO00IMO0IM1eCKOii JIErOUHOM THNEePTeH3HU U
XpoHHYecKoi TPOoM00IMO0TUYeCKO §0JIe3HU JIETKHX

AHamHes, CMMNTOMaTHKa W NPU3HaKK,
ceupgetenscreytowme o XTIBJ/XTINT

Huskasa sepoatHoctb JII, HO coxpaHaeTca

TpaHcTopakanbHana IXoKr
noao3speHue Ha XTI /XTIBN

CpegHas/BbicoKan

E)
BepoaTHocTb /T ProcnupomeTpus

OaHHble 3a XTIAM/XTIBN**

Het AaHHbIX 3a XTI /XTIEN**

HeTt faHHbIX B NoAb3Y

BeHTMNALMOHHO- Nnepdy3nMoHHan XT3BA/XTAAT TlotcK fpyrix NpsubH

cumuTurpadus

TaKoW CUMNTOMATUKK

KaKk MUHMMYM, 1 cermeHTapHblii unu 2 nalMeHTa
cybcermeHTapHbixX gedekra neppysum™***

HanpaBneHue B 3KCNepTHbIA LeHTp T

KT- anrmonynomoHorpagpmsa
YKBC****+ ceneKTMBHanA
aHrmonynsmoHorpadma

Mpumevanust: * Ipusnaxu XTOJIT /XTI npu apeocnupomempuu: oepanuyenue uzuyecko pabomocnocobHoCmu u HapyueHue
nezounoli neppysuu (cuuoicenue PETCO,, nogviuenue P(a-ET) CO,, EQ O,, EQ CO,, naxnon VENCO, unmu P (4-a) O,); ** Hau

Oannvle o Hamuuuu oocmpykyuu JIA, ucnonwsys Opyeue memoodvl eusyamuzayuu, maxue xkax KT, o0eyxsnepeemuuecxas
momoepagus, MPT unu cenexkmusnas aneuozpagus, *** Koponapuas aneuoepaghus npu nanuuuu noxasauuil.

Pucynok 4. Aaroputm Je4eHHMs XPOHHYECKOH TPOMOOIMOOJIMYECKONH JIerO4YHOM
runeprensuu [12]
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5452
5453
5454
5455
5456
5457
5458

5459

Tab6auua 21. BeinosiHeHne craHaapTa 00c/1eJ0BAHUS B 3aBUCHMOCTH OT YPOBHS

MEIHIUHCKOI0 Y4YpeKICHUs!

YpoBeHb MeTUIIMHCKOM
HanmeHnoBaHue MeIMIMHCKON yCIyru Yposen MCII Opra”Hu3anum
Perucrpanus >1eKTpOKapIuOrpaMMBbl TTeperunas PernoHaILHbIA
XonTepoBckoe MoHUTOprpoBanue DKI IlepBuunas PeruoHaabHbII
[TpunienpHast peHTreHorpadus opraHoB
CPYAHOM KIETKH IlepBuuHas PernonanpHbIi
Y 1bTpa3ByKOBOE HCCIIEIOBAaHIE OPIaHOB
OPIONITHOM 1MOJI0CTH (KOMILJIEKCHOE) [lepBuunas PernonanbHbIii
IlepBuynas /
Oxokapauorpadus .
crelalIn3upoBaHHas PernonanbHbiit
(DxoKapuorpadus YpecnuIeBOAHAS Crenmann3upoBaHHas PernonansHslii
MCKT opranoB rpyaHOi KJIETKHU C
BHYTPUBEHHBIM OOJIFOCHBIM
KOHTPacCTHPOBAaHHEM Crenuani3npoBaHHas PernonanpHbIit
PernonanpHbIii/
CruaTHTpadus Terkux nepy3noHHas N
Criennann3upoBaHHas AKCIIEPTHBIN LIEHTP
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5460
5461

5462
5463
5464

5465
5466
5467
5468
5469
5470
5471

Cuunturpadus gerkux nepdysnoHHas B
COYETaHUU CO CLUMHTHUTpaduel Ierkux
BEHTUJISILIMOHHOM Cnenuanu3upoBaHHas DKCIEPTHBINA LIEHTP
Koponaporpadus (mpu HaTuIuu
[OKa3aHuM) Crennanu3upoBaHHas Pernonanbuslii
PernonanbHbIit/
AHTHOITYJIBMOHOTpa(us .
Criennanu3upoBaHHas HKCHEPTHBIN LIEHTP
CrangaptHoe 1abopaTopHoe 00ciieJoBaHHe IlepBuunas PernoHanbHbIi
OripesesieHre aHTUTEI
kiaccoB M, G (IgM, IgG) k Bupycy
uMMyHOAepUIMTa yenoBeka BIU-1,
. L . [lepBuunas + .
(Human immunodeficiency virus HIV 1) B PervonanbHbIi
crenualIn3upoBaHHast
KPOBH; OIPE/IEIICHUE aHTUTEI K BUPYCY
rernatuta C ¥ MOBEPXHOCTHOMY aHTUTCHY
(HBsAQ) rematuta B
IMMYyHOJIOTHYECKHE TECTHI Crnenunanu3upoBaHHas PerunonanpHbIi
['cHeTHuecKkoe oOcne0BaHNe Crenuain3upoBaHHast DKCHEPTHBII LICHTP
N-TepMHHAIBHBIN (parMEeHT MO3TOBOTO
HaTpuiiypetudeckoro mpomentuga (NT- Crneunanu3upoBaHHas Pernonanpublit
proBNP)
lcciienoBaHe HECITPOBOLIMPOBAHHBIX
TBIXaTENIbHBIX 00BEMOB U ITOTOKOB, .
. Crneunanu3upoBaHHas DKCIepTHBIN IEHTP
mccienoBanue 1udy3noHHOM
CIIOCOOHOCTH JIETKUX
[lonrcoMHOrpaguIecKoe HCCIe0BaHHE Crienaan3upoBaHHas DKCHEepPTHBINA HEHTP
bpoHXOCKONUS C HUTOJIOTHYECKUM PernonanbHbIi/
MCCIIeTOBAaHUEM JIaBAKHOMU YKHJIKOCTH Crennanu3upoBaHHas AKCIIEPTHBIN IIEHTP
MarautHo-pe30HaHCHAs ToMorpadust
Cep/lla U MAaruCTPaJIbHBIX COCYJI0B Criennanu3upoBaHHas DKCHepTHBIA HEHTP
‘Ipe3BeHO3Has KaTeTepu3alus cepaua Criennann3upoBaHHas DKCHepTHBIA HEHTP
OprocrupoMeTpus Criennann3upoBaHHas DKCHepTHBIA HEHTP
Poopaspenienne CriennannsupoBaHHas OKCNEPTHBINA HEHTP
XUpyprudecKie BMEIIaTebCTBa Crenuani3npoBaHHas DKCIEpTHBIN IIEHTP

Hpuaoxenue B. Undopmanus 1s nanueHra

Jlerounas THIICPTCH3UA — OTO COCTOAHHE, IMPU KOTOPOM HPOUCXOIUT ITOBBINICHUC
JABJICHUS B COCYJax JIETKUX B pe3yibTaTe pa3HOOOpa3HBIX MPUUYUH U 3a0oieBaHuil. Hanbonee
yacTo neroyHas runeprensus (JII') pazBuBaercs Ha (hoHE UCXOTHO CYIIECTBYIONTUX 3a00JI€BaHUIA
Cep/Ia, JEeTKUX, TPOMOOTHYECKHUX COCTOSIHHMM M CHUCTEMHBIX 3a00JIEBAaHUN COEIWHUTEIBHON
TKanu. boiee PEAKMMU TPpUYAMHAMH [JJId BO3HHUKHOBCHUA JII' gBnsarorTcs XPOHHUYCCKUC
3a0oneBanus nedeHu U BUY-undexuus. OnHako OBIBAIOT CHUTYyallMH, KOTJAa HE YyAaeTcs
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oOHapyxuTh npuuuHy JII, u B Takom ciyyae JII' Ha3bIBalOT HMIMONATHYECKOW JIETOYHOMN
aprepuanbHoi runeprenzueit (JIAT).

Cumnromaruka JII' HecmenmuduuHa u OOBIYHO XapaKTEPU3YETCS OABIIIKONH IpH
dbusznyeckux Harpys3kax, KOTOpas MporpeccupyeT co BpeMmeHeMm; oOuieil ciaabocTblo,
cepauebuenreM. boiu B TpyaHO#l KieTKe, TOJOBOKPYKEHUS U CHHKONAJIbHBIE COCTOSIHHUS TPH
buznyecKoil Harpy3Ke sSBISAI0TCA KpaiiHe He0IaronpusTHBIMUA CUMIITOMaMHU. A TMOSIBJIEHUE OTEKOB
HIDKHUX KOHEYHOCTEH, yBeJIMuYeHHE B OObeMe >KMBOTA, HaOyXaHHE M IyJIbCAllUsl BEH IIEU
ABJISIFOTCS IPU3HAKAMH TSYKEJIOM HETOCTaTOYHOCTH ITPaBbIX KaMep Cepla U CBUIETEIbCTBYIOT O
JIANIeKO 3allenel cTaauu 3a001eBaHuMs.

JIAT BcTpeuaercs y Jo/ieil Bcex BO3pacToOB, pac, KaK y MY>KUMH, TaK U Y )KEHIIUH. Bpauu
pasHBIX CHENUAILHOCTEH MOTYT JTUArHOCTHpoBaTh u Jeunth JII'. OObeM wuccienoBaHwmid,
BeImoyIHsieMblid  Tipu JII', gocraroyHo OOJBIIOW W BKIIOYaeT B ce0S TIPEXIe BCETO
sXOKapauorpadpuio, MccieaoBaHre (DYHKIMM JIETKUX, KOMITBIOTEPHYIO TOMOTpa(HiO OpraHoB
TPYAHON KIIETKU C KOHTPACTHUPOBAHUEM, YJIbTPa3BYKOBOE HCCIIEIOBAaHUE OPIOIIHOM MOJOCTU U
BBINIOJIHEHHE Pa3sHOOOPA3HBIX HCCIENOBaHMNA KpoBU. BrisiBaenune mnpuumuel JIIT moxer
noTpedoBaTh KOHCYJIbTAllMM IYJIbMOHOJIOra, pEeBMaTojiora, WH(GEKIHOHUCTA. Onnako
HauOOJIbIIMK OMNBIT B BeAeHUM mauueHToB c JII', mpexae Bcero, MMEIOT KapJauOJIOTH, B
0COOCHHOCTH paloTarolIre B CHEHHATU3UPOBAHHBIX IIEHTpPaX, IIe CYIIECTBYET BO3MOKHOCTh
BBITTOJIHEHUS] 30HAMPOBAHHUS KaMmep cepilla — HCCIeAO0BaHMs, 0e3 KOTOpPOro HEBO3MOXKHO
MOCTaBUTh OKOHYATENbHBIN IUAarHO3 U OMPEENIUTh TAKTUKY BeeHus 6oapHoro ¢ JIT'.

[TpuHIMNaTBHO BBHIACTSAIOT Tpu Bapuanta JI[' ¢ pasnmuunbiMH mmdpamu JaBIEHUS B
KaMepax ceplla U JICTOYHOM apTepuu: MpeKanwuisipHas (apTepHalibHas), MOCTKANUJUISpHAs
(BeHO3Hasl) U cMellaHHas (apTepuaibHas + BEeHO3Hasl ) JieroyHast runepTrensus. Oxapakrepu3oBaTh
reMOJIMHAMUYECKUI BapUaHT BO3MOXHO TOJBKO BO BpEMs IPOBEJCHHMS MHBA3UBHOI'O METO/AA
UCCIENOBAHUS — 30HIMpOBaHUsA KaMmep cepauma. JlaHHoe  HcciaeqoBaHUE — SIBIAETCS
OPUHLMIIAAIBHBIM KakK Ui BepUUKALMU CamMoro JuarHo3a JIETOYHOW THIEepTEH3UH,
YCTAaHOBJIEHMSI €ro THUIA, TaK WU JUIsl ONpPENEICHHUs BO3MOXHOCTM Ha3HAuY€HUs OJIOKaTOpOB
KanplueBbIXx KaHanoB win  JIAD-cmenuduueckux mnpenaparoB. Hanuume  BEHO3HOU
(MOCTKaNMJUIAPHON) JIETOYHOW TUIEPTEH3UU SBISETCS MPOTUBOIOKA3aHUEM JJIsl Ha3HAYCHMS
JIAT -cnenduueckoi Tepanuu, MOCKOJIbKY aCCOLIMUPOBAHO C YBEIMYEHHUEM TOCHUTAIU3ALNN C
HapacTaHUEM IIPU3HAKOB CEPJACYHON HETOCTATOYHOCTH U CMEPTHOCTH.

JIAI', B 3aBUCHMOCTH OT 3THOJIOTMHM, MOXXET BO3HHUKATH B pa3IM4YHOM BO3pacCTE M
pa3BUBAaThCS C Pa3IMYHON CKOpPOCTHIO: KaK IIOCTENIEHHO, Ha (OHE NpeaCyLIECTBYIOIIErO
3a0oJeBaHus (BpOXKICHHOTO MOpPOKa ceplua, CKIEpOJEepMUH, MATOJIOIUU JIETKUX H T. [I.), TaK U
JIOCTaTOYHO CTPEMHUTENBHO Yy MalMeHTa 0€3 BUAUMBIX NMPUYMH, KaK 3TO MPOUCXOIUT B CIIydae C
nauonatudeckon JIAT .

VYuutbiBas, 4TO OAbINKAa NpU (PU3MUECKON Harpys3ke SBISETCS OJHUM M3 OCHOBHBIX
CHUMIITOMOB JIETOYHOH runepTeHsuu, nanuenty ¢ JII' morpedyercs nepecMoTpeTh €XKeIHEBHYIO
(Gu3NYECKYI0 AaKTUBHOCTh. BONBIIMHCTBO NAIlMEHTOB, XUBYLIUX C JIETOYHOM THMIIEpTEH3UEH,
HaXOoJAT, YTO MM CTAHOBHUTCS HE IO CWJIaM TOT AaKTUBHBIA 00pa3 >KHW3HH, K KOTOPOMY OHHU
npuBbIKiIM. ClenyeTr onpenenuTh NPUOPUTETHI B BONPOCAX, TPEOYIOUX OBICTPOro pelieHus, a
TaKKe B JieJax, KOTOPbIE MOTYT HOJO0KAaTh. DTO MOMOXKET CKOHIICHTPUPOBATHCS HA BAYKHBIX
nenax. llenn NOMKHBI OBITH PEATUCTUUHBIMM JJISl BBIMOJIHEHMS, a BpeMs Uil UX PELICHUS —
JIOCTaTOYHBIM. 3a0JIarOBpeMEHHOE TUIAHUPOBAHHUE MOE3/I0K U JI0CTaTOYHOE BpEeMs MO3BOJIAT HE
TOPONUTHCS M HE yCyryosaTh cuMnToMbl JII'. BolbIIMHCTBY MalleHTOB CO BpeMEHEM MPUXOAUTCS
OCTaBUTH paHee BBIMOJIHAEMYIO padOTy U HCKaTh HOBYIO, O0Jiee JIETKYIO.

B Hacrosiiee BpeMsi He YCTaHOBJIEHO, KaK BIMSIOT (U3UYECKUE YIIPAKHEHUS Ha MIPOTHO3
IpY JIETOYHOH runepTeH3uu. He cyiiecTByeT onpeieneHHbIX MporpaMm JiedeOHON (PU3KYIbTYphI
MMEHHO JUIsl TalMeHTOB C JIETOYHOM apTepuanbHOW runepreHsueil. O0beM TOMyCTHUMBIX
0e30macHbIX (U3MUECKUX HArpy3o0K OIpeeNseTcsl MOcCie BCECTOPOHHEro oO0Cie0BaHHs B
skcneptHoM 1HeHTpe JIADT kapamonorom-crienuanuctom mno JIAI'. CopeBHOBaTEIbHbBIE BUIBI
CIOpTa, MOJBbEM TSKECTEH HexenaTenbHbl Ui nanueHtoB ¢ JIAI. B GonbmiMHCTBE citydaeB
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00BbeM JOMycTUMON (DPU3MYECKON Harpy3KH OmpeiessieTcs cummnromMamu 3aboneBanus. Kpome
TOro, 00CyX/eHHEe (PU3NUECKUX HArpy30K BO3MOKHO TOJIBKO Y MAllMEHTOB, HaXOIALIMXCS Ha
ontumansHol JIAT-cmenn¢puyeckoil Tepanmuu NpU OTCYTCTBUM TaKUX CHMITOMOB, Kak
TOJIOBOKPY)KEHUSI / IMOTEpPU CO3HAHUS, HApYyLIEHUs PHUTMA, KPOBOXApKaHbE, OTEKH HMKHHUX
KOHEYHOCTEM.

Heo6xoauMo crepoBaTh CIEAYIOIIMM IpaBWilaM, 4TOObI HE HAHECTH Bpel: 3aHATHE
($U3NUECKUMU yIIPaXKHEHUSIMH HEOOXOMMO OCTAaHOBHUTH IPH IMOSIBICHUH TaKUX MPHU3HAKOB, KaK
o0mass c¢1abocTh, YCTAJOCTh, OLIYIIEHWE CAABIMBaHMUA B TIPYAHOM KIETKE, YYallleHHOTIO
cepAuneOreHns, TOJOBOKPY)KEHUS WJIM YpPe3MEPHOH OJBIKH. Mexay YynpaXKHEHUSIMH
UCMOJIb3YHTE 10CTaTOYHOE BpeMsl JUIsl BoccTaHOBJIeHU. V30eraiite pu3nueckoil akTHBHOCTH Ha
YJIALIE IIPY HU3KOM WIIM BBICOKOM TEMIIEPAType, BBICOKOU BIIAKHOCTHU.

[TanenTam ¢ J1€ro4HOM apTepHaIbHOW THUIEPTEH3UEH HeXeaTelbHbl NpeOblBaHUE B
cayHe U JApyrue BUIbI THAPOTEPANNH, a TAKKE MACCAX U (PU3HOTEPANIeBTUIECKUE BO3ACHCTBHSL.

[TaneHTaM C JIErOYHOM apTepHaIbHOM TMIIEpPTEH3UEHl HeXenaTeabHO IMpeOblBaHUE B
YCIIOBUSX BBICOKOTOPbs (601ee 2000 M HaZ ypOBHEM MOPSs1) WU 3aHATUS JAUBUHTOM.

KenatenbHO, 4TOOBI WICHBI CEMbU M OJM3KHE PY3bs ObLIM MH(pOpMUpoBaHb Bamu 00
umeroremcs y Bac 3a0oneBanuu. [Togaepikka OJU3KHX KaK B OBITOBOM, TaK M IICUXOJIOTUIECKOM
OTHOILEHUH MOJKET CYIIECTBEHHO OOJIErYUTh €KEHEBHYIO Harpy3Ky M SMOLMOHAIbHOE Opems.
OO0pariieHue 3a TOMOIIbIO K MEIUIIUHCKOMY IICUXOJIOTY, aKTUBHOE Y4aCTHE B IpyIax MOAEPKKI
[AIMEHTOB MOT'YT IOJIOKUTEJIBHO IMOBJIUATh Ha NpuHsATHEe Bamu 3a0oneBaHMs, ajanTanuio K
HEOIPEeIIEHHOCTH, CBSI3aHHOH C CEPbE3HBIM XPOHUYECKUM YTPOXKAIOIINM KU3HH 3a00JIeBaHUEM,
U KOHCTPYKTHBHYIO COBMECTHYIO pabOTy C JICHalllUM BPauOM.

[TanmeHTKaM C JIErOYHOM apTepUaIbHON rMIepTeH3UeN IPOTUBONOKa3aHa OEPEMEHHOCTb,
YUUTBIBAsl BBICOKMH PUCK MaTE€pPUHCKOM CMEPTHOCTH Kak BO BpeMsi OEpEeMEHHOCTH, Tak U B
1oCJIepoAoBOM Mepuone. Jlaxxe B cilydyae yCHEUIHOrO pPOAOpa3pelleHUsl TEYEHHUE JIErOYHOMN
apTepUaJIbHON TUIIEPTEH3UM CYILECTBEHHO YXYAILIAETCS IOCiIe poJopaspelieHus. bepemennast
NAlUEHTKa C JIETOYHON apTepUaJIbHOM TUIEepTeH3Uel [OJKHA ObITh HPOKOHCYJIbTHPOBaHA
KapInoJIoroM-crienuanucToM o JIAI™ skcnepTHOro neprHaTagIbHOIO LEHTpa Kak MOKHO OblcTpee
C MOMEHTAa BBISBJICHUS OEPEMEHHOCTU JJIsl OIpe/eeHHs] TaKTUKU BefeHus. CieayeT uMeTh B
BUAY, 4YTO OosbIMHCTBO mpenapatoB JIAI-cneuuguyeckoil Tepamnuu CrocOOHbI BbI3BIBATH
YpOJICTBa M aHOMAJIMK Pa3BUTHUA y 1ioAa. Tem He meHee, o0beM JIAI-cnenmduueckoit Tepanun
BO BpeMs OepeMEHHOCTH OIpeneNseTcss TSKEeCThI0 3a00JieBaHMs U PHUCKOM JIETaIbHOCTH.
[Tockonpky TIpyAHOE BCKapMJIMBaHUE SBISETCS OOJIBIION HArpy3koil, TO pEeKOMEHIyeTcs
MI0/IaBJICHUE JIAKTALIMHU Y AL[UEHTOK C JISTOYHOW apTepUabHON TUIIEPTEH3UE.

Ecnu 3amnmaHupoBaHO ONEpaTUBHOE BMEMIATEILCTBO, HEOOXOAMMa KOHCYJIbTalus
Kapauosora-crienuanucra no JIAI' B skcniepTHOM 1ieHTpe. BakHO moHMMaTh, YTO pELICHUE O
1IEeJIECO00Pa3HOCTH, CpPOKaxX, MeToaax 00€300JuBaHMs JIOJDKHO TMPUHUMATHCA KOMAaHIO0U
CHEIUAJINCTOB,  KOTOpas  BKJIIOYAeT  KapAuoJIora, PEaHMMATOJIOra-aHECTe3UuoJiora U
HEINOCPEICTBEHHO OlepHpyroliero xupypra. [Ipeanourenue oTnaercs peruoHapHOM, a He 001ei
aHecre3uu. [lo Bo3moxHOcTM mauueHThl ¢ JIAIT mOMKHBI HampaBIATBCS JUISL BBIIOJHEHUS
IUTAHOBBIX ONEPATUBHBIX BMEILIATENbCTB B KpYIIHbIE AKCIIEpTHBIE LIeHTpsI JIT'.

[TarmenTs! ¢ JIAI' 9yBCTBUTENBHBI K BOSHUKHOBEHHUIO THEBMOHHMM, KOTOPasi MOXKET CTaTh
OpUYMHOM cMepTH. PexkomeHnayeTcsi NpOBOAWTH BaKIMHAIMIO NPOTHUB BHUpYyca TIpUIIIA,
nHeBMOKOKKa, SARS-Cov2. MHckmtoueHueM MOryT OBITh MAlUEHTBl C  CHCTEMHBIMHU
3a00JIeBaHUSAMHU COEUHUTENbHOM TkaHu 1 BUYU-undekueit, pemenne o BaKMHAIUN Y KOTOPBIX
JOJDKHO TIPUHUMAThCS C YYETOM AaKTHBHOCTM OCHOBHOM TAaTOJIOTMM PpPEBMATOJIOTaMU U
MH(EKIIMOHUCTAMH.

ITpu JII" HeT KakUX-TUOO CIEUUAIBHBIX AUET WU MPOIYKTOB, KOTOPBIE MOTYT yCYT'yOUTh
001€e3Hb.

IIpu nosBneHnun orekoB y mauueHToB ¢ JIAI' cimemyer orpaHuuuTh ynortpeOiieHue
MTOBAPEHHOM COJIM M KOJIMYECTBO BBITMBAEMOM KUAKOCTU. [IoBapeHHast COJIb CONEPKUT HATPUH,
KOTOPBII peryaupyer 6ajgaHc *KMIKOCTH B opranusme. Korna cozpepkanue ®HJIKOCTH B TKaHIX
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YBEIMYMBACTCSI, OObEM KPOBHM TAaKXKE YBEIMYMBACTCS, YTO COMPOBOXKIACTCS YBEIMYCHHEM
Harpy3ku Ha cepaue. JlomycTuMbiii  00Be€M  BBITMBAEMOW  KHUIAKOCTH  OMPEISIAETCS
MHAMBUAYAJIbHO JIYaIllUM JOKTOPOM, HO Yallle BCEr0 HE JO0JIKEH IIPEBBIIATH O0Jiee 2 JIUTPOB 3a
CYTKH.

Jlnist HOpMau3auy BOJIHOTO OajlaHca MOTYT IIOMOYb CJIETYIOIUE COBETHI:

Crnenyer u3MepsATh KOJIMYECTBO BBIIIMBACMON JKUIKOCTH B TEYEHHE CYTOK, 110 KpaniHEH
Mepe B TEUEHUE IEPBBIX HECKOJbKUX HEJENb. J[Ba JHUTpa *UAKOCTU PAaBHAIOTCS B CpEeIHEM &
yamkaM. CyIbl, MOPOKEHOE, HKeJle TaKXKe JOJKHBI ObITh IOCUNTAHbI KAK KHUJIKOCTU. Y BEJIMUCHHE
BeCa — OJIMH U3 TIEPBBIX MPU3HAKOB 33aIPKKH KHUIKOCTH. He00X0AMMO B3BEIIMBATHCS €KETHEBHO
yTPOM HATOLIAK U 3anuchiBaTh Bec. [Ipu npubaske Beca Ha 2 1 Oosiee KT 3a HEAEIIO MIPH IIPEKHEM
peKuMe MUTaHU He00XO0IMMO YBEJOMUTE 00 3TOM CBOETO Bpaya.

IIpy nosBIEHMM WM BO30OHOBJIIEHUM TOJOBOKPY)KEHHUS WJIM IOTE€Pb CO3HAHUSA INPU
¢u3nUecKux Harpy3kax, KpOBOXapKaHbsi, BOSHUKHOBEHUH NPHUCTYIIOB CEpILEOUEHUs ClIeayeT
He3aMeJUIMTENbHO COOOIUTh 00 ITOM JieHalleMy Bpady.

ITonpoOHO Ha Bce BOIPOCHI, CBA3AHHBIE C IMAarHO30M «JIErOYHAs TUIIEPTEH3UM», 00pa3oM
JKU3HU U JICYCHHEM, MOKET OTBETUTD Bpay — CIIELUAIKCT 110 JIETOYHOU THIIEPTCH3UU.

B mnacrosmee Bpemss HeT JekapcTBa, uzneuuBaromero JII. Onnako cymiecTByrOT
cneunduyeckue mpenaparsl, CO3/1aHHbIE CIELUANIbHO /s TALMEHTOB C JIETOYHOM apTepHaabHON
runepreH3ueil. PerynspHblil mpuemM JaHHBIX NPENapaToB MPUBOJUT K CHUKEHHIO JIETOYHOI'O
COCYAMCTOTO COINPOTHUBIICHUS M YIYYIIECHUIO HAIIOJHEHUS KPOBBIO JIEBBIX KaMep Cepua, 4To
COIIPOBOKIAETCS YMEHBUICHHEM OJBIIIKA W YBEJIWYCHHEM IEPEHOCHMOCTH (pU3MUecKux
Harpy3ok. Bpau, sBisromuiics cnenumanucrom no JII', moaOupaer ajiekBaTHOE COCTOSHUIO
nanueHTa jedenue. Bee mauuentsl ¢ JII' pa3Hble, mo3ToMy noa00p TEparuy OCYLIECTBISIETCS
VHIVBUAYAJIBHO.

[Manmenty c ycranoBiaeHHbIM jauarao3oMm JIIT mokasaHo TmiarenbHOe amOyaaToOpHOE
HaOmroneHue. Yacrora BHU3MTOB 3aBUCUT OT HMCXOJHOIO COCTOSHHMSI IALIMEHTa M MOXKET
BapbUpoBaTh OT 1 Mecsua ¢ MomeHrta crapra JIAI'-cneunduueckoit Tepanuu 10 3—6 Mecsues.
Tpebyercs peryaspHblil IpreM JeKapCTBEHHbBIX PENapaToB CTPOro B COOTBETCTBUH C PEXKUMOM
nedeHus. B cimydae nmpuema TuypeTHKOB — €KETHEBHBIM KOHTPOJIb Beca U Anype3a, BaphapuHa —
MHO exemecsiuHO, Tpu IpHEME AaHTarOHUCTOB K pELenTopaM »3HJoTelnHa (O03eHTaH,
aMOpU3EHTaH) — €)KEMECSUHbIM KOHTPOJIb IEYEHOYHBIX TECTOB U KOHTPOJIb YPOBHS reMOrIo0nuHa
yepes 3 MecAlla ¢ MOMEHTa Haydasa TepanuH.

Jlerounass apTepuanbHasi TUIIEPTEH3US HE SBISETCS MPOTHUBONOKA3aHUEM IS
aBuarnepeneToB. OJHAKO MalMEHTaM ¢ HU3KOW caTypauueil mo Kuciopoxy B mokoe (<92% mo
JAHHBIM IYJILCOKCUMETPUH) LierecooOpa3HO HMHPOPMHUPOBATH ABUAKOMIIAHUIO O BO3MOXHOMU
NoTpeOHOCTH B KMCIOPOAHON MOAJEpKKE BO BpeMs aBHarepesera.

Bcem manuenTtaMm, coBeplIaroniMM aBUaepesieThl B Ipyrue CTpaHbl, BAXKHO UMETh UMETh
npu cebe MEAMUIMHCKHE JIOKYMEHTBI O JMarHo3e, MECTOHAXOXJAEeHUW Oirkaiimero
MecTHOro 1eHTpa JII', KOHTaKTHON MH(POPMAIIUU C HUM.

IHpuioxenue I'l. [lIkaabl OLeHKH, BOIPOCHUKH U APYIrHe OLCHOYHbIE
HHCTPYMEHTbI COCTOSIHUSA NALMEHTA, IPUBEICHHbIC B KIMHUYECKHUX
PEeKOMeHIAUAX

Tabmmuna 22. OneHka pucKa JIETAJbHOCTH Y IANMEHTOB JIErOYHOM AapTepuajbHOM
THIepTeH3Hei

CpenHuit puck
5-20%

Bercoknit puck > 20%

ITapameTps! pucka Huskmit puck <5%
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Kimanueckue npuzHaku

npaBoxenynoukoBoir CH Het
NIEDNECET S MTOCTETIEHHOE ObICTpOE
3a00JICBaHUs
CuHkore penkue MOBTOPHEIE
@K (BO3) 111 11 v
Jucrannus B TOMX >440 m 165-440 m <165 M
SroCHHbOME VO2 nuk.> 15Mi1/MHH/KT VO2 nuk.11- 15m1/Mun/xr VO2 nuk. < 11m1/MuH/KT
ProCIpOMETprs VENCO2 < 36 VEVCO2 36-44,9 VENCO2 > 45

BNP 50-300ur/m1/
NT-proBNP 300-1400

BNP<50ur/M1/
NT-proBNP<300xT/M1

BNP>300 ar/ma/
NT-proBNP> 1400nr/M1

BNP/ NT-proBNP

HI/MIT
2 o
ITnomans IIT <18 cm2 ITnomrazns IIT 18v26CM2 Iromans [T 26 eM2
OTcyTcTBHE BBIIIOTA B He6onpmoit TleDHKAD IHATHbIH BHITOT
OxoKI' /KT/MPT* nepuKapae NepUKapIUaIbHbINA BBIIOT .IIB APé)é[ JCIUTA <0,19
TAPSE/CUJIA >0,32 TAPSE/CJIJIA 0,19-0,32 i ’
MM/MM PT. CT.
MM/MM pT. CT. MM/MM PT. CT.
AIIIT < 8 MM pT.CT. JAIIIT 8 -14mm prT.cCT. AT > 14 mm pT.CT.
YBKC CU > 2,5 n/mun/m2 CU 2,0--2 4 n/mMun/m2 CU < 2,0 n/mMmun/m2
SvO2 > 65% Sv02 60-65% SvO2 < 60%
5622 Ipumeunanusn: B npomoxone MPT cepoya credyiowue napamempul YKa3ul6aiom HA HU3KULL, CPEOHULl, 8bICOKULL PUCK JIeMATbHOCU-  @paKyus

2 2 2

5623 sviopoca IDK >54%; 37-54%, <37% coomeemcmeenno; YU >40 mn/m ; 26-40 ma/m ; <26 ma/m ; unoeKkc KoneuHo-cucmonuieckozo oovema IDK <42
2 2

5624 ma/m ; 42-54 mn/m ; >54 m/m2 coomeememesenno [12].

5625

5626 Tao6auma 23. Kpurepuu OIeHKH KayecTBAa MEePBHYHOH MeIMKO-CAHHUTAPHON MOMOIIM
5627  B3pocabIM NpH JerouHoii runeprenzuu (koanl o MKB - 10: 127.0, 127.2, 127.8)
5628

N n/n | Kpurepun onieHKM KadecTBa Onenka
BBIITOJIHEHMSI
1. Boinonnen npueM (ocMoOTp, KOHCYNbTalKs) Bpaya-Tepanensta win | Jla/Her
Bpaya-KapAHO0JIOra MepBUYHBIN
2. BoinosiHen o0yl (KITMHUYECKH) aHAIU3 KPOBU Pa3BEPHYTHIN Ja/Het
3. BrinonHeH aHanu3 KpoBU OMOXMMHUYECKHA Ha/Her

oOuieTepaneBTUUECKH (MCcIeIoBaHNE YPOBHS KpeaTHHUHA,
HATpUs, Kalus, TITF0KO3bI, 0011ero 6enka, riaokossl, C-
peakTUBHOTO O€eoKa, acapTaTaMuHOTpaHChEPashl,
aJlaHUHaAMHUHOTpaHcpepassbl, 001ero OunupyorHa, MO4eBOM
KHCJIOTHI)

4. Brimonnen ananu3 kposu Ha BUY (onpenenenue antuTen Ha/Her
knaccoB M, G (IgM, IgG) k Bupycy uMMmyHoie(puIMTa YeI0BEKa
BHY-1 (Human immunodeficiency virus HIV 1) B xpoBn,
onpezaenenue anturen knaccoB M, G (IgM, 1gG) k Bupycy
ummyHoaeduiuTa yenoeka BUU-2 (Human immunodeficiency

virus HIV 2) B kpoBu)

5. Boinonneno uccnenoBanue ypoHsa N-tepMuHaiabHoro pparmenrta | Jla/Her
HaTpuilypetuueckoro mnpomnentuaa mo3roporo (NT-proBNP) B
KpOBH

6. BrimonHena koMiibtoTepHasi Tomorpagusi OpraHoB IpyTHON Ha/Her

IMOJIOCTU C BHYTPUBCHHBIM OOIIOCHBIM KOHTpaCTUPOBAHUEM WA
JTAaHO HAIIpaBJICHHE B HKCIIEPTHBIN LIEHTP JIETOYHOM TUIEepTeH3UU
(pu yCTaHOBIIEHUU IMAarHO3a)
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BrinosiHeHa peructpanus 31eKTpoKapaAnOorpaMmsl B 12
OTBEJICHUAX (TP YCTAHOBJICHUHU JAMArH03a)

Ha/Het

BrimonHena npunenbHas peHTreHorpadusi OpraHoB rpyaHON
KJIETKH

Ha/Her

Brimonnena sxokapauorpadus

Ha/Her

10.

BoinonHeHo nccie10BaHUE HECIIPOBOLIMPOBAHHBIX JbIXaTEIbHBIX
00BEMOB U ITOTOKOB MJIM JJaHO HAIIPABJIEHHE B SKCIIEPTHBIN LIEHTP
JIETOYHOM TMIIEPTEH3UU (IIPU YCTAHOBJIECHUH IMArH03a)

Ha/Her

11.

[TarueHT B34T MO AUCIIaHCEpHOE HAaOMI0AeHHE (TIpU
YCTaHOBJICHHOM JIMarHO3€ JICTOUHAas apTepuaibHasi TUIEPTCH3US U
XpOoHHUYEcKasi TpoMO03MO0IYecKas JIETOYHasi TUIIEPTEH3HS)

Ha/Her

12.

[TpoBeneHa cTpaTudUKaIMs PUCKa JIETATBHOCTH Ha KaXI0M
BU3HTE

Ha/Her

13.

HazHauyena noaepkuBaromas Tepanus J1ypeTuKamu,
KHCJIOPO/IOM, aHTUTPOMOOTHYECKUMH CPEJICTBAMH, TIpenapaTaMu
C PUTMYPEXKAIOIUM JIeHCTBUEM (B 3aBUCUMOCTH OT MEJULIMHCKUX
NIOKa3aHUH U NPU OTCYTCTBUU MEAUIIMHCKUX MPOTUBONOKA3aHUI)

Ha/Her

14.

JlaHo HanpaBiieHUE B KCIIEPTHBIN LEHTP JIETOYHOM TMIIEPTEH3UH
(Ipu OJI03PEHMH Ha JIETOYHYIO apTEPUAIbHYIO TUIIEPTEH3UIO U
XPOHUYECKYIO TPOMOOIMOOIMUECKYIO JIETOYHYIO THIIEPTEH3HUIO,
HaJIMYue MPaBOKETyTOUKOBON CEpAeUHON HEJOCTATOUHOCTH)

Ha/Het

5629

5630 3.9.6.2. Kpurepun OICHKH KadecTBa CIEIUATH3UPOBAHHOW METUIIMHCKOW ITOMOIIHN
5631  B3pocaBIM MpH Jierounoi runeprensuu (koasl mo MKB - 10: 127.0, 127.2, 127.8)

N o/o

Kpurepuu onieHkn kauecrsa

Orenka
BBIIIOJIHEHUS

Brinonnen npuem (0CMOTp, KOHCYJIbTAIIMS ) Bpada-KapIuosora
TIePBUYHBII

Jla/Her

BoinosiHen o0yl (KITMHUYECKH) aHAJIW3 KPOBU Pa3BEPHYTHIN

Na/Her

BeinonHeH aHanu3 KpoBU OMOXUMHYECKHMA
oOuieTepaneBTUUECKHH (MCCIeIoBaHNE YPOBHS KpeaTUHUHA,
HATpUs, Kalus, TITF0KO3bI, 0011ero 6enka, riaokossl, C-
peakTUBHOTO O€eJKa, acapTaTaMMHOTpaHchepassbl,
aJlaHMHaAMUHOTpaHcpepassbl, 001ero OMIMpyorHa, MO4YEBOM
KHCJIOTHI)

Na/Her

BpINnosHEH UMMYHOJIOTHYECKUI aHAJIU3 KPOBH JJIsI CKpUHUHTA
CHCTEMHBIX 3a00JIEBaHUI COETMHUTEIHLHON TKaHU (OTpeeIICHHE
COJIep>KaHusl aHTUTEN K aHTUreHam siapa kiuetku u JJHK)

Nla/Her

Beimonnen ananus kposu Ha BUY (onpenenenue anturen
knaccoB M, G (IgM, IgG) k Bupycy uMMyHo1e(puLIMTa YETOBEKA
BUY-1 (Human immunodeficiency virus HIV 1) B xpoBn,
onpezaenenue anturen knaccoB M, G (IgM, IgG) k Bupycy
ummyHoAeduimTa yenoeka BUU-2 (Human immunodeficiency
virus HIV 2) B kpoBu)

Na/Her

Brinmonueno uccienoBanue ypoBHs N-TepMHUHATBLHOTO PparMeHTa
HaTpuitypeTndeckoro mpomentuaa Mo3roBoro (NT-proBNP) B
KpOBU

Na/Her

BrimonHeH aHanu3 KpoBH ISl OEHKH TOPMOHAIbHON (YHKIIUU
IIUTOBHIHOM KeJie3bl (MCClieIoBaHNE YPOBHS CBOOOIHOTO
tpuitoaruponuna (CT3), ceoboanoro tupokcuna (CT4) u
tupeotporHoro ropmona (TTI') B kpoBu , B cityuae, eciiu He
BBITNIOJTHEH B aMOYJIaTOPHBIX YCIOBHSIX)

Jla/Het
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BrimotHeHa KOMIIBIOTEpHAsE TOMOTpadusi OPraHOB IPYTHOM
MOJIOCTH ¢ BHYTPUBEHHBIM OOJIIOCHBIM KOHTPAaCTUPOBAaHUEM (B
9KCIIEPTHOM IIEHTPE B ClIyyae, €Clid HE BBIIIOJIHEHA B
aMOYJTaTOPHBIX YCIOBHUSIX )

Jla/Het

Brimonnena nepdy3nonHas cuuHTUrpadust JIErkux

Jla/Het

10.

BeinonHena perucrpanys 31eKTpOKapIHOrpaMMBbl

JNla/Her

11.

Brimonnena sxokapauorpadus

Jla/Het

12.

Brimonneno nccnenoBanue nuddy3noHHON CIOCOOHOCTH JIETKUX

JNla/Her

13.

BeinosnneHo uccnenoBaHie HECIPOBOLMPOBAHHBIX JbIXaTEIbHBIX
00BEMOB U ITOTOKOB (B AKCIIEPTHOM LIEHTPE B CIIy4ae, €CIIU HE
BBINOJIHEHA B aMOYJIATOPHBIX YCIOBUSX )

Jla/Het

14.

BeinosnHena upe3BeHo3Has KaTeTepu3anus cepAana (ManueHTam ¢
JIETOYHOM apTepHaJIbHOM rMIEepTEH3UEN )

Jla/Het

15.

BbII1oIHEH Ba30peakTUBHBINA TECT IPU YPE3BEHO3HOM
KaTeTepu3aliy cep/ia Mpyu Bepu(ruKaluu Tuarnosa naiueHTam ¢
WIMOTIATHYECKOM/ HACIIelyeMOM JIETOYHOM apTepruaibHOM
TUIIEPTEH3UEH U JIETOYHOW apTepUaIbHON TMIIEPTEH3UEH,
MHIYLUPOBAHHOW ITPUEMOM JIEKAPCTBEHHBIX MTPENapaToB Uin
TOKCUHOB (IIPX OTCYTCTBUU MEIUIIMHCKUX IPOTHUBOIIOKA3aHUN)

Jla/Het

16.

BeinonneHa upe3BeHO3Has KaTeTepu3alus cepAlia B COUeTaHUU C
CEJIEKTUBHOW aHTHOITyIbMOHOTpaduei (y O0IBHBIX ¢
XpOHUYECKOH TPoMO03IMOOINYECKOH JIETOYHOM rHnepTeH3uen)

Jla/Het

17.

[TpoBeneHa BepudUKaIysl TUAarHO3a JETOYHON apTepruaIbHOU
TUIEPTEH3UU U cTpaTU(UKAIIMS PUCKA JIETAIbHOCTH

Jla/Het

18.

[TpoBenena tepanus 610KaTOpaMH KaJbIHEBBIX KAHAIOB

B MaKCHMaJIbHO MEPEHOCUMBIX J103aX (TallMeHTaM C
UMONIATUIECKOM / HaclIeyeMOU JISTOYHON apTepHaIbHOM
TUIIEPTEH3UEN U JIETOYHOM apTepUaIbHOW FMIIEPTEH3UEH,
WHyLIMPOBAHHON IIPUEMOM JIEKAPCTBEHHBIX IIPENapaToB WiIN
TOKCUHOB C ITOJIOKUTEIBHBIM TECTOM HA Ba30PEaKTUBHOCTD, IIPH
OTCYTCTBUM MEIUIIMHCKUX NPOTHBONOKA3aHUI)

Jla/Her

19.

[TpoBeneHna crenudurueckas MOHOTEpamus (MalUeHTaM C BIIEPBbIE
YCTaHOBJICHHBIM JUAarHO30M HUJIMOMATHYECKOM, HACIEyEMON
JIETOYHOM apTepHabHOMN TUIIEPTEH3UEN, IETOYHON apTepUaIbHON
TUIIEPTEH3NUEN, MHIYIIMPOBAHHON ITPUEMOM JIEKAPCTBEHHBIX
IIPEnapaToB UM TOKCUHOB IIPU OTPULATEIIBHOM TECTE Ha
Ba30PEaKTUBHOCTb; AIIMEHTaM C BIIEPBBIE YCTAHOBICHHBIM
JIMarH030M aCCOLIMMPOBAHHOM JIETOYHOU apTepUAIBHON
TUIIEPTEH3UEN NTPU HAJIMYNUH HU3KOTO PUCKA JIETAIBHOCTH, IPU
OTCYTCTBMM MEJUIIMHCKUX NPOTHBONOKA3aHUN )

Na/Her

20.

[TpoBeneHa koMOMHUpPOBaHHAs crelupuIecKas Tepamnus
(marueHTaM ¢ BIEpBbIE YCTAHOBJIEHHBIM IMarHO30M
aCCOLIMMPOBAHHON JIETOYHOM apTepUaIbHON TMIIEPTEH3UN NN
IIPY OTPULIATEILHOM TECTE HA Ba30PEaKTUBHOCTD MPU
YCTaHOBJICHUH MIMONATUYECKOM/ HACTIEyeMOH JIeTOYHOM
apTepHaJIbHON TMIIEPTEH3HH, JIETOUYHON apTepuanbHON
rUNepTeH3uel, HHAYIUPOBAaHHON MTPUEMOM JIEKAPCTBEHHBIX
[IPENapaToB UM TOKCUHOB MPU HAIUYUHU
IPOMEKYTOUHOT0/BBICOKOTO PHCKa JIETAIBHOCTH, ITPU OTCYTCTBUU
MEIMIMHCKUX TPOTUBONOKA3aHUI)

Jla/Het
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5632
5633

5634

21.

[TpoBenena sckamanus cnenuduueckor Tepanuu (Mpu pa3BUTHH
KJIIMHAYECKOI0 YXYIICHUS JIETOYHOU apTepUaAIbHON
TUIEPTEH3UHU, IPU OTCYTCTBUH METUIIMHCKUX MMPOTUBONOKA3aHUM)

Jla/Het

22.

[TpoBeneH KOHCHIIMYM C y4acTHEM CEepACYHO-COCYIHCTOTO
XUPYypra, dKCIepTa Mo MPOBEICHUIO SH0BACKYIISIPHOTO JICYCHUS
XPOHUYECKOU TPOMOOIMOOTMIECKOH JISTOYHOM THIEPTEH3UN
/XTOBJI

Jla/Her

23.

[TpoBenena nerounasi TpOMO3HIAPTEPIKTOMUS (OnIepadbeTbHOMY
HalMEHTY C XPOHUUYECKOH TpOMO0IMOOIMUECKON JIETOYHOI
runeprensueit /XTOBJI, npu oTCyTCTBUN METUITMTHCKUX
IPOTHBOIOKA3aHU)

Jla/Her

24,

[TpoBenena OaIOHHAs AaHTHOIUIACTHKA JIETOYHBIX apTepuid (y
HeonepadeabHbIX MAIMEHTOB ¢ XPOHUYECKOI
TpoMOoaMOOIIUecKoii JerouyHoi runeprensueit/ XTIBJI mpu
HEBO3MO>KHOCTH BBIIIOJIHEHHSI TPOMOIHAAPTEPIKTOMUM U
OTCYTCTBUM MEIUIIMHCKUX MPOTUBOIIOKA3aHU)

JNla/Her

25.

Haznauena cnienupuyeckast Tepanus nalleHTaM ¢ XpOHUYECKOM
TPOMOOIMOOTNIECCKOM JICTOYHOM TUTIEPTCH3UEH B CiTydae
HeornepabenbHOCTH (TIPU OTCYTCTBUM MEIUITMHCKUX
IIPOTUBONOKA3aHHI)

Jla/Het

26.

OreHeHa BO3MOXHOCTD BBITIOTHEHHS TPOMOIHAAPTEPIKTOMUH U3
JIETOYHOM apTepUH B DKCIIEPTHOM LIEHTPE JIETOYHOU TMIIEPTEH3UH
(Tpu XpOHUYECKOM TPOMOOIMOOINYECKOMN JIETOYHOM
THIIEPTEH3HH, B CIIy4ae, €M HE BBIIIOTHEHO B aMOYIIaTOPHBIX
YCIOBUSIX)

Jla/Het
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