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TepMuHBI U onIpeaeICHUS

Joka3zareibHass MeIMUMHA — HaJJIeXallee, MO0CIEI0BAaTEIbHOE U OCMBICIEHHOE HCIIOJIIb30BaHUE
COBPEMEHHBIX HaWJyUYlIUX J0Ka3aTesbCTB (Pe3ylbTaToB KIMHUYECKUX HCCIEI0OBAaHUM) B Ipoliecce

MPUHATHS PEIICHUI O COCTOSTHUU 3I0POBbS U JICUEHUU NauueHTa [1].

3abdoseBaHue — BO3HHUKAIOMECEC B CBA3U C BOSHeﬁCTBHGM IIaTOI'CHHBIX (1)aKTOpOB HapyImcHUue
ACATCIIbHOCTH OpraHu3ma, pa6OTOCHOCO6HOCTI/I, CIIOCOOHOCTH AIanTUPOBATLCA K HW3MCHAIOIIMUMCA
YCIIOBUAM BHCIIHEH U BHYTpCHHefI cp€abl 1TIpu OAHOBPEMCHHOM  HM3MCHCHHMHM  3allMTHO-

KOMIICHCATOPHBIX U SaIHI/ITHO-HpI/ICHOCO6I/ITCJ'II>HI>IX peaKuHﬁ N MCXaHU3MOB OpraHmnu3ma [Z]

I/IHCprMeHTaHLHaH AHATHOCTUKA — JUAarHOCTHKa C MCIIOJb30BaHUCM IJIA 06CJ'I€I[OB3.HI/I$I nmanueHTa

Pa3TUYHBIX MPUOOPOB, aNMapaToB K MHCTPYMEHTOB.

Hcxon — m1060i BO3ZMOXKHBIA pe3yabTaT, BO3HHUKAIOUIUN OT BO3JAEHCTBUSA MPUUYMHHOTO (hakTopa,
MpOHUIAKTHUECKOTO WM TEPareBTUUYECKOTO BMEIIATEIbCTBA, BCE YCTAHOBICHHBIE W3MEHEHUS

COCTOAHUS 310POBbsI, BOBHUKAIONINUEC KaK CIICACTBUC BMCUIATCIILCTBA [3]

Kiannnueckoe uccienoBanue — Jr000€ MCClIeOBaHUE, TPOBOJUMOE C YYACTHEM YEJIOBEKA B KaueCTBE
CyObeKTa JUIsl BBISIBJICHUSI WU TOATBEPKACHUS KIMHUYECKUX H/WIH (apMaKoIOTHIecKuX 3(h(HEKTOB
UCCIIEYyEMBIX MTPOAYKTOB W/WIIM BBISBICHHS HEXEJIATeIbHBIX PEaKIMii Ha UCCleayeMble POIYKTHI, 1/
WM U3YyYEHUs] MX BCACBhIBAHMSI, pacIipe/iesieHus, MeTa0oMnu3Ma U BBIBEICHUS C II€JIbI0 OLICHUTHh HX
O0e3omacHOCTh W/WIH 3P(EKTUBHOCTh. TepMUHBI "KIWHWYECKOE HWCHBITaHHE" H "KIMHUYIECKOE

uccliieioBaHue" sSBIISIIOTCS CHHOHUMaMHU [4].

Kon¢gumkr uHTEpecoB — cutyalus, NOpU KOTOPOM y MEAMIIMHCKOTO WIH (apMaleBTUYECKOro
paboOTHUKA TP OCYIIECTBICHMM HWMU TPO(PECCHOHANBHON MAESITeIbHOCTH BO3HUKAET JIMYHAS
3aMHTEPECOBAHHOCTh B MOJYYEHUHU JHYHO JUOO uepe3 MPEICTAaBUTENsI KOMIAHUM MaTepHalbHOM
BBITOIBI WJIM HMHOTO IPEUMYLIECTBA, KOTOPOE BIMSAET WM MOXKET IOBIUATH Ha HaJJIeXkaliee
WCIIOJIHEHHE UMHU TPO(EeCCHOHATBHBIX OOS3aHHOCTEM BCIEACTBHE MPOTHBOPEUMS] MEXKIY JIUIHON
3aMHTEPECOBAHHOCTHIO MEIULIMHCKOTO PaOOTHHUKA WU (hapMalleBTHUECKOT0 pabOTHUKA U MHTEpECaMuU

namuenTa [2].

.HilﬁOpﬂTOpHaﬂ AUArHOCTUKA — COBOKYIIHOCTH MCTOJ OB, HAIIPABJICHHBIX Ha aHAJIM3 HCCICAYCMOIO

Marcpualia ¢ IOMOIIBIO PA3JIMYHOTO CIICHUAJIU3UPOBAHHOT'O O60py,ZlOBaHI/I5I.

Jlerounasi runepTeH3usi — MaTroPpuU3NOIOTHIECKOE COCTOSIHUE, /JII KOTOPOTO XapaKTEPHO MOBHIIICHHUE
JABJICHUS] B JIETOYHOM apTepUH, aCCOLMUPOBAHHOE C PA3BUTHUEM IIPABOKEIYIOUYKOBOM CEpIeUHON

HEJ0CTATOYHOCTH U MPEKACBPEMEHHON I'MOEIIbIO MAIIMEHTOB.

JlekapcTBeHHbIe mpenmaparbl — JIGKAPCTBEHHBIE CPEACTBA B BHUJAEC JICKAPCTBEHHBIX (opM,
OpUMEHsieMble JJI1 TNPOQMIAKTUKHA, JUArHOCTUKH, JIeUeHUs 3a00jeBaHUs, peadWInTaluu, s

COXpPaHEHMs], MPEAOTBPAIICHUS WU MTPEpbIBaHUs OEpEeMEHHOCTH [3].

Meauuunckuii padoTHHUK — (Qu3MUecKoe JHUI0, KOTOPOE HMEET MEIUIMHCKOEe WIM HHOE

O6p330BaHI/Ie, pa60TaeT B MC,Z[HHHHCKOﬁ OpraHu3alMi U B TPYAOBLIC (I[OJ'DKHOCTHBIC) 0053aHHOCTH



KOTOPOIro BXOAHUT OCYHICCTBIICHHC MEJIMIIMHCKOMN JACATCIbHOCTH, 00 (bHSI/I‘IeCKOG JUIO0, KOTOPOEC
ABJIACTCA HWHANBUAYAJIbHBIM MMPpCAIIPUHUMATCIICM, HCTIOCPCACTBCHHO OCYILICCTBIIAIOIINM

MEIUIIUHCKYIO JIESITEIbHOCTS [2].

MeanumnHcKoe BMeNIATeJIbCTBO — BBIMOJHAEMbIE METUIIUHCKUM PAOOTHUKOM U WHBIM PaOOTHHUKOM,
UMEIOLMM [PaBO Ha OCYUIECTBICHUE MEAMIIMHCKOW JESATENbHOCTH, 1O OTHOUIEHUIO K MallUeHTY,
3aTparuBarouiie  (QU3MYecKoe WM  I[ICUXUYECKOE  COCTOSIHME  YelOBEeKa U HMEIOLIHe
NpoUIAKTUYECKYIO, TUArHOCTUYECKYIO, JiedeOHYyI0, peaOUIUTAIlMOHHYIO WJIM HCCIIEI0BATENbCKYIO
HaNpaBJIEHHOCTh BUJbl MEIULMHCKUX OOCJIEIOBAaHUN W/MIM MEIUWLUMHCKUX MaHUMYJSIUN, a Takxke

HCKYCCTBEHHOE TIpephIBaHUE OEPEMEHHOCTH [2].

Monnpukanust 00pasa :KU3HM — MEPOIIPUATHUS, HAIIPABJICHHBIE HA HOPMAJIM3ALIMIO BECA U XapaKTepa
NUTAHUS, JBUTaTeIbHON aKTUBHOCTH, LEJNbI0 KOTOPBIX SBISETCS CHUKEHHE CEPlIE€YHO-COCYAUCTOTO

pucka.

HaIII/IeHT - (1)H31/II*IGCKO€ JIMOO, KOTOpPOMY OKa3bIBACTCA MCAWIHMHCKAA IIOMOOIb WM KOTOPOC
O6paTI/IJ'IOCB 3a OKazaHUuEM MGI[HHHHCKOﬁ IMOMOIIN HC3aBHUCHUMO OT HAJINMYUA Y HCTO 3a00JICBaHUS U OT

€ro cocTosiHuA [2].

HocaenoBarenbHass komOuHupoBanHas JIAI' cnenuduyeckass Tepanus — 3TO MOCIEN0BATEIBHOE
Ha3HAYEHUE JBYX MU OoJiee Pa3HBIX KIACCOB CHEIU(PUYECKUX MpenaparoB IJsl JICUYCHUS JIETOYHOU

rurepren3uu [6].

PaGouas rpynna mo pa3padoTke/akTyajau3alui KIMHUYECKUX PEeKOMEHIAIMd — 3TO KOJUIEKTUB
CIEIUATNCTOB, pPabOTAIONMX COBMECTHO U COIJIACOBAaHHO B IMENAX pa3paOOTKH/aKTyan3aluu

KJIMHUYECKUX PEKOMEHAINH, 1 HeCyIX OOIyI0 OTBETCTBEHHOCTh 32 Pe3yJbTaThl JaHHON paboThI.
CuHApPOM — yCTOIUMBAsE COBOKYITHOCTb psAJia CHMIITOMOB C €IMHBIM [TaTOT€HE30M [7].

CocTosinue — W3MCHECHHS OpraHn3Mad, BO3HHUKAOIHNC B CBA3U C BOS,Z[CﬁCTBHCM [IATONCHHBIX H/UJIN

¢uznonornyeckux GakTopoB U TpeOyroIIre OKa3aHusl MEAUIIMHCKON oMoy [2].

CraproBas komOuHupoBanHasi JIAI' cnenuduyeckasi Tepanusi — 3T0 OTHOBPEMEHHOE Ha3HAYEHUE

IBYX U OoJiee pa3HbIX KJIACCOB ClieUU(PUUECKUX MPEnaparoB i JEUECHUs JIETOUHOM TUIIEpTEH3UH [6].

Te3l/lc-pEKOMeH)]aIIl/lﬂ — HOJOXKCHHUE, OTpaKaromiec mMopsAJ0K U IPABUIIbHOCTL BBIITOJIHCHHA TOI'O HUIIN

HWHOI'0O MCIUIMHCKOTO BMCHIATCIILCTBA, UMCIOIICTO JJOKA3aHHYIO 3(1)@)GKTI/IBHOCTI> 1 0€30IMacHOCTb.

YpoBeHb 10CcTOBEepHOCTH J0Ka3aTedbCeTB (YJ]) — cTeneHb yBEpEHHOCTH B TOM, UTO HaMJICHHBIN

3¢ (dEKT OT MPUMEHEHHSI METUIIMHCKOTO BMEIIATEIHCTBA SBIISICTCS UCTUHHBIM [ 8].

YpoBenb yoOeaureabHocTH pexoMenaanuii (YYP) — creneHb yBEpeHHOCTH B JOCTOBEPHOCTHU
a¢ddexra BMemarenbcTBa ¥ B TOM, YTO CJICAOBAHUE PEKOMEHIAMSAM MPUHECET OOJIBINE IMONB3bI, YeM

Bpeia B KOHKPETHOM cuTyaruu [8].



eab MeTUKAMEHTO3HOM Tepanun — CTaOMIIBHOE JTOCTH)KCHUE 30HBI HU3KOTO PUCKA JICTAIBHOCTH [9,
10].



1. Kparkast ungopmanus

1.1 Onpeaesienne 3a00/1eBaHNS WJIN COCTOAHUS (TPyINbI 3200/ 1eBAHNA WJIH
COCTOSIHMH)

Jlerounasi runeprensus (JII') — remomuHaMudeckoe M MaTto(QU3NOIOTHIECKOE COCTOSTHHUE, KOTOPOE
XapaKTEePU3yEeTCsl MOBBIIIEHUEM CPEIHEro NaBiieHus B JierouHol aprepuu (IJIA) > 25 MM pT. cT. B

MOKO€, U3MEPEHHOTO IIPU YPE3BEHO3HOM KareTepu3aiuu cepaua [6].

HopMaJsibHble 3HaYeHHsI [JaBJieHHs B JIero4HOM aprepum B nokoe — cpeanee [JJIA <20 mm

pT. cT. [12].

JaBienue 3akauHuBaHus JeroyHnoii aprepum (A3JIA) KOCBEHHO OTpa)kaeT MABJICHUE B JICBOM

nmpeacepann 1 KOHCUHO-ANACTOJINYCCKOC JaBJICHHUC B JICBOM JKCIIYIOYKC.

Jlerounoe cocynucroe comporujieHue (JICC) — mokaszarenb, OTpaKarOIUKA TSHKECTh MOPAKEHUS
apTepuaibHOro pycia wmanoro kpyra kpoBooOpamenus (MKK), koTtopelii paccumThiBaeTCs IO

dopmyne: (cpeanee AJIA - JI3JIA)/cepaeunslii BEIOpoC 1 u3Mepsiercs B eannuiax Byna [13].

IMpexkanmiigspHass JieroyHasi TUMEPTEH3Us — TIeMOJMHAMUYeCKud BapuaHt JII, mis xoToporo

xapaktepHo cpeanee HJIA > 25 mMm pt. ct., 3JIA < 15 mm pt. ct. u yBenuuenue JICC > 3 en. Byna
[6].

[MocTkanuiiIApHas Jiero4yHasi TMIIEPTEH3UMsl — reMoAnHamuueckun BapuaHT JII, mpu koTopom
cpennee JJJIA > 25 mm pt. ct. u I3JIA> 15 MM pT. cT. [6].

1.2 JTHoN0THS ¥ ATOreHe3 3200JIeBAaHUS UJIU COCTOSIHUS (TPYIIIbI
3200J1eBAHUN WM COCTOSTHUI)

I'pynna 1. B ocnoBe pasutusi JIAI' nexar ctpykrypHble u3MeHeHusi aprepuii u aprepuon MKK,
KOTOpPbIE MPOSBISAIOTCS TUIEPIUIa3uel MHTUMBI, Tuneprpodueidl U runepruiazueil riagkoMbIIIeYHbIX
KJIETOK CpefHed 000JI0YKU COCY/I0B, YTONIEHUEM aJABEHTULIUU ¢ (OPMUPOBAHUEM NEPUBACKYIISPHBIX
BOCTIAJINTENBHBIX UHPUIBTPATOB, a Ha Oosiee MO3THUX CTaausX — (GUOPO3HBIMU M3MEHEHUsAMHU [35].
VYeToiuuBeIi K anonTo3y (PEHOTUIT SHIOTENUATIbHBIX KIETOK, XapakTepHbiil st JIAT, cnocoOcTByer
BO3HUKHOBEHHIO IJIEKCOI€HHOM apTepronaruy, NpuBOAALIEH K cyOTOTaaIbHON 00IUTEpali IPOCBETa
cocyna, ysenuueHutro JICC u, B KOHEYHOM MWTOre, I€MOJMHAMHUYECKON Harpy3ke Ha IpaBbli
xenmynouek. dopMupoBaHue OHKONOAOOHOTO, mHponudeparuBHOro (EeHOTUra KIETOK COCYIHCTOM
CTEHKHM CBSI3bIBAIOT C HApPYLIEHHMEM MHUTOXOHAPHAIBHOIO ABIXaHWS W YCUIECHUEM JHEPreTUYECKOU
3aBHCHUMOCTH OT a’pOOHOT0 IVIMKOJIM3a, YTO HPUBOAUT K MATOJIOIMYECKOW akTUBAalMM (PaKTOpPOB
Tpanckpuniuu [36]. Bropas rumore3a paszsutus JIAL, nonmyuuBiIasi Ha3BaHUE «IETEHEPATUBHOWN,

CBA3daHa C TMIOBPCKACHUCM OHAOTCINA, HAPYHICHHUCM IMPOHCCCOB pCIllapallii W aHTMOICHE34,



NPUBOJAIINX K YMEHBIICHUIO IUIOTHOCTH COCYIOB MHUKPOLMPKYJIATOPHOro pycna. HesaBucumo ot
MCXOIHOTO MEXaHU3Ma KIIFOUEBBIM 3BE€HOM B Iarore”ese JII' mo-npexxHemMy ocTaercsi SHI0TENNaIbHas
TUCYHKITMS CO CHUKEHHEM CHHTE3a OCHOBHBIX BazOAWIATUPYIOMUX (MOHOOKcuiaa aszora (NO),
MPOCTAIMKIINHA) U TUIEPIPOAYKIIMEH Ba30KOHCTPUKTOPHBIX CyOcTaHimii (3HA0TENNH-1, TpoMOOKCaH
A2, cepoToHuH), (QOPMHpPOBAHHEM MPOTPOMOOTHUECKHX YCIOBHM; pa3BUTHEM BOCHAIUTEIbHBIX
peakuuii B COCYJUCTOM CTEHKE KaK 3a CUET yTParbl HAOTEIMEM AaHTHUAATE3UOHHBIX CBOMCTB, TaK H
BCJICJICTBHE HAPYIICHUH BPOXKAECHHOIO M AJAalTHBHOTO MMMYyHUTETa. PYHKIHOHAIBHOE COCTOSHUE
MIPABOTO JKETYA0YKa — OCHOBHOW JTMMHUTHPYIOUTUH (DakTOp, OMpeaessironifil mporuo3 manueHToB ¢ JIIK

U HaIpsIMYIO 3aBUCSIINHN OT cTeneHu ¢Gubdpo3Hbix n3Menenuit cocynos MKK u muokappa.

Bosnuknosenue JIAI' onocpemyercs: B3auMOACHCTBUEM T€HETHUECKUX, STIUTCHETHUECKUX (PaKTOPOB U
dakTopoB okpyKaromeh cpeapl. [lokazano, 4yTo y manueHToB ¢ cemeiinoi dopmoii JIAIT myramuu B
rene BMPR2, oOTHOCSIIEMCS K CEMEHCTBY TpaHC(OPMHUPYIOUIET0 pOCTOBOro (akropa u
PETYIUPYIOIIEM TPOLIECChl KIETOUHOUM mponudepanuu, BbIABIAIOTCS B 75% ciydaeB, Torna Kak y
NAlUEHTOB CO CMOpPaauyecKuMu BapuanTamu uauonaruyeckor JIAIT — tonbko B 25% ciyuaes [37].
Kpome Toro, y manuentos ¢ JIAI, numeromux aHaMHe3, B TOM YHCIIE U CEMENHBIN, TeMOPParndyeCcKux
TEJICaHTMOAKTa3UM, BBIABIAIOTCS MYTAllMM TE€HOB, KOAMPYIOMIMX aKTUBUH-PELENTOP-I0J00HYIO
KuHa3y-1, PHIOMHMH M OeNKH cemeilcTBa TpaHChOpMHpYIOIIEro poctoBoro ¢akropa (BMPRIB,
SMAD?Y). TlpoBeaeHne NOJHOTEHOMHOTO CUKBEHCA Yy ManMeHTOB ¢ JIAI' BBIIBUIIO JOIOJIHUTEIBHBIE,
Oosee peiKue MyTallud B T€Hax, KOAUPYIOMIMX KaBeosnH-1 u kanueBble kaHanbl (KCNK3). Hapsny c
TEHETUYECKUMHU JeTepMUHAHTaMU B pa3BuUTuU JIAI' akTMBHOE y4yacTue NMPUHUMAKOT TPU OCHOBHBIX

AMUTeHEeTHYeCKNX Mexanu3Mma: metunupoBanue JIHK, moauduxammm rucronoB u MukpoPHK.

YcraHoBneHo, 4To B KadecTBe (PakTopoB pucka pa3Butus JIAI' MoryT BhICTynarh JieKapCTBEHHbIE
mpenaparsl ¥ TOKCUHBI, HHGOpMala 0 KOTOpbIx npenactasieHa B [Ipunoxennn b1 (Ta6m.4) [6, 11].
bnaronaps HakomjeHHBIM 3a MOCJEIHHE TOABI AAHHBIM, Na3aTUHUO W MeTaMpeTaMHUHbI U3 TPYIIIbI
«BEPOATHBIX» IEPEHECEHBl B TPYIILY «OIPEIECICHHBIX» JIEKAPCTBEHHBIX IPENapaToB, ¢ IPUEMOM

KOTOPBIX accoununpoBaHo pazsutue JIAT.

I'pynnma 2. 3a0oneBaHusi JIEBBIX Kamep Ceplla, BBI3BIBAIOIIUE IOBBIIICHUE IABICHUS B JIETOYHOU
apTepuu, 4pe3BblUaliHO reteporeHHbl. OOmui MexaHu3M, JeXalluid B OCHOBE JIETOYHOW BEHO3HOMU
TUIIEPTEH3HUH, — [MACCUBHAs Mepeiaya MOBBIIICHHOTO JABICHUS HAIlOJIHEHUS U3 JIEBBIX KaMep cepAla
Ha BEHBI MaJIOTO Kpyra KpoBOOOpaIleHHUs. YBEIMUEHUE JIEBOTO MPEACEPaUss MOXKET CIY)KUTh PAaHHUM
MapKepOM CHCTOJIMYECKOM WJIM JUACTOIMYECKOW AUCHYHKIUHU JIEBOrO kenyaouka. lloBwiieHHOE
BEHO3HOE JIaBJICHHUE B MAaJIOM Kpyre KpOBOOOpAIllEHUS MPUBOAMUT K MOBPEXKICHUIO IHAOTENHS, YTO
CONPOBOXKIACTCA YBEIMYEHUEM CEKpELMU SHAOTeNuHa-1, ymeHblmieHneMm npoaykiuuu NO wu
CHM)KCHHEM UYBCTBUTEIBHOCTH K Ba3OAWJIATUPYIOLIEMY JIEUCTBUIO HATPUWYPETHUECKUX IENTHIOB
[38]. Cx0ICTBO THCTOJIOTMUECKON KapTUHBI KOMOMHUPOBAHHOM Mpe- U MOCTKANMWUISPHOU JIETrOYHOM

TUIICPTCH3UH C JIAT NOAYCPKUBACT O6]J_IHOCTB MaTOIrCHECTUYCCKUX MEXAaHNU3MOB UX PA3BUTHA.

I'pynna 3. Ba3oKOHCTPUKIIMS COCYIOB MaJIOr0 Kpyra KpoBOOOpallleHUsI B OTBET HAa THIOKCEMHIO C
MOCJHEAYIOIMM PEMOACITUPOBAHUEM APTEPUNA W apTEPUOI — KIKOYEBOE 3BEHO maroreHes3a JII' mpu
MATOJIOTUH JIETKUX, YTO MOATBEPKIACTCS HAJWYUEM KOPPEISIIMOHHOW CBSI3M MEXKIY BEIMYMHOMN

cpennero JIJIA u mapuuanbHBIM JaBICHHEM KHUCIOponaa, a Takke AU(PPy3nOHHONH CIOCOOHOCTH



nerkux st MoHokeua yrepoaa (DLCO) [39, 40]. [TapagokcaibHbli OTBET HA TUITIOKCEMHIO COCYJIOB
MKK MoxeT ObITb I€HEeTHYECKH IETEPMHHHPOBAH. YCTAHOBJIEHA CBA3b Mexay passuruem JII' y
MAlMEHTOB C MAaTOJIOTHel Jerkux u HocutenbcTBoM LL-nomumopdusma B rene SHTT nepeHOCUUKa
cepoToHuHa. Hapsiny ¢ aTuMm, runepnpoiykius sHAoTenuHa-1, ¢akropa Hekposa omyxoisied anbda,
TpaHCQOPMUPYIOIIETO POCTOBOro Qakropa 0OeTa, COCYAMCTOTO POCTOBOro (hakropa, a TaKxke
MOBBIIIEHNUE YpOBHS C-peakTUBHOrO Oejika MOATBEPKIAI0T OOIIHOCTh NATOr€HETUYECKUX MEXaHU3MOB
pazButua JII' nmpu maronmoruu jerkux u y nanveHToB ¢ JIAIL CrnemyeT mOMHHUTB, YTO NPUYUHOU
pazsutust JII' y 10-15% mnauuenTtoB MoryT ObITh HapylleHHUs JbpIxaHus Bo cHe. Kak mpasuio,
JOTIOIHUTENBbHBIM (hakTopoM pucka pa3Butus JII' y 3THX NAUMEHTOB CIIy)KUT METaOOIMYeCKUi
CUHIPOM, WHCYJIMHOPE3UCTEHTHOCTh W ACCOLIMUPOBAHHBII C HHUMH OKCHUJATUBHBIA CTpeEcC,

MIPUBOAAIINI K PA3BUTHIO dHIOTEIUATLHON AUCHYHKITHH.

I'pynna 4. CoBpemennoe nonumanue naroreHe3a XTOJI[T BRIXOAUT Malieko 32 paMKHA XPOHHYECKOU
0oOCTPYKIIMH, BBI3BAHHON HEPparMEeHTUPOBAHHBIMU TPOMOOTHUECKUMHU MaccaMu. M XoTsa martorenes
XTOJII' no koHIIA HE WM3Y4YeH, BO3HUKHOBEHHUE TAHHOTO 3a00JEBaHUS CBSA3BIBAIOT C HApYIICHHUEM
npoueccoB (puOpHUHOIN3a, aHTMOT€HE3a, PAaHHUM pa3BUTHEM (UOPO3HBIX M3MEHEHUM M BTOPUYHOMU
Backynonaruei. JII' mpu sToM 3a00JIeBaHUM MOXXET BO3HHMKATh MPU TPOMOOTHYECKOM MOPAKEHUU
Menee 50% apTepuanbHOTO pycia, YTO MOAYEPKUBACT 3HAUCHHE HEUPOTYMOPAIBHBIX (PAKTOPOB B €€

pa3BuTHH U cOmmKaeT gaHHoe 3aboneBanue ¢ MJIAIL [31].

1.3 dnuaeMuo0rus 3200/1eBaHN WM COCTOAHUSA (TPyNnbl 3200/1¢eBAHUN WU
COCTOSTHHI)

JII' oTHIONb HE PENKOCTh, HAIIPOTUB, OHA 3aTparuBaeT Okojio 1% HaceneHus, B Bo3pacte crapuie 65
net Bcrpeuaerca y 10% nanuentoB [17]. Tem He MeHee, 3a001€BaeMOCTb M PACIPOCTPAHEHHOCTD

Pa3IMYHbIX KIMHUYECKUX rpymn JII' cymecTBeHHO pa3nudaercs.

I'pynna 1. JIAT otHOCHTCS K urciy op(aHHBIX 3a00JIeBaHUI, TOATOMY OCHOBHYIO HH(OPMAIIHIO O €€
pacupoCTpaHEHHOCTH U 3a00JIeBa€MOCTH MPENOCTaBISAIOT HAlMOHAJIbHBIE U  MEXKIYyHApPOJHBIE
peructpsl. [lo nanubiM ¢dpaniry3ckoro peructpa pacnpoctpaneHHocTs JIAD cocrapnsier 15 cnydaes, a
NIIAT — 5,9 cnydas Ha 1 MHJIZTHOH B3pOCTIOTO HACEICHHS, TOT/Ia KaKk 3a00JIeBaéMOCTh HE MPEBHINIACT
24 u 1,0 cimyyaii Ha 1 MIH B3pOCJIOro HaceleHWsi B roia, coorBeTcTBeHHO [18]. Ilo pgaHHBIM
amepukanckoro peructpa REVEAL cpenu Bcex manuenTtoB ¢ JII' I rpynmner okono 50% mnaiueHToB
umeror WIAT, nacnencreennyro JIAD unu JIAT, cBsi3aHHYIO C MPUEMOM JICKAPCTBEHHBIX IPENapaToB
win TOKCcMHOB. B moarpymnme JIAI, accoumupoBaHHOW ¢ ApyruMH 3a00JeBaHUSMH, OCHOBHOMU
npuunHoi pazButua JII' aBnsrorcs nuddys3Hbie OOME3HM COCAMHUTENBHOM TKAaHU U, B TIEPBYIO
ouepelnb, cucteMHas ckiiepoaepmus [19]. [lo ganubiM Poccuiickoro HaIlMOHaJIBHOTO PETUCTpa A0S
naiuentoB ¢ MJIAT' B ctpykrype JII' I rpynnel cocrasnsier 41,5%, nacnencrsennas JIAIT — 0,4%,
JIAT, accoumupoBannas ¢ BIIC u C3CT, — 36% u 19,5%, cooTBeTCTBEHHO; nopToIyibMOHabHas JII’
- 1,9%, BUY-accoummupoBannas JIAI' — 0,4%, JIAI, nHayuupoBaHHass NPHEMOM JIEKAPCTBEHHBIX
npenapaToB U TOKCHHOB, — 0,4% [20].



NJIAT TpaauIiMOHHO OMHMCHIBAECTCS Kak 3a00JeBaHME MOJOIBIX KEHIIUH 0€3 COMyTCTBYIOIIEH
narosnoruv. O0 3TOM CBUJIETEIbCTBYIOT JJAHHBIE HCTOPUUYECKOTO peructpa HannonanbHOro MHCTUTYTA
3nopoBbs CIIHA (National Institutes of Health, NIH), B kotopom cpeanuii Bo3pact naunuentoB ¢ UJIAT
Ha MOMEHT MOCTAHOBKH JHMarHo3a coctaBui 35 + 15 neT, a COOTHOIIEHUE KEHIIMH U MY>KYUH OBLIO
1,7:1 [21]. Ananoruusble JaHHbIE IPeICTaBIeHbl B POCCHIICKOM HAallMOHAIBHOM PETUCTPE, B KOTOPOM
cpennuii Bo3pact mnanueHToB ¢ JIAD' cocraBun 42,7 £ 15,3 ner [20]. Onnako 3a npouenmue 3
JNECATHIETHS «TOpTpeT» nmarueHToB ¢ MJIAI cyliecTBeHHO M3MEHWIICS: YBEJINYMIIACh OIS MOKUIBIX
nanueHToB. B yacTHOCTH, cpeiHmii BO3pacT MalueHToB BO ¢paHiry3ckoM u amepukanckom (REVEAL)
peructpax coctaBui 52 £ 15 ner u 53 £ 15 ner, coorBercTBeHHO [22, 23]. B eBponeiickom peructpe
COMPERA nons nauuento ¢ UJIATL crapuue 65 net npeBbicuia 64%, X0TS COOTHOIIEHUE KEHITUH U
MY>KYHUH OCTaJ0Ch NnpexxHuM — 2,3:1 [24]. C pocTOM MOMyJISALUHU MOXKWIBIX NTALUEHTOB YBEJINYHBACTCSA
U 0N TMalUeHTOB, HMMEIOIIUX TPAAUIMOHHBIE CEPIEYHO-COCYAHMCThIe 3a00JIeBaHUSA: CHCTEMHYIO
runieprensuio (27-42%), oxupenune (30-38%), caxapuwiii guadbet 2 tumna (14%) u umeMUYECKyrO
6omne3ns cepana (10—12%), uto 3aTpyaHIET CBOEBPEMEHHYIO JUATHOCTHKY 3a0oneBanus [23, 25].

I'pynna 2. JII' npu natonoruu jeBbIX KaMmep cepilla — ojHa U3 HauboJyiee pacpOCTPaHEHHBIX (Gopm
JIT, xoropas cocrasisieT 48—80% B CTpyKType JIETOUHbIX runeprensui [26]. Kak npasuio, pa3Butue
JII' y mamueHToB C MAaTOJIOTHMEN JIEBBIX KaMeEp Cepaua CBA3aHO C MPOTPECCUPOBAHHUEM OCHOBHOIO
3a0oneBaHUsl M YyBENUYEeHHEM (YyHKIIMOHAJBHOTO KJlacca CEepACYHOM HEIOCTaTOYHOCTH, YTO
HEOIaronpusITHO BIMSET Ha UX BbhKUBaeMocCTh. JII' BcTpeuaercsa y 60% ManueHToB ¢ CUCTOIMYECKOU
n'y 83% mnanmentoB (CHAJIA > 35 MM pT. CT.) ¢ AMACTONIUYECKONU AUC(YHKITUEH JIEBOTO JKETyd0UKa, a
Takke y 38% mnanueHTtoB ¢ MUTpalibHbIM cTeHO30M (CIJIA > 50 mm pT. cT.), y 23% mnanueHToB ¢
MUTpasibHON HeaocTarouHOCThIO (CHJIA > 50 MM pT. cT.), y 29% nanueHToB ¢ a0pTalbHbIM CTEHO30M
(CHJIA > 50 mm pt. c1.) n y 16% nanuenToB ¢ aoprainbHOi HenocTtatouHocThio (CIJIA > 60 MM pr.
cT.) [27].

I'pynna 3. Pacnpoctpanennocts JII' npu xpoHudeckoit oOcTpykTuBHOUM Oose3nu serkux (XOBJI)
3aBUCUT HE TOJBKO OT TSKECTH 3a0oyieBaHMs, HO U Merona Bepudukamuu JII. AHanu3 JaHHBIX
Ype3BEHO3HOHN Karerepusanuu cepana y nanueHToB ¢ XOBJI IV cragum 3a0oneBanus mokasal, 4To
90% nanuentoB umerot cpenuee JJIA > 20 mm pt. cT. u Tosibko 1-5% nanuentoB umerot JJJIA > 35—
40 MM pt. cT. B nokoe [28]. laxxe npu ymepeHHbIX (pusmdyeckux Harpyskax y nanueHToB ¢ XOBJI
MOXeT Habmomarbest ObICTphIid pocT cpennero JAJIA. Ins ¢penoruna XOBJI ¢ BoBieueHuEM COCYIOB
MKK xapakTepHO coyeTaHME€ MeEHee TSDKENbIX HapylleHWH (QYHKIMM BHEIIHETO JbIXaHUA C
TUIOKCEMHUEHN, O4eHb HM3KOM Iu((Py3MOHHON CMOCOOHOCTBIO JIETKHX JUIsi MOHOKCHZA YIJIEPOAA,
HOPMO- WJIM THUIIOKAIIHUEH W TPEUMYIIECTBEHHBIM OTBETOM CEpPACYHO-COCYAUCTONM CHCTEMBI Ha
bU3UYIECKyI0 Harpy3Ky, uro commkaeT 3ToT BapuaHT JII' ¢ MJIAL. V manueHToB ¢ MauonaTHIeCKUM
neroyHsiM Qubpo3om cpennee JIA > 25 MM pt. cT. 3apeructpupoBaHo y 8—15% mnamueHTOB Ha
HavdaJIbHOM cTanuu 3a0oneBanus ¢ yBenudenuem 10 30-50% B mo3aneit u > 60% B KOHEUHON CTaauu
[29]. CnenyeT OTMETUTH BBICOKYIO pacrpocTpaHeHHOCTh JII' y manueHToB C CapKOUI030M, KOTOpas
Bapbupyet ot 5,7% no 74% [30]. Xots JII' mpu capkougo3e mmMeer MHOTO(PAKTOPHYIO MPHUPOLY U
MOJKET, Hapsily C BOBJIEYEHUEM MApPEHXMMBbI JIETKUX, ObITh OOYCJIOBJIEHA IATOJOTUEN JIEBBIX Kamep

cep/ilia ¥ TpaHyJeMaTO3HON apTepUuONaTUen.



I'pynna 4. OnpenenuTh TOYHYIO pacnpoCTpaHEHHOCTh U 3aboneBaeMocTh XTOJIIT mocraTtoyHo
CJIIOKHO, TaK Kak 3a00JIeBaHME 4YacTO OCTaeTcs HeauarHoctupoBaHHbIM. He menee mpoOiemarnyHa
runepauarfoctuka XTOJI' y manueHToB ¢ 3nu3040M OCTPOil TpOMOOIMOOIUU JIETOYHON apTepuu
(TOJIA). B panee omyONMKOBAaHHBIX TMPOCIEKTHBHBIX HccaenaoBanuax vactora XTOJIIT mocne
cumntoMHol octpoir TOJIA, BepudunupoBaHHAs TPH YPE3BEHO3HOW KaTeTepH3alliyd Cepjla,
kosieonercst ot 0,4% 1o 6,2%, uto B cpeaHem cocrtasiseT 3,4% (95% AU 2,1-4,4%) [31]. Bmecte ¢
TE€M, HEKOTOpBIE JaHHBIE YKAa3bIBAIOT HA TO, 4T0 X TOJII" MOXKET BO3HUKATh y 5 YEJTOBEK HA MUJUIMOH
HaceneHuss B ron [32]. Xors XTOJII' m paccmarpuBaeTrcs B pamMKax BEHO3HOW TpPOMOOAIMOOIHH,
npenmectByronme snu3onsl TOJIA no pganneim  EBpomeiickoro perucrpa XTOJIIT  ymaercs
nonrBepauth B 74,8% ciiydaeB, a TpoMOO3bl IIyOOkux BeH — B 56,1% ciyuaeB [33]. YuutsiBas
xu3Heyrpoxawomuii xapakrep XTOJII, 3arpaTel Ha BeneHWE OAHOIO nanueHta B Poccuiickoit

®enepanuu cocTaBisOT 379 MIWIITMOHOB pyOue, mpuueM 91% u3 Hux — npsimele 3arparsl [34].

I'pynma 5. VYuuTeiBasg TIe€TEpOreHHOCTh OSTOM TIPYIIBL, OLEHUTh PACHPOCTPAHEHHOCTH U

3a00JI€BAEMOCTh HE npeaAcCTaBIACTCA BO3SMOXKHBIM.

1.4 Oco0eHHOCTH KOAMPOBAHUSA 3200JIeBAHUA WIH COCTOSIHUA (TPYIIIbI
3a00/1eBAHUN WJIH COCTOSIHUI) M0 MeKaAYHAPOAHOU CTATUCTHYECKOMN
Kiaaccupuranum 0os1e3He U MpoodjeM, CB3aHHbIX CO 310POBbeM

Hpyrue hbopmbl cepiedHO-IeroyHol HepocTarouHocTH (127):
[27.0 — [lepBuuHas JierouyHas rurepTEH3Us
[27.2 — Ipyras BTopyu4Has JIETO4YHAs TUIIEPTEH3US

127.8 — Ipyrue yTogdHeHHBIE ()OPMBI JISTOYHO-CEPCTYHON HEIOCTATOUHOCTH

1.5 Kunaccudukauus 3a00/1eBaHNs MU COCTOSTHUS (TPyNnbl 3a00/1eBaHU WJIH
COCTOSIHMH)

JIT" BcTpedaeTcs Mpu caMbIX PazHOOOpa3HbIX 3a00JIEBaHUSIX U COCTOSHUSX U KpailHE PEIKO SBISETCS
CaMOCTOSITENIbHBIM 3a0osieBaHueM — Hampumep, Takum, kak WJIAL. Knaccudukanus nerouyHsix
rUNepTeH3ui, npunaras EBpornelickum o01ecTBOM KapAHoJiIoroB M EBporeiickuM pecrnuparopHbIM
obOmectBoM B 2015 1., BBIAENSET 5 OCHOBHBIX TpYIN, OOBEAMHEHHBIX OOIIHOCTHIO KIMHUYECKHUX,
TeMOAMHAMHUYECKUX, TAaTOMOP(OTOTHISCKUX XapaKTEPUCTHK U MOAX0A0B K JedeHuto. B 2018 rogy Ha

6-M BcemupHom konrpecce no JII' B Hurlie BHeCeHbI M3MEHEHUS B KJIMHUYECKYIO KIIACCH(DHUKAIINIO
JII' 2015 . (Tabm. 1).

Ta6auua 1. Knuandeckas kinaccudukaius JeroO4YHbIX THIIEPTEH3HM [6, 11]

I. JleroyHasi apTepnasibHasi TMNepTeH3ns: III. JleroyHasi runepTeH3nsi, cBsizaHHasi C
1.1. Vpwonatmyeckas JieroyHas aprepuasibHas naroJsiornen 1Ierknx 1/mjn rurnoKcuen:
runepTeH3ns 3.1. XObJ1



.2. HacneacrBeHHas :

.2.1. Mytaynn reHa BMPR2

.2.2. [lpyrne mytaumm KaHAUAATHbIX Fr€HOB

.3 UHayumnpoBaHHas J1IeKapCTBEHHbIMU
D

.4

.4

rnpernaparamMmn 1 TOKCMHamum
€,

1
1
1
1
1.4. AccouynmpoBaHHas C:

1.4.1. CucreMHbIMn
COEANHNTETIbHOM TKaHn

. BUY-uHpekynei

. [TopTaznbHOM runepTeH3nei
. BpoxxaeHHbIMu rnopokamu cepaua

. lLInctocomo3om

.5, JIAl c anntenbHbiM oTBETOM Ha BKK

.6. JIA[" c sBHbIMM 4YepTamu BEHOOKK/IO3MOHHOM
/1

7.

3abos1eBaHNSIMU
4.2
4.3
4.4
.4.5

0J1IE3HU / reMaHrMomMaTo3a J1eroYHbIX Karnusisipos

1
1
1
1
1
1
6
1 lepcuctupyrowas JiIr HOBOPOXKAEHHbIX

3.2. PeCcTpuKTnBHbIE 3a60/1€BaHNSI JIEMKUX
3.3. [pyrue 3abos1eBaHns 1€rkmx
PECTPUKTUBHO-O06CTPYKTUBHLIM NNaTTEPHOM
3.4. Tnnokcus 6e3 3aboseBaHnii 1erkmx
3.5. AHomanum pa3BuTnsi 1€rkmx

IV. JIIT wu3-3a OOGCTPyKUMN J1€ro4HOM
aprepumn:

4.1. XpoHunyeckasi Tpombosmbonnyeckas JiI-
4.2. [Apyrne npu4unHbl O6CTPYKUMU J1€rOYHOM
aprepuu

II. JleroyHass ruvnepreH3usi, CBsi3aHHasi C
narosiornesi 1eBbiX KaMep cepaua:

2.1. JII Bcnegctene CHHOB

2.2. JIIr BcnegctBne CHc®B

V. JleroyHasi rurniepreH3nsi ¢ HesICHbIMHU n/

MM MHOrogpaKTOPHbLIMM MexaHWu3MaMn
3ab6os1eBaHNsA:

5.1. rematonornuyeckmne 3abosneBaHus

5.2. CucremHble i meTabosimyeckue
HapyLieHus

5.3. Apyrne

5.4. CnoxHbie BpoXXxgeHHbIe MopoKu cepaua

2.3. KnanaHHas natosorus

2.4. BpoxxaeHHasi/npnobpeTeHHasi
cocyancTas naTtosiorus,

npuBoAsaLYasl K nocTkanuanspHoun Ji-

cepaeyHo-

[Ipennoxeno B I rpymmy snerounoi aprepuanbHoi Tuneprer3un (JIAIY) BRIHECTH CaMOCTOSTEILHYIO
HO30JI0THYeCKyl0 eauHuly — JIAI' ¢ AIUTeNnbHBIM OTBETOM Ha TEpamuio OJoKaTropaMu «MeEJICHHBIX)»
kanbieBbix kKaHamoB (BKK) [11]. HecmoTpst Ha cX0nCTBO peMOACIMPOBAHKS apTePUM M apTEPUOI
MKK y nanueHTOB € TMOJOKHUTEIbHBIM Ba30PEaKTUBHBIM TECTOM, Ba30CMa3M MIPAET OrPOMHOE
3HaueHue B rmaroreHe3e 3Ttoro BapuaHta JIAI. Ilokazano, uyto mnaumuwentel WJIAI, umeromue
MOJIOKUATENIbHBINA BAa30PEAKTUBHBIA TECT, TEHETUYECKU OTIIMYAIOTCS OT MAIMEHTOB C OTPULIATEIbHBIM
Ba30pPEAaKTUBHBIM TECTOM, YTO, BEPOSTHO, SIBISETCS MPUUYMHOM Ooyiee ONAronpusTHOTO TEUECHHUS
3a00JIeBaHMs] ¥ YHUKAJIbHOM BO3MOXKHOCTH Ha3HAUCHHUS OJOKATOPOB «MEJICHHBIX» KaJbI[UEBBIX
kaHanoB (BKK) [14]. Cormacho G. Simonneau c coaropamu (2019), KpUTepuUsMH IITUTEIHHOTO
orBera Ha Tepanuto BKK crnenyer cumrtarh goctwxenue u coxpanenue /Il ®K XCH (NYHA),
YCTOWYUBOE YIIyYIIIEHHE TeMOANHAMUKYU (TIPEKHUN YPOBEHb WM JIYUIIIUE TOKA3aTEIH M0 CPABHEHUIO
C JOCTUTHYTHIMHM TapaMeTpaMH BHYTPUCEPIEYHOW TE€MOAMHAMHUKM BO BpEMsS Ba30PEAKTHUBHOIO
tectupoBanus npu tepanuu bKK B coueranum c¢ ypoBHem cpemnero IJIA < 30 mm pr. cT. u

CeplIEYHBIM BHIOPOCOM B MpeEJIesiax HOPMbI WJIM BBIIIE HOPMbI) HE MeHee roja Ha gone tepanuu bKK.

HpyruMm u3MeHeHWeM B kimHuueckod kmaccudukanuu JIIT 2015 roma crama momudukanus u
YIOPOIIEHNE BBIHECEHHOW pPaHEE B OTHENbHYIO IMOATPYIIY BEHOOKKIIIO3UOHHOM OOJE3HM JEerKux/
remanruomarosa Jjierounbix kanwuispoB (BOBJI/JIKT), kotopyro mpesaraercs paccMaTpUBaTh Kak
JIAT ¢ mpuznakamu BoBredeHus BeH/kamuuisipoB (BOBJI/JIKT) [11]. JlanHOE M3MEeHEHNE KIMHUYECKU
000CHOBaHO, TOCKOJBbKY BOBJICUEHHE B MAaTOJOIMUYECKUH MPOIECC JIETOUYHBIX BEHYJ/KAMWUISPOB
cneupuyno He Tonbko s BOBJI u JIKI, HO u MoxkerT HaOmronaThCs MOpU PpasHOOOPA3HBIX
3a00JIEBaHUSIX M COCTOSHUSX, ACCOIMHPOBAHHBIX ¢ pa3ButueM JIAI, Hampumep, mpu CHCTEMHOU
ckiaeponepmuu (CCH). Kpome toro, mpodeccrnoHallbHbIN KOHTAKT ¢ OpraHMYECKUMU PACTBOPUTEIISIMH,
B OCOOCHHOCTH TPUXJOPITUIIEHOM, aCCOLMUPOBaH ¢ pa3ButueMm npekanuwuisipuodn JII' co
3HAYUTEIBbHBIM BOBJICYEHUEM JIETOYHBIX BEHYN. [IpeanosiokuTh 3HAYUMMOE BOBIIEYEHUE JIETOYHBIX
BEHYJI/KanmuuIsipoB y manuenTta ¢ JIAIT MO)KHO Ha OCHOBaHHMH COYETAHMS KITMHUKO-UHCTPYMEHTAIbHBIX
JAHHBIX: CHIOKEHHON TU(PPY3MOHHON CIOCOOHOCTH JIErKUX JUisi MOHOKcuAa yreponaa (DLCO < 50%
OT JIOJDKHOTO), BBIPAXKEHHOM THUIOKCEMUH B apTepUalbHOM KpPOBHU, HAJIMYUSA BBINOTA BIOJb
CeNTaJbHBIX JTUHUH, IIEHTPOIOOYISPHBIX U3MEHEHUH IO THUITY «MAaTOBOTO CTEKJIa» MapEHXUMBI JETKUX
U YBEJIMUYEHHUs pa3MepoB JIMM(DOY3JIOB cpenocTeHus. BopieueHue JeroyHbIX BEHYIN/KANUUIIPOB B

MaToJIOru4YecKkuil mpouecc y namueHtoB ¢ JIAIT accounnpoBaHO ¢ HEOIArONpUSTHBIM IPOTHO30M,



TUTOXMM OTBETOM Ha CHEIM(PUUECKYIO TEPANUIO U PUCKOM pa3BUTHUS OTEKa JIETKUX. B cBOIO ouepesnp,
KJIMHUYeckasg u remonuHamuueckass kaptuHa BOBJI/JIKTT B OonbLIMHCTBE CllydaeB COOTBETCTBYET
JIAT. bonee Ttoro, mpu rucronorudyeckoM wuccieaoBanuu y mnanueHtoB ¢ BOBJI/JIKT, napsny c
M3MEHECHHSIMU BEHYJ/KaWJUIIPOB, HAXOASIT BHIPAXKEHHOE PEMOCIMPOBAHHE JIETOUHBIX apTepHOII, UYTO
B COBOKYIMTHOCTH U MOCTYXKHUJI0 MoBoIoM K paccmorpenuto JIAIT u BOBJI/JIKI B kauecTBe BO3MOXKHBIX
CIEHAapHEeB OJHOTO M TOrO K€ JIETOYHOIO COCYAMCTOrO 3a00JIeBaHMs, HEXKEIU OTIEIbHBIX

HozoJorudyeckux eauuaui JII' [11].

N3menenust BHeCeHbl U B V rpynny KiuHU4Yeckod kiaccudukanuu JII, B 4aCTHOCTH MCKJIIOYEHA
CIUICHAKTOMUS, T. K. OTCYTCTBUE CEJIE3€HKH caMo 1o cebe He mpuBOIUT K pa3uTuio JII, HO sBIseTCS
00uTaTHBIM (DAKTOPOM PHCKA PA3BUTHS XPOHUICCKON TPOMOOIMOOINIECKOM JICTOUHON THIICPTCH3UN
(XTOJII'). AnanoruyasiM 00pa3oM U3 KiIacCU(PHUKAIMU WUCKIIOYCHBI 3a00JIeBaHMS IIUTOBUIHOU
JKEJIe3bl, KOTOPBIE YaCTO TUArHOCTUPYIOT y nanueHToB ¢ JII, Ho KoTopbie Uurpatot poJib (pakTopa pucka
WU CONMYTCTBYIONIEH IIaTOJIOTHH, YTSDKEISIONEH TeYeHHe OCHOBHOTO 3aboneBaHus. IlosTomy
(GYHKIUS ITUTOBUIHOM KeJie3bl TPEOYyEeT MOCTOSHHOTO MOHUTOPUPOBAHUS B MPOIECCE TUHAMUYECKOTO

HaOroenus 3a namuenramu ¢ JIIL

I'emonnnamuyeckue Hapymenus B MKK y mamuenToB co cinoxkabiMu BIIC 4pe3BbIYaliHO CIIOXKHO
KBanuUIMpoBaTh. TeM He MeHee, pa3BHBAIOIICECS Yy ATHX MAIMEHTOB COCYIUCTOE 3a0oJieBaHHE
JIETKUX OKa3bIBAET BIWSHHME HA UX BbDKHBAeMOCThb. [loaToMy cermenTtapnas JII, kotopas pazBuBaercs
B OTJIEJIbHOM YYacTKE JIETKOIO 3a CYET aOpTOJETrOYHbIX KoJIaTepasield, U COCyaucToe 3a0ojieBaHUE

JIETKUX y MAIllUEHTOB ¢ YHUBEHTPUKYISIPHOU HUPKYIsALMen BKiIoueHsl B 5 rpynmy JII' [15].

Hecmotpst Ha TO, yTO Ha 6-M BcemupHom konrpecce nmo JII' B Huine BHeceHBI CyleCTBEHHBIE
M3MEHEHHsI B TeMOIMHaMHUueckyto kinaccudukanuto JII, pabouelt rpynmnoil pekoMeHIAui TPUHSITO
peluieHrue CoXpaHuTh AuarHoctudyeckuit kpurepuud JII' (cpemnee JJIA >25 MM pT.CT.), IPHUHATHII
EBponeiickum obmectBoM kapauosioroB u EBpomneiickuMm pecnupatopHbiM oOuiectBoM B 2015 T
(Tabn. 2). D10 cBA3aHO C TE€M, YTO OCHOBHAs JOKa3zareibHas 0aza 3p(GEeKTUBHOCTH cHelu(UUeCKUX
aHTUINIEPTEH3UBHBIX mpenaparoB s jgedenus JIAIT monydyena B PKU, B koTOpble BKIIOYAIUCH
MAlMEHTHI C MPEKAMWIIAPHON JEroYyHOM runeprensuei | rpynmnel, umeromue yposeHs cpeanero JIJIA

> 25 MM PT. CT.

Tab6auua 2. [emoguHamudeckas kiaccuukaius JeroYHON TUIIEPTeH3UH [6]

OnpepeneHne Xapakrepucrnkmn KnuHuuyeckne rpynnsi

JleroyHasi runepTeH3us CpeaHee [JIA 225 MM pT.CT. Bce BapuaHThbl J1ero4YHOM
runepTeH3nu

lpekanunnsapHas JieroyHas CpegHee [JJIA 225 mm pT.CT., 1. JleroyHas aprepuasibHas

runepTeH3ns A3JIA < 15 MM pT.cT. rurnepTeH3ns.

JICC = 3 eq Bya 3. Jlero4yHas rurnepTeH3ns

BC/I€ACTBUE NATOSIOMNU JIEMKUX.
4. XpoHu4yeckas
TpOoMb603MbO/IMYECKas J1eroyHas
rurnepTeH3us.
5. JleroyHas runepTeH3uns C

HESICHbIMU /WU MHOXXECTBEHHbIMU
MeXaHusmammn

U3osmpoBaHHas noctkanuiisipHas CpegHee [JJIA =225 mm pT.CT., 1. JleroyHas rurnepTeH3ns
JIErOYHas rurnepTeH3us A3JIA >15 mm pT.CT. BCJ/IEACTBME MATO/IOMMU JIEBLIX KaMep
JICC<3 eg. Byaa cepaua.




KombuHupoBaHHas npe- 7z 2. JleroyHas runepreH3ns c
MOCTKanu/ispHas JieroyHas CpegHee [JJIA 225 mm pT.CT., HESICHbIMU ~ U/MJIN  MHOXXECTBEHHbLIMU
runepTeH3ns A3JTA>15 mm pT.CT. MexaHn3mMamu

JICC<3 eg. Byaa

[Ipexanumnapuas JII' nabmogaercs y nanuentoB ¢ JIAI' (I knuHuuYeckas rpymnmna), y MalKUEHTOB C
MaTOJIOTHEH JIETKUX W/Wiau anbBeossipHo rumokcemuen (III knmHMYeckas rpyrma), y HalMeHToOB ¢
oOcTpykimeit nerounsix aprepuit (IV kimHMuYeckas rpymma) U y OTASHbHBIX MAalUEHTOB V TPYMIIHL.
[Toctkanumsipaas JII' HaGmromaeTcst mpu matojioruu JIeBbIX kamep cepama (II rpymma xiamHUYeCKon
KJ1accu(ukaum), Ho MOXKET ObITh U MPU M30JMPOBAHHOM MopakeHuu JierouHsix BeH (BOBJI/JIKT).
BoiaensroT n301MpoBaHHYI0 MOCTKAMMIIISIPHYIO M KOMOMHUPOBAHHYIO TIpe- U MocTKanuuispuyto JII.
JIisi  XapaKTepUCTUKH BOBJICUCHUS B TATOJIOTHYECKUU Tpouecc aprepuit/aprepuon MKK mpu
noctkanwuipHor JII' paHee peKOMEHIOBAIOCH OLEHMBATH JAUACTOJMYECKUN IYJIbMOHAJIbHBIN
rpagueHT (JIII') u JICC. OmHako MO0 MHEHHUIO 3KCHEPTOB, JJIs XapaKTEPUCTHUKHU TMPEKAMMILIIPHOTO
KOMIIOHeHTa jaoctaroudo omeHku Toiabko JICC. VYposenp JICC > 3 en. Byma npusnan Oomee
YMECTHBIM, MOCKOJbKY IpH JaHHbIX 3HadeHusXx JICC Bcerga npuUCYyTCTBYIOT THMCTOJIOTHYECKHE
MPU3HAKHU JIETOYHOTO COCYIMUCTOTO 3a00JeBaHUsl C PEMOJEIMPOBAHMEM JIETOUHBIX apTepuil. bonee
toro, Hannuue JICC > 3 ex. Byzna accounmnupoBaHO ¢ HU3KOM BBIKMBAEMOCTBIO MOCJE TPAHCIUIAHTAI[UU
cepaua [11].

B 1998 romy Bcemmupnas opranuzanus sapaBooxpaHeHusi (BO3) mpussiia M3MEHEHHYIO CHUCTEMY
dyHKIMOHANBHOH Ki1accupukammu Hero-Mopkekoii kapiuonoruueckoii accormamun (NYHA) s
obneryenus onenku narueHToB ¢ JIAD (Ta6m. 3). C tex mop ¢ynkumnonansHb kiace (OPK) NYHA/
BO3 ucnonb3yercs s pyTUHHOM OLIEHKM CTaTyca MalMeHTa MPU OKa3aHUU MEIUIIMHCKOW MOMOIIIH,

€ro nNporuo3a u 3HPEeKTUBHOCTH TEPANUU B MPOBEICHUN KIMHUYECKUX UCCIIETOBAHUN.

Tabnuna 3. @yHkiroHanbHas Kiaccudukaius jgerounon runeprenszuu (BO3) [16]

Knacc OnucaHue

IoK HeTt orpaHnyeHui 06bIYHOM GU3NYECKOH aKTMBHOCTYM, OHA HE BbI3bIBAET MOBbILIEHHON OAbILIKM, YCTanioCTH,
6os1eii B rpyaun Uav rnpescuMHKonaabHbliX COCTOSHUMA.

IIOK Jlerkoe orpaHundyeHue uanyYyeckor akTUBHOCTU. [JUCKOM@®OPT B NMOKOE OTCYTCTBYET, HO 0bbIYHas ¢puanyeckas
AKTUBHOCTb BbI3bIBAET [10BbILLEHHYK OAbIWKY, C1aboCcTb, 60/1b B IPyAHON KIIETKE WM MPECUHKOMNAsbHbIE
COCTOSIHMSI.

IITOK 3HauynTesIbHoEe orpaHn4yeHne pu3n4eckor akTMBHOCTU. B COCTOSIHUM OKOsi ANCKOM@OpTa HET, HO (uamdeckas
AKTUBHOCTb MEHbLIE OObIYHOW BbI3bIBAET [OBbILEHHYI OAbILIKY, YyCTanaoCcTb, 60/1b B rpyanm wam
rpecuHKOornasbHble COCTOSIHUA.

VoK OA4bilka u/uam ycraaocTb B COCTOSSHUM [MOKOSI, YCUIMBAIOLUMECS MPAKTUHECKU MPU MUHUMATIbHON (OU3nN4ecKos
aKTUMBHOCTH. MoryT 6biTb NMPU3HAKKU MPAaBOXEYA0YKOBON HEAOCTATOYHOCTH.




2. Jlmarnocruka

VYuuteiBas oTcyTcTBHE crierupuueckux cumntomoB JII' U mupokyo pacnpoCTpaHEHHOCTh JAHHOTO
NaTo(pU3UOJOTUYECKOTO COCTOSIHUSL MpPU  Pa3iIMYHbIX 3aboneBaHusx, AuarHoctuka JII' TpeOyer
MYJABTHAUCHUIUIMHAPHOTO TIOJIXOla W YETKOTO COONIONEHHUS JUArHOCTUYECKOTO alropuTMa ¢
MOCJIEIOBATENILHBIM TEPEXOJIOM I UCKIIOYEHHS OT HamOojee 4acThix mpuduH pasButus JIIT k
HauOosee peakuM. Llenpio KOMIUIEKCHOTo 00ciie0BaHus OOJIBHOTO SIBIISIETCS] YCTAHOBIIEHUE AMArHO3a,
OlICHKa KJIMHUYecKoro kiacca u tuna JII, ¢dyHKIMOHANBHOTO W TeMOAMHAMHYECKOIO CTaTyca

namueHTa [6].

OtcyTcTBHE TATOTHOMOHUYHBIX cuUMOTOMOB JII' co3maer TpyIHOCTH I €€ CBOEBPEMEHHOM
JTMAarHOCTUKH. B cpenneM, no qaHHbIM amepukanckoro peructpa REVEAL, ot nosiBieHus CHMOTOMOB
JIAT' 10 BBINOJHEHMSI YPE3BEHO3HOW KaTeTepu3allMd cepilla U OKOHYATeIbHOM BepU(pHUKAIIH
nuarHosa npoxomaut 34,1 £ 1,2 mecsana, 4To CONOCTAaBUMO C pe3yjbTaraMy €BPOIEHCKOTO perucrpa
COMPERA [23, 41]. [lo naHHBIM POCCHUKCKOIO PErucTpa MAalUEHTOB C JIETOYHOM TUIIEPTEH3HEHN
Me/IMaHa BPEMEHHU JI0 TTOCTAaHOBKHU JIMarHo3a cocrapisieT 52,8 mecsua [42]. YBenudyeHue BpEMEHH /10
Bepu(UKAIMKA AUATHO3a, BEPOSTHO, OOYCIOBICHO KaK HECTEIU(PUUHOCTHIO KIMHUYECKUX CUMITOMOB

JIAT, Tak 1 HU3KOM HACTOPOKEHHOCTHIO Bpauel aMOynaTopHOro 3BeHa B oTHoIeHuu JIAT.

Kpurepyu nocTaHOBKH 1MAarH03a JIETOYHOM IrMnepTeH3un: nopbienue cpeauero JIA >25 mm. pr.

CT., I3BMEPEHHOI0 B MOKOE MPH YPE3BEHO3HOM KaTeTepusaiuu cepama [11].
JAunarnocruka JII' BKiIro4aer cieayromue 3Tanbi:

o CKpMHMHI, BKJIIOHarOUid B ceOs cOop kaynod, OLEHKY NMPUHAAJIEHKHOCTH MAlMEHTa K TpyIaM
pucka pazutua JIAI, onpegenenue BepostHocTH JII' mpu MNOMOIIM TpPaHCTOPAKATIBLHOU
sxokapauorpaduu (OxoKI).

o IlocnenoBarenbHoe uckioueHue HanOosee yacTeix npuunH JII, B nepByro ouepenb 3a0osieBaHUN
JIEBBIX OTJIEIOB cep/ua (rpyrrma 2), natoioruu jerkux (rpynmna 3) u XTIJII.

e Bepudukanus nuarunosza JII' mpu UBKC, yrounenue H03070TH4YeCKOM MPUHAICKHOCTH.

e Ouenka QpyHKIIMOHATBHOTO KJlacca u cTpatudukanus pucka JIAT.

2.1 Kajq100b1 1 aHAMHE3

B ne6rote 3a0oneBanus MAMEHTHI KAITYIOTCS HA OJABIIIKY MPH BBHICOKOW M yMEpPEHHOUH (pu3mdeckoit
Harpy3ke, MOBBIIICHHYIO yTOMIISIEMOCTh, Cl1ab0CTh, TOJOBOKpYXeHHe. Ha Oonee mMO3MHUX CTagusx
NOSIBIIAFOTCS CHUHKOIIAJIbHbIE COCTOSIHUSL ~ W/WiIH CHMITOMOKOMIUIEKC, 00yCJIOBJIEHHBIN
MPABOXKETYTOYKOBOW CEPJIECUHON HENOCTATOYHOCTHIO: OTEKM HWKHUX KOHEUYHOCTEM, IeraroMerasus,
aclMT, MmyJibcalus MeWHbIX BeH [43]. Y maumeHToB ¢ IUTEIbHO cymiectByromiei JIAIT mMoxer
BO3HHMKATh 00JIE€BON CUHAPOM B IPYAHOM KIIETKE MO THIy aHTMHO3HOTrO. B OCHOBE uIlleMun Muokapaa
MOJKET OBITh OTHOCHUTEJbHAS KOpOHApHAash HEI0CTaTOYHOCTh BCJIEICTBUE HU3KOTO CEPACUHOr0 BhIOpOCca
Y TIOBBIIICHHOTO HANPSKEHHUSI CTEHKU IPABOIO KEIyJO4YKa, TUIIOKCEMMS, a TAKKE CIABIICHUE JIEBOM

KOPOHApHOM apTEepUH aHEBPU3MATHUYECKU PACIIMPEHHOM JIETOYHOW apTepuer. J[pyruM CUMITOMOM,



CBA3aHHBIM C BBICOKOW HTeNbHO cymiecTBytoniein JIAI, siBiusercss KpoBoxapkaHbe, KOTOpOE Yy
nanuentoB 6e3 BIIC Bcrpeuaercs B 1,5-6% ciyudaeB [44]. Torga kak y HanuMeHTOB C CHHAPOMOM
Di3eHMEHTrepa JIETOYHbIE KPOBOTEUEHHUsI PErUCTpUpPYrOTCS B 43% cimydaeB u B 8% ciydaeB CiyxaT
MPUYUHON JeTalibHOTO ucxonaa [45]. Ucrounukom kpoBoTeueHus B 90% ciiyuaeB ciiyaT U3MEHEHHbIC
OpOHXHAJIbHBIE apTEPHH, KOTOPhIE 0COOCHHO YacTo BBISBISIOTCS y narueHToB ¢ JIAT Ha ¢one BIIC.
3HAUUTENBHOE PACHIMPEHNE JIETOYHOW apTepyuu MOXKET OBITh MPUUYMHOU €€ JNUCCEKIIMU WU Pa3phiBa,
YTO KJIMHUYECKH COMPOBOXKAAETCS TammoHajaou cepamna. Cumnromaruka JIIT MOXET 3HAUMTEIBHO
BapbUpPOBaTh B 3aBHCUMOCTH OT ()OHOBOTO 3a00JIeBaHHUS, B paMKaxX KOTOPOTO OHa pa3BUBACTCS, U
comyTcTBytomel narojgorun. Cnedyem ommemums, YMoO KAUHUYECKAS KAPMUHA MOMCEm MeHAMbCs
KaK 8 3a8UcUMocmu om namonocuu, evizeasuieu JII, uiu accoyuupo8anno2o cocmosnus, max u om

HAnu4us Opy2020 CONymcmayuje2o 3a00/1e6aHus.

« PexoMeHnyercst cOOp aHaMHe3a U Kajo0 y Bcex MaleHToB Juis yrouHeHus renes3a JII' [37, 46].
e EOK nHer (YIS YYP C)

2.2 Ou3uKaJIbHOEe 00CIe/I0BaAaHUEe

[Ipu ayckynapramuu cepiua akleHT BTOPOro TOHA Ha JIETOUYHOM apTepuu MOXKET ObITh OJIHUM U3
OCHOBHBIX (PM3HKATBHBIX MPU3HAKOB, YKa3biBatomux Ha Hanuuue JII. B psge coydaeB ompenensiercs
CUCTOJIMYECKUN IIyM TPUKYNHAAIbHOW peryprutanuu. Creayer OTMETHTh, YTO Y MAalMEHTOB C
CHUHIPOMOM DW3EHMEHIepa MOXKHO HE YCJbBIIIATh IIyM IIyHTa, T. K. TPAJAUEHT JaBJeHHUS B OOJACTH
nedexkra mnpu (GopmupoBaHun Bbicokod JII' orcyrcTByer unum muHuMmaineH. llpu pasButum
MIPaBOXKETYIOUKOBOM CepJICUHON HETOCTAaTOYHOCTH Y MAIMEHTOB OTMEYAIOTCSl HAOyXaHHUE U MyJbCaIIUs
IIeWHBIX BEH, Temaromerainus, nepudepuueckue oreku, acuut. llpu stom y mnamuentoB ¢ JIAT
ayCKyJbTalUsl JETKUX MOXET ObITh HE U3MEHEHA, TOIJIa KaK JUIsl HAlMEeHTOB ¢ nocTKanuuigpHoit JII' u
BBIPAKEHHOM OJIBILLIKOM XapaKTEPHO MOSBICHUE MEIKOIY3bIPUYaThIX XPUIIOB B HIKHUX OTIEJIAX JErKUX
B COYETAaHUHU C TIOJOXKEHUEM OPTOMHO?. BakHyio WHGOpMalUIO MPU OCMOTPE OOJHLHOTO MOMKET
npuHecTH mynbcokcumerpust. [ naruentos ¢ MJIAI nmokasarenu caTypaluy KACIOpOAa IO JaHHBIM
MyJLCOKCUMETPHUM HAXOMATCS B MpeZesiax HOPMbI, TOr/la Kak OOHapyKeHHe JecaTypalid B MOKOe U
npu @H no3BosisieT 3anogo3puTh narosoruto Jierkux win BIIC ¢ apTepnoBeHO3HBIM ITYHTUPOBAHUEM
KPOBH. Y€ BO BpeMs KIMHMYECKOTO OOCIEeIOBaHUS MAallMeHTa MOKHO MPEaNnoaoxuTh npuduny JII.
TeleaHrnOdKTa3UM, SA3BEHHOE IMOPAKCHUE KOHUYMKOB IMAJBLIEB U CKIEPOAAKTUIIUS XapAKTEPHBI IS
CC/, xpenuranmsi Ha BIOXE MOXKET YyKa3blBaTh Ha HWHTEPCTULIHAIBHOE 3a00JeBaHUE JIETKHUX,
COCYIUCTBIE 3BE3I0OYKH IO THUIY «ayTHHKW», TECTHKYJIsIpHas aTpodus W mampMapHas spuTeMa
npezanonaraioT 3adoneBaHue neueHu. [Ipu oOHapyKeHUH TaKOro CUMIITOMA, KaK Mallblbl pyK B (popme
«OapabaHHBIX MaIOUeK», MOXKHO npeAnoiaoxkuTs BIIC ¢ nnano3om, nHTEpCTUIIMANIbHBIE 3a00JI€BaHUS

JICTKUX HMJIHK IIATOJIOTHUIO IICYCHH.

° PGKOMGHIIyeTC}I BCCM IIalUMCHTaAM C JIT IMPOBOAUTD BH3yaJ'IBHBII71 OCMOTp TepaHeBTI/I‘IeCKI/Iﬁ JJIA

BBISIBJICHUS ClIEU(UYECKUX KIIMHUYECKUX MPOsABIICHUN 3a00seBanus [46].
e EOK ner (YYP C, Y/ 5)



2.3 JlabopaTopHbie TUATHOCTHYECKHUE UCCIETOBAHUS

o PexoMeHmyeTcs mpoBeneHre OO0IIero (KIMHUYECKOT0) aHajdnu3a KPOBH M Pa3BEpHYTOTO C OILICHKOM
YPOBHSI TeMOITIOOMHAa W TeMaTOKPUTA, KOJIMYECTBA JPUTPOIUTOB, JIEUKOIUTOB, TPOMOOIIMTOB,
CKOPOCTH OCEIaHMS SPUTPOLUTOB Yy Beex manueHToB ¢ JII' B paMkax mepBUYHOTO 0OCIETOBAHUS U B
MpoIiecce TMHAMUYECKOTO HAOMoMeHNs Kaxapie 6—12 Mecstes [6, 43, 46].

o EOK1C (YA S5SYYPCO)

KommenTapuu: B kiunuueckom ananuze Kposu npejicoe 6ce20 HeoOXooumo obpaujams 6HUMAaHUe Ha
VPOBEHb 2eMO2100UHA, 2eMAMOKpUma, Haiuyue MuKpoyumosa. Bmopuunelii spumpoyumo3 uacmo
ecmpeuaemcs y nayuenmos c¢ JIAI' na ¢pone BIIC u namonozuu neekux. Buecme ¢ mem, npakmudecxku
V NONOBUHbL NAYUEHMO8 C cuHOpomom uzeHmenzepa u MJIAIT nabnrodaemcs icenezodeuyumroe
cocmosinue. Iloamomy yenecoodpasHo nposooums onpeoenenue xHeeie3d 68 CbleOPomKe Kposu U ypOosHs
Geppumuna ne pedxce 00H020 paza 6 200 OJisl peuleHUs. 6ONPoOca O HA3HAYEeHUU Npenapamos dicenesd.
Onpeoenenue yposHs 2eMO2N00UHA AGNAEmMcsl 00a3amenbHblM mecmom Ha ¢one nevenus IPA,

mepanus Komopvimu 00 15% ciyuaes ocioxicHAemcs CHUdCeHuem yposHs cemonoouna [6, 43].

e PexoMeHIyeTcsi IpOBEIECHUE UCCIEN0BAaHNE YPOBHS KpeaTUHUHA, HATPUs, KaJIns, [IIIOKO3bI, 00IIEro
oenka, C-peaxtuBHoro Oenka, ACT, AJIT, obmero OuiampyOMHA, MOYEBOM KHUCIOTBI y BCEX
nanueHToB ¢ JII' B paMkax mepBUYHOTO 0OCIIEIOBAaHUS U B MPOIECCE TMHAMHYECKOTO HAOMIOEHNUS
Kaxable 3—6 Mecsites [6, 43, 46].

o EOK1C (YIAS5YYPCO)

o PexomenmyeTcss exxemecsuHOE OMNpEIeIeHHe AaKTUBHOCTH acmapTaraMuHoTpaHcdepasbl u
aJlaHMHAMUHOTpaHcdepa3sl B KPOBU TNpU Ha3HaueHUW aMmOpu3eHTaHa™*, Oo3zeHTaHa™*,
MalUTeHTaHa™™* 1yist o1eHKu 6e30macHOCTU Tepanuu [6, 43, 46].

o EOK1C (YA S5VYVYPCO)

KommenTapuu: npu  kiunuuecku  3HQUUMBIX — OMKIOHEHUAX  J1AOOPAMOPHBLIX — Mecmos,
Xapakxmepusyrouwux QyHKyuio nedeHu, HeobXo00UMo Npo8OOUMb CePOOUACHOCMUKY 2enamumos Os
UCKTIOYEeHUsL NOPMONYIbMOHANbHOU cunepmensuu. OYHKYUOHAIbHbIE NeYeHOUHble Mecmbvl MaKice
MO2Ym NOBbIUAMbCA NPU OEKOMNEHCAYUU NPABONCETYOOUKOBOL CepOed Ol He0OCMAmMOYHOCMU U/UIU
Ha ¢pone mepanuu IPA. Yposensv mouegou Kuciomsl modcem Oblmb MAPKEPOM MaAXCeCmu cepoedtou
He0oCmamo4HOCmu, OOHAKO clledyem NOMHUMb, YMO KOHYEHMPAYUs MO4eBol KUCLIOMbL MOHiCem

NOBLIULAMbCA HA (hOHe mepanuu OUYypPemuKamiu.

o PexomeHayercst wuccineaoBaHue ypoBHA cBoOogHoro TpuiogtTuponuna (CT3), cBoOogHOrO
tupokcuHa (CT4) u tupeorponnoro ropmona (TTI) B kpoBu y Bcex mamuentoB c¢ JII' mpu
MEPBUYHOM OOCJIEIOBAaHUU ISl BBISIBICHUS TATOJOTUM IIUTOBUIHOW JKENE3bl, YTSDHKEISIoIen
TEUEeHHE OCHOBHOTO 3a0ojieBanus [43].

« EOK1C (YAASYYPO)

Kommenrtapuu: y nayuenmos c JII' uwacmo ecmpeuaromcs 3a601e8anus wumosuOHoU dicene3ul.

llamonoecusa wumosuoOHol dicenesbl MOdcem Cyuecmeosams y OONbHO20 UCXOOHO, 3AMpPYOHsis.



OUACHOCMUKY U JleyeHue, UIU Npucoeounamocs co epemernem. Q6 smom ciedyem nOMHUMb 8 Caydae

6HE3ANHO20 yxydmeﬂuﬂ meyvenus 3a001e6aHU.

o PexoMeHyeTcs onpeelieHue Colep KaHusl aHTUTEN K KapAUOJIUIIMHY, aHTUTEN K dochonmunuaam,
aHTUTENI K OeTa-2-TIIMKONpoTenHy B KpoBHW manueHtam ¢ JII' mpu momospenun Ha XTOJII mms
BbIsIBIIEHUS (haKTOpOB pucka [47].

e EOK ner (YIS YYPC)

o Pexomenayercs omnpeneneHue COACPXKAHUS aHTUTEN K aHTureHam sapa kinetku u JHK Bcem
nanueHTam c¢ nopozpenriem Ha JIAT nis uckmrouenus acconuanuu ¢ C3CT [6, 43].

e« EOK1C (YAASYYPCO)

Kommenrapun: [losvluenue anmunykieapuvix awmumen 6 Huszkom mumpe (1:80) ecmpeuaemcs
oocmamouno yacmo y nayuenmos c¢ JII. Jfuacnocmuueckum mumpom onpeoeieHusi AHmuHyKi1eapHbLX
anmumen Memooom UMMyHoghmoopecyenyuu cuumaemcss mump > 1:160, npu eco oocmudicenuu
AHATUBUPYEMCSL CNeKmpP AHMU0epHbIX anmumen 6 yensix ouggepenyuanvrotl ouacrnocmuxu CCJ unu

nepekpecmHo20 cuHopoma, Komopwie Haubonee yacmo manugecmupyrom c JII.

o PexoMeHmyercss wuccienoBaHue YypoBHA N-TepMHUHAIBHOTO (parMeHTa HATPUMYPETHUYECKOTO
nponentuga Mo3roBoro (NT-proBNP) B kpoBu Bcem manuentam c¢ JII' B pamMkax NEpBUYHOIO
oOcienoBaHus U fanee Kaxjple 6—12 Mecs1eB ¢ 1eblo cTpaTu(UKaLMKU pUcKa JeTaabHOCTH [6, 17,
43].

e EOK ner (YA S5 YYP C)

e Pexomennyercs ompenenenue anturen kiaccoB M, G (IgM, IgG) x Bupycy mmmyHoaeduuura
yenoBeka BUY-1 (Human immunodeficiency virus HIV 1) B kpoBu, onpeieiieHre aHTUTEN KJIaCCOB
M, G (IgM, 1gG) x Bupycy ummyHnoaedunura yenoseka BUY-2 (Human immunodeficiency virus
HIV 2) B xpoBu BceM nanuentam ¢ JII' mis uckmrouenus accoruanuu ¢ BUY-undexmueii [6, 48].

« EOK1C (YAASYYPCO)

e Pexomennyercs omnpenenenue anturena (HbsAg) Bupyca remaruta B (Hepatitis B virus), antur
antuten k Bupycy remaruta C (Hepatitis C virus), antuten k 6meanort tpenoneme (Treponema
pallidum) B xpoBu BceM narmenTam ¢ JII' A7 UCKITFOUEHUs COMYCTBYIOIIEH maronoruu [6, 48].

e« EOK1C (YAASYYPCO)

o PexomeHnnyercst ompeneiieHue OCHOBHBIX rpynm 1o cucteme ABO, ompenenenue antureHa D
cuctembl Pesyc (pesyc-dakrop) Bcem marmeHTam c¢ JII' mepen 4pe3BEHO3HOM KaTeTepU3alMel
cepaua [6, 48].

e« EOK1C (YAASYYPCO)

o PexkomeHIyeTcsi omnmpeielieHHe MEeXIyHapoAHOro HopMain3oBaHHOro otHoueHus (MHO) Bcem
nanuentam ¢ JII, monydarommx anmukoazyianmsl Henpsmble, U nayuenmam Nepes Ype3BeHO3HOM
KareTepuzanuei cepana [6, 48].

e« EOK1C (YAAS5YYPCO)

o Pexomenmyercs oOmuii (KIMHUYECKWN) aHamW3 Moud BceM mamueHtam ¢ JIIT mis uckimroueHus

CONYCTBYIOIIIEH MATOJIOTHH.

« EOK ner (YL 5 YVP C)



2.4 UHCTpYMeHTAJIbHbIE THATHOCTHYECKHE UCCIIe0BAHUSA

2.4.1. DaexkTpokapauorpadus

o Pexomenmyetcsi peructparus siekrpokapauorpammbl (OKI) Bcem marmmeHTamM Tpu TIEPBUYHOM
oOcieTIoBaHNN U B TIPOIIECCe JMHAMHUYECKOTO HAOMIONEeHHS s BhIsABIeHHS crierupuaeckux DKI -
m3mMeHnenuti [17, 43, 49, 50-53].

e EOK Her (VA2 VYYPA)

KommenTapuu: Hopmanvroiti 6uo IKI ne ucknouaem ouaenos JII, npu smom usmenenus na IKI
gecbMa pacnpocmparnervl y nayuenmos ¢ JII. Onu mocym exmouams 3yoey P 6 suoe « P pulmonaley,
OMKIOHeHUe IIeKMPUIECKOU OCU 6NPABO, NPUSHAKU 2UNEPpMPopuu U nepespy3Ku npasoco HcenyoouKd,
onokady npaeou Hodcku nyuxa luca u yonumenue ummepeana Qlc. IKI-npusnaxu ecunepmpoghuu
npagoeo Jiceny0ouKa: yeeuuueHue amnaumyont 3yoya R u coomunowenuss R/S 6 npasvix omeedenusx,
uMerom HedoCmamouHylo uyscmeumeivhocms (35%) u cneyuguunocms (70%), umobwvlr Ovims
UCNONIL30BAHHBIMU 8 KAYECMB8e CKPUHUH2O08bIX, M020d KAK nepecpy3Ka npasoco Hceryo0ouKa A6NsAemcs
bonee uyscmeumenvrvim npusnaxom [49]. Pacwupenue xomniekca QRS u nponouneayus unmepsana
QTc csuoemenvcmayrom o msicecmu 3a001e8aHUS U ACCOYUUPOBANBL C HeDIACONPUSTNHBIM NPOSHO30M
neeounou eunepmenzuu [50, 51]. Cynpasenmpuxynsaphvie HapyuwieHusi pumma dauje B03HUKAIOm 8
oaneko 3auiedwux Ccmaousx 3a001e8anus, NpuBoOsi K OeKOMNEHCAyuu SABNeHUll CepOeyHOU
Hedocmamounocmu [52]. 'V 25% nayuenmos c JIAI' 6 meuenue 5 nem nabaiooenus: pecucmpupyromcs
mpenemanue unu QuOpULIAYU npeocepouli, 3HAUUMENIbHO YXyoularouwue npocHo3 NayueHma npu

HEeBO3MOJACHOCTU 60CCMAHOBAEHUS CUHYC08020 pumma [53].
2.4.2. Pentrenorpagusi OpraHoB rpyaiHoO# KJIETKH

o PexoMeHayeTcsi MpOBEACHHME MPHIICIBHON PEHTIeHOrpaguu OpPraHoB TPYAHOW KJIETKH BCEM
narmentaM ¢ JII' anis yTouHeHus mpu4uuHbl 3a001eBanus [6, 21, 54].
e EOK ner (Y414 YYPC)

KommenTapuu: wa momenm nocmanosxku ouacrosza y 90% nayuenmos ¢ UJIAI" penmeenoepamma
2PYOHOU KlemKU HOCUm namonocuyeckuil xapaxmep [21]. Dmu uzmenenus exaouarom Ouiamayuio
cmeona ne2ounou apmepuu (Il dyea no nesomy koumypy cepoya) u obeoneHue 1e204H020 COCYOUCTO20
PUCYHKA, pedice pacuiupenue npasvix kamep cepoya. Penmeenozcpagus epyonoll Kiemku modxicem
nomous 6 ougppepernyuanvrom ouasroze JII, demoncmpupys npuznaxu, xapaxkmepHie 01 Namonrocuu
necKux (epynna 2), unu 3acmoiinvie sA61eHus npu 3a00/1e8anHusxX 1eeblx Kkamep cepoya (epynna 3), a
makoice cneyuguueckue npusHaxu psoa peokux 3aoonesanutl [54]. B yenom msocecmo JII' y kasxcoozo
OMOENbHO2O NAYUEeHMA He KOppenupyem co CmMeneHbio peHmeeHoN02u4eckux usmerneHutl. Tax oce, kax
u 6 cayuae ¢ OKI, HopmanvHas penmeeHocpamma epyOHOU KIemKU He UCKIYAem HAIUdus y

nayuenma JII !
KommiekcHoe uccienoBanve GyHKIMHA BHEITHET 0 AbIXaHUS

L PeKOMeHI[yeTCSI OPOBOJAUTL HCCICAOBAHHUEC HCECIIPOBOLOMUMPOBAHHLIX AbIXATCIbHBIX 00bEMOB U

MOTOKOB, HccleaoBanne MudQPy3MoHHON CHOCOOHOCTH JieTKMX BceM mamueHtam ¢ JIIT mois



HCKJTIOYEHHUS TIaTOJIOTUH JieTkux [6, 55—60].
e« EOK1C (VAA2VYYPA)

KommenTapuu:  Buwinonnenue — ucciedosanmus — (QyHKyuu — 6HewiHe20 — ObIXAHUSL — NoMo2aem
OUACHOCTNUPOBAMb NAMONIO2UIO J1€CKUX U OYEHUMb CMeneHb ee MANCeCmu, 4mo HeoOX00UMo O
NOHUMAHUA ee «nponopyuonarvHocmuy yposuio JII. [layuenmor ¢ JIAI' mocym umems neckoe uau
YMepeHHOe YMeHbUleHUe J1e20UHbIX 00beM08, acCCOYUUPOBAHHOE C MANCECMbIO 3aD0NeBAHUSL.
ObcmpykmugHvle usmeHenus Hemunuunvl 0na JIAIT Ilpu awnanuze eazosoco cocmasa Kpoeu
napyuanvbHoe oasierue Kuciopooa 8 apmepuanvoll kposu (PaO2) 6 nokoe ocmaemcs 6 npedenax
HOPMblL UTNU HECKOJIbKO CHUMCEHO, d NapyudivbHoe daesieHue ouoxcuda yeiepooa (PaCO2) cnuoceno
screocmsue anveeonapuou eunepsenmuaayuu [56]. Crhudicenue oughghy3uonnot cnocoonocmu neckux
no MoHookcuoy yenepooa (DLCO) paszeusaemcsi 6cieocmeue USMEHEHUs BeHMUNAYUOHHO-
nep@y3uOHHbIX COOMHOWEHUL 8 YCI0BUU JIe2OYHOU SUNEPMEH3UU U 8eCbMd NAMOSHOMOHUYHO OJis
nayuenmos ¢ JIAI' [55, 57]. Huskuii yposeno DLCO, ocobenno 6 couemaHuu co CHUICEHUEM
ObIXamenbHblx 00bemos, moodcem cseudemenvcmeosamov 06 accoyuayuu JIAI ¢ CCJIl, a maxoice
mpebyem oughpepenyuanbio2o ouazHo3a ¢ UHMePCMUYUAILHLIMU 3A001e8aHUAMU TecKUX (epynna 3)
u BOKJI [58, 59]. Kpauine nuskuti yposenvo DLCO y nayuenmos c JIAI, onpedenennviii kax 45% om
001ICHO20, accoyuuposar ¢ naoxum npocrozom [55]. XOBJI kax npuuuna eunoxcuuecxou JII
ouasHocmupyemcs  Npu  HAIUYUU ~ HEOOpAMUMbIX — OPOHXOOOCMPYKMUBHBIX — USMEHEHUL  npu
cnupoepagpuu, 4acmo  Co4emarwuxcsi ¢ yeeludeHuem OoCmdamoyHoco 00vemMa J1ecKux npu
boounnemusmocpagpuu u 603modxcHvoiM cHudxcenuem DLCO. [[nsa eazoso2o0 cocmaea apmepuanbHOU
kposu nayuenmos ¢ XObBJI xapaxmepno cnuscenue PaO2 npu nopmanorom unu nosviuwernom PaCO2
[38]. Tascecms amghuzemvl u/unu uHmepcmuyuaIbHO20 3a001e8aHUsL 1e2KUX MoXdcem Oblmb OYeHeHa C
NOMOWBIO KOMUbIOMEPHOU momozpaguu evicokoo pazpeuieHus. Couemanue smgusemsl u uoposa
NIe2KUX MOACEM NPUBOOUNMDb K NCEBOOHOPMATILHOU KapmuHe Npu 6bINOJIHEHUU CRUPOMEMPUU, NPU IMOM
DLCO ocmaemcs cuudicennou. Omom gaxkm noouepxkusaem HeoOXOOUMOCMb MPAKMOBAMb
pe3yibmamsl  KOMNIAEKCHOU OYeHKU (QYHKYUU 1e2Kux, ONupascb Ha OAHHble SU3YATUUPYIOUUX

Memo008 UCciedo8anus 80 uzbexcanue ouaznocmuyeckux ouubox [60].
Ionucomnocpaghus u nounas okcumempusn

e PexoMeHryeTcsi TPOBOAUTH MOJMCOMHOTPAPUIO MIIM HOYHYIO OKCUMETpHio manuentam c¢ JII' mpu
MOJO3PEHUMU HAa HAJIMYME HAPYIICHUW JIbIXaHUS BO CHE WJIM aJbBEOJIAPHOMN TMIoOBeHTUIALUU [60—
64].

e EOK ner (Y11 2 YYP B)

KommenTtapuu: Pacnpocmpanennocmo nounoii eunokcemuu u HapyuieHusi OblXauusi 60 CHe Cpeou
nayuenmos ¢ JIAI" 0oocmuzaem 89%, umo noouepkusaem 6axcHocms OUASHOCMUKU U KOPPEKYUU IMUX
cocmosanuti [61, 62]. ¥V nayuenmos ¢ cunopomom eunoseHmuisiyuu Ha @oue odcuperus (CuHopom
[Tuxeuxa) u npu couemanuu XOBJI ¢ cunopomom obcmpykmusHoeo antoe 6o cHe JII' ecmpeuaemcs
yacmo (epynna 2) u, KaKk npasuio, acCOyuuposamna ¢ OUCPYHKYUel Nnpagoo HceryOouKd U HIOXUM
npocHo3om. B omoti noodepynne nayuenmog 3¢hghekmusHa HeUH8A3UBHAS BEHMUNAYUSL J1e2KUX,
N0360NAOWAS 8 psoe Cyuae8 NPaKmuyecKu Hopmanuzosams noxazamenu cemoouramuxu MKK [63,
64].



Ixokapauorpadus

o PexomeHnmyeTcst mpoBeneHue 3XxoKkapauorpaduu Bcem MmamueHTaM ¢ nogo3penueM Ha Hanuuue JII' B
KaueCTBE CKPUHUHIOBOTO HEMHBA3UBHOTO JIMArHOCTUYECKOIO UccienoBanus [6, 43, 65-67].
e« EOKIC (VAA2VYYPA)

Kommenmapuu:  Oxoxapouoepagpus  (OxoKI)  ocmaemcs — eOUHCMBEHHLIM — HEUHBAZUBHBIM
CKPUHUH2OBbIM MEMOOOM, NO3BONAIOWUM OYEHUMb O0asleHUue 8 JIe20YHOU apmepuu y NAyueHmos ¢
nooospenuem na JII. Ilpu smom OxoKI' ne moowcem ucnonvzosamvcsi Kak memoo eepughuxayuu
ouaenosa JII. Oonomomenmno c pacuemom oaeneHusi 6 Jne2ounoti apmepuu IxoKI noszeonsiem
8bIABUMb  CMPYKIMYPHO-(DYHKYUOHATIbHbIE — UBMEHEeHUs.  Kamep  cepoyd, 4mo  6AdHCHO  OJis
oughgepenyuanrvnozo ouacnosa u cmpamuguxayuu pucka y nayuerma c JII. Ipunyuner oyenku
Kamep cepoya noopoOHO U3N0JHCEHbL 8 COOMBEMCMBYIOWUX pekomenoayusax Esponetickoll accoyuayuu
cepoeurno-cocyoucmoti euzyaruzayuu (EACVI) u Amepuxanckozo sxoxapouoepaghuueckoeo ooujecmea
(ASE) om 2015 2o0a. [65]. Pacuem cucmonuueckozo oOaenenus 6 nezounou apmepuu (C/JIA) c
NOMOWBIO  O8YXMEPHOU IXOKAPOUOSPADUU OCHOBLIBACMCS HA ONpedeleHUUu NUKOBOL CKOPOCMU
mpukycnudanvhot pecypeumayuu (TP) u ucnonvzoéanuu ynpowenno2o ypasnenus bepuyiiu 6
couemanuu ¢ oyeukou oOaesienus 6 npasom npeocepouu (III1). Hasenenue 6 Il moocem Ovimo
paccuumano nymem usmepeHus ouamempa HudcHeu nonou eemwvl (HIIB) u eco uszmenenus 6
3asucumocmu om a3z ovixanusa: ouamemp HIIB < 2,1 cm u cnadenue ma e6doxe > 50%
ceudemenvcmeyrom o Hopmanviom oaenenuu 6 111, pagnom 3 mm pm. cm. (8 npeoenrax 0—5 mm pm.
cm.), mozoa kax ouamemp HIIB > 2,1 cm u cnadenue na edoxe < 50% unu < 20% npu cnokotinom
oviIxanuu 208opsm o evicokom oasnenuu 6 111, pasnom 15 mm pm. cm. (6 npedenax 10-20 mm pm.
cm.). B ciyuae, kocoa ouamemp HIIB u cnadenue npu ovixanuu He coomeemcmeyom 0003HAYEeHHbIM
unmepeanam, moodicem OblMb UCHONL3OBAHO NPOMENCYMOUHOE 3HaueHue, pagnoe 8§ mMm pm. cm. (8
npeoenax 5—10 mm pm. cm.). Oonako, yuumsiéas HemouHocmu oyeHku oasnenus 6 1111 u yeenuuenue
noepeuHocmerl UMepeHuss ¢ NOMOWbI0 NPOU3BOOHLIX NEPEMEHHbIX, PEeKOMEHOYemcs NpUMeHAmb
NOCMOAHHO-BONIHOB0E  OONNIEPOBCKOe  KApMuposanue 0N — UBMEPEHUsi  NUKOGOU  CKOPOCMU
mpukycnuoanivhol pecypeumayuu (a He pacuemuoe C/JIA) 6 kauecmee ocHO8HO20 nokazameins OJisl
onpeoenenus eeposmuocmu JII' no oannvim IxoKI (IIpunoxcenue b, maon. 5) [66]. Ilpu smom y
NAayueHmos ¢ mANceI0l MPUKYCRUOANbHOU pecypeumayueli ee CKOpocmy Modicen Oblmb He0ooyeHeHa
U He OO0NHCHA U30TUPOBAHHO NPUMEHAMbCS 01 uckarovenus nanuuus JIIT Coenacno pexomenoayusm
Esponetickoeo obwecmsa xapouonoeos no aeuenuro u ouaerocmuke JII' (2015), seposmuocmo JII'
Modicem  Oblmb  OYeHeHa KaK BblCOKAS, NPOMEeNCYmouHas U Huzkasa. [us  obnecueHus u
cmanoapmuzayuu  ebloopa  ypoeus  eeposmuocmu  JIIT  npeonosicenvt  OOnOIHUMENbHBIE
IxXoKapouocpaguieckue NpusHaKy NOMUMO meX Kpumepues, KOmopble OCHO8AHbl HA CKOPOCMU
mpuxycnuoanvnou pecypeumayuu (laon. 6) (Ilpunoswcenue b). Omu npusnaku xapaxmepuzyom
pazmep npasoeo ducenyoouka (1K) u eco nepezpysxy oaenenuem, xapakmep cKOpoCcmu KpOBOMOKA U3
IDK, ouamemp necounoti apmepuu u HIIB, a maxoce niowaov IIIl. HUx usmepenue
peanamenmupogarno pexkomenoayusimu EACVI [65, 67]. Humepnpemayus OxoKI[-Oannvix 6
KJIUHUYECKOM KOHmeKcme 8axcha 07isi onpeoenenus noxazanui k YBKC (Taon. 7) (Ilpunosxcenue b). B
cnyuae GulCOKOU eepossimHocmu  Hanuuus JII' y  cumMnmommuvlx nayuenmos ux pekomeHOyemcs

HANpaeiAiAnib 6 OJSKCNEPMmHble UYEHMpPbl 0. Oa/lbHeuue2o 06C]l€006aHuﬂ, 6KJIIOYAsl 4pe36eHO3HYI0



kamemepuzayuio cepoya (YBKC). 'V nayuenmos ¢ npomesxcymouHvim puckom OdlbHetiuiee
obcnedosanue yenecooopasHo 00CyHcoams mMoabKo NpU HAAIUYUU HAKMOPOE8 PUCKA ULU COCMOSHUL,
accoyuuposauuvix ¢ JIAI' uwwu XTOJIIT Hanpomue, nayuenmvl 6e3 Gaxkmopos pucka u
accoyuuposauuvix ¢ JIAIT u XTOJII' cocmosanuti HyxHcOaiomcss mMoAbKo 6 OUHAMUYECKOM

IXOKaApOUocpagduyeckom HabardeHuU Uil 00CYHCOeHUU AlbMePHAMUBHO20 OUACHO3.

Bonvuwioe 3nauenue npu npogedenuu IxoKI" umeem oyenxa cucmonuueckou ¢ynkyuu [DK, komopas
onpedensem npocno3z nayuenmos c¢ JIAIT B omauuue om nesoco dcenyoouka, cucmonuueckas QyHKyus
npaeozo obecneuusaemcsi 8 OCHOBHOM NPOOOJbHbIM COKpAWeHUeM MUOKapod, Umo HO36015em
OYEeHUMsb ee ¢ NOMOWbIO NPOCMBIX IXOKAPOUOCPAPUUECKUX NAPAMEMPOs, MAKUX KAK (paKyuonHHoe
usmenenue e2o niowaou (OUII), cucmonuueckas dKCKypcust NIOCKOCMU MPUKYCRUOANbHO20 KOTbYA
(TAPSE), cucmonuueckasi cKopocms  KOIbYya  MPUKYCHUOANbHO20  KIANAHA 8  MKAHEeBOM
oonnnepozpaguueckom pexcume (TASV), npodonvuas degpopmayus (Strain), ckopocms deghopmayuu

(Strain rate) u unoexc npouzeooumenpHocmu npasozo dxceryoouxa (lei index) [69, 347].

o PexoMeHnmyeTcs mpoBeaeHUE dXoKapauorpaduu upecnuineBogHod mnauueHtam c JII' s

VCKIIFOYCHHS] BHYTPUCEPAECUHBIX IIYHTOB [6, 70, 71].
e EOK "er (YAASYYP C)

Kommenmapuu: Bvissnenue BIIC — o0na u3 eadicuvlx 3a0au 8 oughpepenyuanvHo- ouacHoCmudeckom
aneopumme oOonvnozco ¢ JII. Haubonee uacmoti npuuunoiu npexanuinaprou JII' no-npesichemy
OCMaromcesi cenmainvHvle OegheKkmovl, OMKPLIMbIL APMEPUATbHBIN NPOMOK, AHOMALbHBIU OPeHadiC
ne2ounblx 6eH U opyaue, ¢ mom uucie cirodxcuvle BIIC. Ilayuenmam ¢ nooospenuem na cenmaivHvle
oehekmol  UnU  UACMUYHBIL AHOMANLHBIL OPEHANC JIe20YHLIX BEeH Yeleco0OPA3HO  BbINOTHAMDb
ypecnuujeooHoe u/unu Koumpacmuoe (co ecnenennvim 0,9% pacmeopom mampus xaopuoa)
axoxkapouozpaguueckoe ucciedosanue 8 cowemanuu c opyeumu memooamu eusyanuzayuu (MPT,

MCKT ¢ konmpacmuposganuem,).
Benmunayuonno-nepghysuonnas cyunmuepagus 1e2kux

o PexoMenmyeTcs mpoBeneHHWE CIHUHTATpAGUH JIETKUX TEepPy3nOHHOH B COYCTAHUH CO
cuuHTUTpaduei gerkux BeHTWIAIHOHHON manuentam ¢ JII' mns uckmrouenus XTOJIL [6, 72—
77].

« EOKIC (YIUL2 YYP A)

Kommentapuu: /lnanapnas senmunsyuonno-nepysuonnasn (B/I1) cyunmuepaghusa neexux sensemcs
CKPUHUH2OBbIM MEMOOOM, NO36ONIAIOWUM UCKIIOYUMb mMpomboamborudeckuil eenesz JII. Omcymcmeue
oegexmos nephyzuu npu HOPMAIbHOU SeHMUIAYUU NO380asem ¢ dyscmeumenvrocmoio 90—100%
npomue 51% 6 cuyuae npogedenus MHO20Cpe3080l KomnvlomepHou momozpaguu neekux (MCKT) 6
aneuoepaguueckom pexcume u cneyuguunocmoto 94—100% ucknouwumos XTIJII [73]. OchosHoe
O02paHuyeHue OaHH020 Memood — BblCOKAsL 00/l HEeUHDOPMAMUBHBIX Pe3VIbmAamos, 0COOEHHO y
nayueHmos cmapuie 75 jem npu HAIuMuu 3Havumon namonoauu neekux. Qounaxo docmynnocmo B/I1

cyunmuepaghuu neekux 6 Poccutickou @edepayuu ocpanuiena KpynHbIMU YyeHmpamu (eoepaibHo2o



3HAYEeHUsl, NOdMOMY 6 OONLUUHCMEE CyYae8  GbINONIHAEMCS  UCKIIOYUMETbHO — NIAHAPHAS
nepghysuonnas cyunmuepagus neekux. B smoi cumyayuu 015 UCKTIOYEHUS 1€204YHOU NAmoLoSUu
BEHMUNIAYUOHHYIO CYUHMUSPADUIO 1€2KUX MONACHO 3AMEHUMb HA PEeHM2eHo2pagduio epyoOHOU KiemKu
unu MCKT neexux, evinonneHHbvle HeOA8HO NO OMHOWeHUo K cyunmuepaguu. Cnedyem ommemumeo,
Umo makas NPaKmMuKa Ha ce200HAWHUL 0eHb He UMeem 0oKazamenvbHou 6azvl. B psade uccnedosanuii
ObLIO  noKazawo, umMo O0OHOQOMOHHAA IMUCCUOHHAA KomnvlomepHas momoepagus (ODIKT)
npesocxooum no uyecmeumenvHocmu nianapuyio B/Il  cyummuepaghuro 6 nname uckiroueHus
MpomboIMOOIULECKO20 nopaxcenuss pycia aeeounou apmepuu [74, 75, 76]. Ilpu coemecmuom
ucnonvzosanuu ODIKT u nuzko0030601 KomnviomepHot momozpaguu 0as ckpununea XTIJIT
MoxcHo nosvicums  cneyuguunocmo ODPIKT ¢ 88% oo 100% 3a cuem 603mModHCHOCIIU
OOHOMOMEHMHOU OUACHOCUKU NAMON02UU JlecKux )y nayuenmos ¢ oepexmamu nepysuu. Taxoti
HOBbIll NoKazameliv, KAK UHOEKC nepepacnpeoeieHuss nep@y3uu JecKux, UsMepeHHblil ¢ HOMOubIo
ODIOKT, oxazanca 3amemHo cHudiceHHbIM y nayuenmos c JIAI' npu cpasuenuu ¢ HOpMAIbHOU
nonynayueti, u moxcem 6 Onudicaniuiem Oyoyujem cmamv NOMEHYUANbHbIM MAPKEPOM COCYOUCMOT
namonoeuu MKK [77]. Hapsady ¢ smum, HeOa8HO NOKA3AHO, YMO MAKAs HOBAS MEXHON02Us, KaK
mpexmepHoe MacHUMHO-PE30HAHCHOe nep@y3UOHHOe Kapmupoganue, 001aoaem conocmagumou

yygcmeumenvHocmoio npu ckpununee XTIJII' ¢ mpaouyuonnoti nepghyzuonnotl cyunmuepagueit [78,
79].

Komnviomepnaa momocpaghus opzanoe zpyonoit knemku u anzuozpagus n1ezouHoil apmepuu u ee

eemeeit

e PekomeHIyeTcss TPOBEACHHE KOMITBIOTEPHOW TOMOTpauu OpPraHoB TIPYIHOW IMOJOCTH C
BHYTPUBEHHBIM OOJIIOCHBIM KOHTPACTHpOBaHWEM BceM mamueHTam ¢ JII' juIst BBIABICHUS MPUYUH
3a0omeBanus [6, 43, 72, 80—89].

« EOKIIaC (YA 2 YYP B)

Kommenmapuu: Komnwvromepnas momoepagusa (KT) opeanog epyonou nonocmu ¢ 6HYMpUGEHHbIM
OONIOCHBIM KOHMPACMUPOBAHUEM — UUPOKOOOCHYNHBIU MEMOO UCCIe008aAHUS, C NOMOUBIO KOMOPO2O
MOJICHO NOIYYUMb BANCHYIO UHDOPMAYUIO O NAMOLOSUU COCYO08, Cepoyd, NAPEHXUMbL NeSKUX U
opeanos cpedocmenus. I1o pezynemamam KT moorcno 3anooospums nanuuue JII, uoenmughuyuposams
npuyurny JII, maxyro kaxk XTOJII' unu 3abonesanue neekux, eviseumov npusnaku JIAL-
accoyuupoBanublx cocmoanuu (Hanpumep, ounamayusi nuwesooa npu CCJ umu Hanudue
BDOMCOEHHO20 NOPOKA cepoya), a makdxice Noayuums uH@opmayuro o npocuose 3abvonesanus [80].
llokasano, umo makue npusHaKu, Kaxk yeeiudenue ouamempa J1e20uHou apmepuu (= 29 mm),
COOMHOUIeHUE OUAMEMPO8 JNe204YHOlU apmepuu K eocxooawel aopme > 1,0 u  coomuouenue
ouamempa cecMeHmapHou apmepuu K ouamempy oponxa oonee yem 1:1 6 mpex unu yemowlpex 00NAX
JlecKux, umerom 6vlcokyto cneyuguunocms 0aa ouacHocmuku JII' [81, 82]. MCKT nossonsem
0emanbHO GU3VANUSUPOBAMb NAPEHXUMY U OYEeHUMb UHMEepPCMUYUAIbHble USMEHEHUs JNe2KUX Y
NYIbMOHONO02UHECKUX NAYUEHN 08, NOMO2Asl MeM CAMbIM NPABUILHO UHIMEPNPEMUPOBAMb pe3ylbmanmyl
KOMNJIeKCHOU OYeHKU (DYHKYUU 8HeutHe2o ovixanus. Ilomumo 3moco, Mynibmucpe308as KOMNbiomepHas
momoepagus — 9mo 0CHO8HOU Mmemoo ouacnocmuku BOBJI. Xapaxkmephvie usmenenus 6 6uoe
UHMEPCMUYUATILHO20 OMEKA N1e2KUX C YEeHMPATbHLIMU 3AMEMHEHUAMU 68 UOe «MAmo8020 CMeKIa» U

ymonujeHuem uHmpaniooyisapHvlx nepe2opooox ykaswviearom ua ouazcrnoz BOBJI; k dononnumenvHuim



HaxoO0Kam ciedyem omHecmu aumpadenonamuio u gvinom 6 niespaivhoi nonocmu [83, 84]. Cnedyem
OmMemums, Ymo UMeHeHUs 8 BUde «KMAamoso2o CMeKaay munudnsl oasa nayuenmos ¢ XTIJII, aensaace
creocmeuem  8eHMUNAYUOHHO-NEPPYIUOHHBIX  Hecoomeemcemeul. Pejce usmenenuss no muny
«MamoBo20 CMeKIay 6cmpedaomcs y nayuenmosg c¢ oanexko zaweowumu cmaousmu JIAI' [80]. B
Kayecmee 0ONOIHUMENbHBIX HAX00O0K, XapakmepHulx 05 JII, Hepedko vlasnaiomcs Kalvyugurkayus u
U3BUMOCMb Ie204YHOU apmepuu, Ovlicmpoe ee cydceHue K nepugepuu, sunepmpous u ouramayus
IDK, yeenuuenue coommuouwieHus Ouamempos8 npagoco U J1e6020 AHCeNyOOUYKd, pacuiupenue
OpPOHXUANLHBIX apmepull, a makaice 3aopoc koumpacma 6 nedenourvle eeHvl. MCKT opeanog epyoroii
KIemKU ¢ KOHMPACMHbIM YCULEHUEeM U BbINOJIHEeHUeM 6EeHO3HOU U apmepuaibHol (a3 sae1semcs
0cHOo8HbIM Memodom Juaznocmuku BIIC, XTOJII" u cocyoucmuix manvgopmayuti. [lpu smom 6 ciyuae
XTOJII' Oanublii. memoo eu3yanuzayuu pycia Jjae2o04Hou apmepuu nomozaem 6 onpeoeieHuu
onepaderbHOCmu  NAYUeHmos, OYeHusas Mop@onocuo mpomMOOMuU4ecKkoc0 NoOPadCeHus pycid
JIe20YHOU apmepuu. HAaaudue OKKIIO3ULL OCHOBHbIX UMU Oojesvlx eemeell JIA unu npesanuposarue
CcecMeHmapHo20 U cyoceeMenmapHo20 YPOBHs NOPANCEHUS. C HATUYUEM GHYMPUCOCYOUCMBIX MAHCEl,
cemeu unu nepemsicex [85, 86, 87]. MCKT opeanos epyoHol Kiemku s61emcs BadiCHbIM
UHCMPYMEHMOM CB0eBPEMEHH020 OUphepeHyuUaIbHo20 OUAcHO3Ad MAK020 2PO3HO20 OCIO0NCHEHUS
mpauckamemepHou OANNOHHOU AHSUONJIACMUKY JIe20YHOU apmepul, Kak penepghy3uoHHbull OmeK
neekozo [88.]. Takoii omuoCUmMENbHO HOBLIL Memod KAk O08YXdHepeemuyeckdas KOMNblomepHas
momozcpagus ¢ NOMOwbl0 NOCMPOEHUs. UOOHBIX Kapm MNO3680J58em OYeHums COCMosiHue nepgysuu
neckux 0e3 npumeHeHus pAaoUOHYKIUOHBIX Memooos uccredosanus. (QOHAKO OAHHBLIX O
YYBCMBUMENbHOCMU U CHeYUDUUHOCMU OAHHO20 Memood ¢ yeivio Oup@epeHyuaibHoeo ouacHo3a

JIAT u XTOJII” 6 nHacmosiwee 8pemst HeOoCmamo4Ho OJisi pymunHo2o npumenerus [89].

e PexoMeHiyeTcsl MpOBEICHUE AaHTHOrpauu JIETOUHOM apTepuM W €€ BETBEM MpHu 00CiIeqOBaHUU
nanueHToB ¢ X TOJII™ 1 BpokIeHHBIMA aHOMAJTUSIMU JJISI OLICHKU WX onepabenbHOCTH [6, 72].
« EOKIIaC (YAASYYPCO)

Kommenmapuu: Hnsazusnas anecuozpaghus necounoti apmepuu u ee gemeeu (AH2UONYIbMOHO2PAPUSL)
O0JIHCHA BKIIOUAMb 8 CeOsl NPAMYIO U DOKOBYIO NPOEKYUIO KAHCOO020 JIe2KO20 8 pedcume cyompakyuu u
oyenusamoca 6 covemanuu ¢ MCKT-aneuoepaghueri necounou apmepuu. Pewenue 6 noawvsy
8bINONHEHUS MPOMOIHOAPMEPIKMOMUY U3 TIE20UHOU apmepuu uiu O6AIN0HHOU AHSUONIACTIUKY 8eMBell
JIe204HOU  apmepuu  NPUHUMAEMmCs — KOWle2udaibHo 6  skcnepmuom  yewmpe JIIT  [90].
AHneuonynomonocpagus Heobxoouma O GU3VANUZAYUU APMEPUOBEHOZHBIX MANbDOPMAYULL 1e2KUX U
Hexomopuix BIIC (omxpuimulii apmepuanbHulli NPOMOK, AHOMATNbHBIU OPEHANC J1e20YHbIX eH) Ol

oanvHeliue20 00CyHcOeHUs B03MONICHOCU Xupypeuyeckou koppexyuu [91].

o PexoMeHIyeTcs TMpOBEACHHE MAarHUTHO-PE30HAHCHON Tomorpaduu cepiala ¥ MarucTpajbHBIX
cocynoB manuentam ¢ JII' nmms OLEHKH CTPYKTYpHO-(QDYHKIIMOHAIBHBIX HM3MEHEHHM IPaBOTO
JKeJTyJIouKa U JIerouHou aprepuu [92-99].

e EOK ner (YA 2 VYYP B)

Kommenmapuu: Maenumno-pe3onanchas momoepaghus cepoya u mazucmpaivHolx cocyoos (MPT
cepoya u MacucCmpanibHblX coCy008) — MO MOYHBIU U 8OCHPOU3BOOUMDIL MEeMOO 8 OYeHKe pasmepda,

M0p¢0ﬂ021/lu u (ﬁyHKl/ﬂ/lu npaeoco .?fC‘eJZyOOLIKCZ, OH noseojisiem usmepunib KpoeOmoOK HEUHEA3UBHbIM



CnOCOOOM, BKIIUAS YOAPHLILL 00beM, CepOeyHblll 8bIOPOC, PACMANCUMOCNL JIe20UHOU apmepuu U
maccy npasozo xenyoouka. Y nayuenmos ¢ nooospenuem Ha JII' nanuuue omcpoueHHo20 HaKonieHus
2A00NUHUS, CHUNCEHUE PACMANCUMOCINU 1€204UHOU apmepuu U pempocpaoHblll MOK UMeIOn B8blCOKVIO
npocHocmudeckyro 3nauumocmo. [92, 93, 94, 95]. Oounaxo nu oour uz napamempos MPT cepoya ne
nozeonsem uckuouums JII. Y nayuenmos ¢ nooospenuem na BIIC MPT cepoya moocem 6vimo
NONE3HbIM MEemOoOOM Npu HeoOHo3Haunblx pe3yiomamax IxoKI -uccneoosanus u MCKT. /lannvie MPT
cepoya Mo2ym UCNONb308AMbCS 8 OyeHke npocHo3a y nayuenmos c JIAI' [96, 97, 98]. MP-
aHeuozpagus ¢ KOHMpACMHLIM YCuleHuem u 0e3 He2o umeem C80U NEPCNeKmusbl 8 U3 YeHUU
cocyoucmozo pycia y nayuenmog c npeononazaemou XTOJII, ocobenno y 6Gepemennvix npu
NnO003PEeHUU HA XPOHUYECKUE MPOMOO3bl, MOLOObIX NAYUEHMO8 UL NPU HATUYUU NPOMUBONOKA3AHULL K
UCNOIb308AHUIO TIO00CO0EPAHCAUUX KOHMPACMHBIX cpedcms [99)].

e PexoMeHyeTcsi MpPOBEIAEHUE YIBTPA3BYKOBOIO HCCJIENOBAaHUS OpPraHoB OPIOIIHOM MOJOCTH
(xomrIuIeKCHOTO) BceM mareHTam ¢ JII' anig uckitodeHusl MaTtojoTUU MEUYeHU W/WN MOPTAIbHOU
runeprensuu [6, 100].

« EOKIC (Y45 YYPC)

Kommenmapuu: Yiompazeyxkosoe ucciedosanue opeano8 OPHOUIHOU NOLOCIU MONCEM NOMOYb 8
ouacnocmuke —maxux JIA-accoyuuposannvlx  cOCMOSHUL, KAK NOPMATbHASL — cUNEePMEeH3UsL.
IIpumenenue KOHMPACMHBIX CPeOCM8 U YBEMHO20 OONNIEPOBCKO2O KAPMUPOBAHUSL NO8bIUUAEN
mounocms ouazrocmuxu. QOHAKO Haauuue NOPMAILHOU SUNePMeH3UU Modcem Oblmb 00CMOBEPHO
NOOMBEPHCOCHO UNU UCKTTIOUEHO MObKO 80 8pemsi svinonnenuss YBKC nymem uzmepenus epaouenma
oasneHus mexcoy Cc80000HbIM OasleHuemM 6 MNeYeHOUHOU 6eHe U OdasleHuemM 3aKIUHUBAHUS 8

newenounot eere [100].

e He pexomenoyemcsa npogedenue buoncuu necko2o nayuenmam c JIAI' ona eéepugpukayuu ouaznosa

[6].
« EOK ITIC (YII5 VYPC)

Ype3BeHO3HAs KaTeTepU3aNNsA CepaIa

o PexomeHmyeTcs mpoBeAcHUE YPE3BEHO3ZHOM KaTeTEPHU3alMK Cep/illa MarueHTaM ¢ TIOI03PEHUEM Ha
Hanuuue JIAD nis moaTBepIaeHus AUarHo3a U ONpeneseHus TaKTHKU JiedeHus [6, 12, 43, 101—
114].

« EOKIC (Y113 YYPB)

o PexomeHnayeTcsi MpoBelleHUME UYPE3BEHO3HOM KareTepusanuu cepaua mnamueHtam ¢ XTOIJIT mus
MOATBEPIKICHUS IMarHO3a U ONpe/eeHUs TAKTUKY JiedeHus [6, 12, 43, 101-114].

« EOKIC (Y113 YYPB)

o PexomeHmyeTcss MPOBOIWUTH UYPE3BEHO3HYIO KaTeTepusamuio cepana namueHTam ¢ JIIT Tompko B
YCJIOBUSIX DKCTIEPTHOTO IIEHTPa BBUAY CIOXHOCTH BBITIOJHEHUS M TOTCHIIMAIBHBIX PHUCKOB IS
MAIMEHTA, CBA3AHHBIX C Mpouenypoiu [6, 12,43, 101-114].

« EOKIC (Y113 YYPB)

o PexomeHyeTCsl BBITOTHEHUE TUArHOCTUYCCKON UPE3BEHO3HOM KaTeTepr3alluy cepila MalueHTaM

¢ BIIC gy ouenku onepadensHocTH [6, 70, 71].



« EOKIC (YAASYYPCO)

o PexoMeHIyeTcsl NpOBEIEHUE YPE3BEHO3HOM KaTreTepu3aluM cepilla MHalueHTaM C [aToJIorHeu
JEBBIX Kamep cepaua (rpynmna 2) Wid maTojoruei jerkux (rpymnmna 3) mepen TpaHCIUIaHTaluen
cepaua, Jerkux Wik KoMIUIekca cepaue-ierkue [6, 217, 219].

« EOKIC(YAASYYPCO)

e PexoMeHIyeTcsi pacCMOTpPETh BO3MOKHOCTb IPOBEJACHUS YPE3BEHO3HOM KaTeTepus3aluu cepaua y
MAIMEHTOB C TIOJJO3PEHUEM Ha MAaTOJIOTHIO JIEBBIX KaMep cep/la (rpynmna 2) Wil HaToJIOrHi0 JeTKUX
(rpynma 3) mpu Hed(PPEKTUBHOCTH CTAaHAAPTHOUN Tepanuu ais AuddepeHIInanbHOro IuarHosa u
BbIOOpa cTpareruu jeuenus [6, 12,43, 101-114].

« EOKIIbC (YAAS5VYYPC)

o PexkomeHayeTcs MpOBEICHUE YPE3BEHO3HOM KaTeTepu3anuu cepaua y nauueHtos ¢ JIAL u XTOJIT
JUTsT OlleHKH 3(pPekTuBHOCTH JeueHus [6, 12, 43, 101-114].

e« ESCIIaC (YAA S5 YYPCO)

e PexoMeHI0BaHO M3MEPEHHE KOHEUHO-IUACTOIIMYECKOTO NaBieHus: B jJeBoM kemynouke (K JIK)
nareHtaM ¢ JII' B paMkax 30HAMpPOBaHUS Kamep cepiiia MpH HEBO3MOXKHOCTU OIPEAeNeHUs
JaBJICHUsI 3aKJIMHUBaHuUs JierouHoit aprepuu ([3JIA) [6, 101-110].

« EOKIIaC (YAASVYYPC)

Kommenmapuu: Jlna eepuguxayuu JII, onpedenenuss 2emMoOUHAMUYECKO2O BAPUAHMA, OYEHKU
cmenenu 2eMOOUHAMUYECKUX HAPYWEHUU, a makdice OJisi NPo8edeHUsl 8a30PeaKmusHo20 mecma y
nayuenmos ¢ HIIAL, wnacneocmeennou/nexkapcmeennot JIAI' II-1Il @K noxazama upe3senHo3Hnas
kamemepuzayusi cepoya (YBKC). YBKC odondxcna nposooumvcsi nociie 8blNOIHEHUs. 6CeX OCMATbHbIX
Memo0oo8 00cned08aHus Ol CYXHCEHUs 2PYNnbl  NAYUEeHmMOo8, MmMpedyIiowux Kamemepuzayuu.
Pesynomamul uH68a3UBHLIX UIMEPEHULl 2eMOOUHAMUKU Cledyenm UHMEPNnpemuposams 6 KOHMeKCcme
KJIUHUYECKOU KAPMUHbL U OAHHBIX GU3VATUSUPYIOUUX MEMOO08 UCCie008anus, 8 ocobennocmu IxoKI'
IIpoyedypa YBKC uneazusnas, HO puck pazeumus OCJLOXCHEHUL NpU ee BbINOIHEeHUU 8 IKCHEPIMHbLX
yeumpax JII, ¢ mom wuucne u ¢amanouvix (0,055%), xpatine nuszox [101]. YBKC saenaemcs
MEXHUYEeCKU CILOACHOU Npoyedypol, mpeodyroujel om UCNOTHUMEN 00IHCHO20 ONbIMA U GHUMAHUS K
demanam 0Jis1 NOAY4eHus: KiuHudecku noiesnou ungopmayuu. Ocobennoe sHumanue ciedyem yoeusansy

Cﬂe()ylouﬂxlﬂ/l MOMeHmdam.

o Uccnedosanue nposooumcsi 8 NONONCEHUU Jexca HA CHUHe, C NOCMOAHHLIM MOHUMOPUHSOM
OCHOBHbIX u3uonocuueckux napamempos. Cocyoucmolii 0ocmyn uepes GHYMPEHHION SAPEMHYI0
BEHY UMeem NpeuMyujecmeo neped UCNOAb308AHUEM OpPYeUX B€H, HNOCKOIbKY AGIAEemCs
Kpamyauwum K npagulm Kamepam cepoya.

o Brewmnuii npeobpazoseamenv 0asieHUs (Mpancoviocep) 00axceH Oblimb OOHYIeH 6 NOLONCeHUU
nayueHma nexca Ha ChnuHe HA YPOBHe CPeOHe2pPYOHOU JUHUU, KOMOPAs paccuumsléaemcs Kak
NONOBUHA PACCMOAHUS MexcOy nepeoHel 2pYOUHHOU JAUHUEeU U NOBEPXHOCMbIO KpO8amu u
coomeemcmayem YpoeHio 1e6o2o npeocepous [102].

o Jlagnenue O001HCHO ObIMb UMEPEHO 8 J1e20YHOU apmepuu, 6 nonoxcenuu J[3JIA, 6 npasom
Jiceny0ouKe u npagom npeocepouu. Bce uszmepenus 00NiCHbL BbINOIHAMBCA 8 KOHYE HOPMAIbHO2O
gviooxa. Ilpu ucnonvsoeanuu kamemepa ¢ OANIOHYUKOM HA KOHYe, ODALIOHYUK cledyem pa3oysams

6 npasom npe()cep()uu U Nocie0o8amebHo I’lpOOBMZCIWZb 00 00CMUICEHUS nosuyuu 3aKJIUHUBAHUA.



Henvzsa coyeamv u pazdysams OANIOHYUK 8 OUCMANTLHOM OmOoele J1e20YHOU apmepuu, maxk Kax
MaKkou Mauesp C6A3aH C PUCKOM paspviéa jnecounou apmepuu. [{3JIA aensemcsa cyppocamuvim
noxkazamenem oaenenus 6 nesom npeocepouu u KJ/[/1 JDK, nosmomy 6 pacuem ciedyem opamo
cpednee u3z mpex usmepenuil. B ciyuae commenus 0isi NOOMBEPAHcOeHUsT OOCMUNCEHUSL NOIONCEHUSL
3AKTUHUBAHUSL BO3MONCEH OOHOMOMEHMHBIU 3a00p KPOBU HA AHAIU3. CaAmMypayus 6 3a0paHHOM
oopasye Kposu OONJHCHA COOMBEMCMBOBAMb VPOBHIO 8 cucmemHom Kposomoke [102].
Hnumepnpemauyuro J{3JIA cnedyem nposooums ¢ yuemom KIUHU4eCKUx OaHHbIX, MAK KaK y 00H020 U
Mo2o Jice nayueHma 3mom nokazameib Moxcem menamovcs ¢ medenuem epemenu [103]. K/ JDK
mak e, kak u J[3JIA, ompaosicaem oasnenue 6 1e6om npeocepoun. Imo 06CmosmenbCmeo CryHCUm
Qusuonocuyeckum 0OOCHOBAHUEM BO3MONCHOCMU UCHONb308AHUSL 6 pacuemax nokasameneu
eemoounamuku  MKK — (mpancnyremonanvhoco — epadueHma U J1€204HO20  COCYOUCHO20
conpomusnenus) KJ{/[ JDK emecmo J[3JIA 6 cnyuasx mexnuueckux 3ampyoHeHull ¢ 00CMuiCeHuem
3aKauHuU8anus eemeu Jne2oyHot apmepuu. OOHAKO HeoOXO0OUMO NOMHUMb O MOM, 4Ymo npu
MANCENLIX  NOPOKAX — MUMPANbHOSO — KIANAHA — (MUMPATbHOM — CMEHO3e Ul MUMPATbHOU
neoocmamounocmu III-1V cm.) K[/ JDK nedooyenusaem oOasienue 8 jesom npeocepoul u,
MaxKum 00pazom, He Modcem UCNOAb308ambCs 015 paciemos nokazamenei cemoournamuxu MKK.
Cnedyem nomMHUmv, 4mo y NAyueHmos ¢ 3a0onesaHusMu Jegvlx kamep cepoya [{3JIA mooxcem
cHudicamovcs menee 15 mm pm. cm. Ha ghone mepanuu ouypemuxamu [104, 105, 106]. B nooobuwix
cayuasx, a makice 011 npogederus ouggepenyuanvrozo ouazsrnoza medxicoy JIAI u JII' ecnedocmeue
ouacmonu4eckou OUCHYHKYUU J1eB020 IHCENYOOUKA 0OCYHCOAEMCS B03MONCHOCHb NPOBEOeHs.
ocmpoil B0OHOU Hazpy3KU 8 sude bontochozo sedenus 500 mn 0,9% pacmeopa Hampus xiopuoa c
nosmopuvim  usmeperuem  J[3JIA  [107]. Oonaxko 6 Hacmoswee 6pemsi OMCYMCMEYIOm
ybeoumenvHvle 00Kazamenbcmea, noomeepicoarujue 0Oe30nacHocms U OUACHOCMUYECKYI0
YEHHOCMb MaKo2o nooxo0da, 4mo ocparuyusaem e2o pymunnoe npumernernue [108, 109, 110]. na
uoeHmuukayuu nayueHmos ¢ OUACMOIUYECKol OUCPYHKYUEl 1e8020 JHCelyOouKd, a makice O
OUHAMUYECKO20 HAONI00EeHUsl NAYUEHMO8 C YPOBHEM CpeOHe20 0asleHus 8 1e2ouHol apmepuu (20—
24 mm pm. cm.) modxcem Ovimv nonesna oyenka 2emoounamuku MKK npu ¢guzuueckou nacpyske
[12, 11, 112, 113]. O0naxo Ha ce200HAWHUL OeHb dMOM Memo0 Makice He CMaHOapmu3UpoB8aH U
HYJHCOaemcs 8 OanbHelulemM UCCie008aHul neped 6HeOPeHUeM 8 PYMUHHYIO KIUHUYECKYIO NPAKIMUKY
[43].

Bo epemsa kamemepusayuu 0ondxicen ocywecmeisimscs 3a00p apmepuaibHoll, 6eHO3HOU KPOBU U3
npasoco npeocepousi U CMEeULarnHoll (le2ouHas apmepus) 6eHO3HOU KPOBU C onpedelleHuem 2a308020
cocmasa Kposu 8 YCI08UAX ObIXAHUL AMMOCHEPHLIM B030YXOM U 8 OMCYMCMBUU UHATAYUU
Kkucaopooa™**. Ilpu nooospenuu Ha AHOMAIbHBIU OPEHAINC JIe20UHbIX 8€H OONONHUMENLHO OO0JIHCEH
ObLIMb ocywecmenen 3a60p Kposu 0 OKCUMEempUU U3 8epxueti u HudcHel nonvix éeH. Camypayusi
Kuciopooa 8 Jje2ouHou apmepuu > 75% ceudemenbcmeyem O HAIUYUU  J1€BO-NPABOCO
WYHMUPOBAHUS KPOBU U mpebdyem HacmopodiceHHocmu 6 omuoutenuu Haaudus BIIC.

Munymuwiii 06vem KposooodpawjeHus ciedyem usmepsams MemoooM mepMoOUNIoYyUU UIU nPsSIMuim/
HenpsamoimM  memooom Duka. Pexomenoosano mpexkpammuoe uzmepenue MUHYMHO2O 00bema
KPOBOOOpaujeHuss MemoooM mepMOOUTIOYUY, NOCKOIbKY 3MOmM Memoo NO36045em NOLYYUMb
0ocmosepHble pe3yibmamsl 0dxce Y NayueHmo8 ¢ HUKUM CepOeYHbIM 8blOPOCOM U/UNU MAHCENOU
mpuxycnuoanvou pezypeumayueu [114]. Y nayuenmos c enympucepoeunvimu wiyHmamu OJis

UaMepeHUus. cepoedHoco 8blOPOCA OO0NNCEH NPUMEHAMbCS MOIbKO Memoo Duxa, max Kaxk memoo



MepMoOUnoYUU 8 OAHHOM Clyudae HemoueH 8ciedcmeue panHell peyupkyiayuu egedenrnozo (,9%
pacmeopa Hampus Xaopuoa. /[ns evlnonHenus pacuemog memooom PDuxka mpedyemcs npamoe
usmepenue nompeoieHus KUciopood, KOmopoe Mano00CmynHo 6 wupoxou npaxmuxe. Ilpu
Henpsamom memoode Duka UCNONL3YEMCs NOKA3amelb OONNCHOU NOmpeOHOCmU 6 KUCI0poOoe,
KOMOpas. paccuumuléaemcs npocpammoun ucxoos u3z pocma u eeca nayuenma. lakoiu nooxoo
npuemiem, Ho 00CMOBEPHOCNbL MEMOOA 8 IMOM CIYUae HeCKONbKO CHUNCAENICSL.

o Jlanmvie, nonyuennvie pacuemuuim nymem uz noxazameneti YBKC, sxnouarowue cpeonee dasnenue
8 J1e2OUHOU apmepuu, Mmpancnyivmonatvuvi epaduenm (TIII), ouacmonuyeckuii ny1bMOHATbHYLLL
epaouenm (/III'), necounoe cocyoucmoe conpomuenenue (JICC) u cepoeunviii unoexc (CH),
UCNONL3YIOMCA 8 OonpedelleHul 2emMoouHamuyeckoeo eapuanma JII' u cmpamuguxayuu pucka
nayuenmos. Dopmynvl pacuema 0CHOBHbIX 2eMOOUHAMUYECKUX NoKa3ameell npusedeHvl 8 maonuye
8 (IIpunoowcenue b).

o PexomennoBano mnamuentam c¢ MJIAL, nacnenyemoit JIAI, JIAI, uHAyUMpOBaHHOW NIPUEMOM
JIEKAPCTBEHHBIX IMPENapaToB WM TOKCUHOB, MPOBEACHUE Ba30pEaKTUBHOIO Tecta BO Bpemss YBKC
JUTSL  ONpENeICHUs] TMOTEHIMAIbHOU A((EKTUBHOCTH JICUCHUS OJIOKaTOpaMu  «MEJJICHHBIX)
kanbieBbix kanajaoB (bKK) [6, 43, 115, 116].

« EOKIC (YAAS5 YYPC)

o PexomeH0BaHO TMpoBeAcHUE BazopeakTUBHOTO TecTa mnamueHtam ¢ WJIAIL, nacnemyemoit JIAT,
JIAT, uHAYUMPOBAaHHOW MPUEMOM JIEKAPCTBEHHBIX MPENAapaToB WM TOKCHMHOB, TOJBKO B YCJIOBHSX
AKCIIEPTHOTO LIEHTPA B CBSI3H CO CIOKHOCTHIO BBIIIOJIHEHUS M MHTEPIIPETAlNM TaHHbIX [6, 43, 115].

« EOKIC (YAA5 YYPC)

e PexkomeHayeTcst npu NpoBeIeHUH Ba3opeakTuBHOro tecta nauentam ¢ UJIAT, nacnenyemoit JIAT,
JIAT, uHAYUMPOBAaHHOW NPUEMOM JIEKAPCTBEHHBIX IIPENaparoB WM TOKCHMHOB, B KauecTBE
Bazomwinararopa MKK npumensite nnransuuonssiii NO [6, 117].

« EOKIC (YAA5 YYPCO)

o PexoMeHyeTcsl pacCMOTPETh BO3MOXKHOCTh NPUMEHEHHUS WHTAISIIUOHHOTO WIIONPOCTa B KaueCTBE
Bazoaunararopa MKK nipu npoBenenun BazopeaktuBHOro recrta nauuenram ¢ MJIATLL nacnexyemoit
JIAT, JIAT, nHIyUIHpOBaHHOW MMPUEMOM JIEKAPCTBEHHBIX MTPENAapaToB I TOKCHHOB [6, 117].

e EOK IIbC (YIS YYPC)

o PexoMeHIyeTCcsi NMPUMEHATH CIEAYIOIIME KPUTEPUM MJi1 OLIEHKM Ba30pEaKTHMBHOIO TECTa Kak
MTOJIOKUTEIBHOTO: CHW)KEHHE CPEIHEro JAaBJIECHUS B JIETOYHOM aprepuu Ha > 10 MM pT. CT. mpu
YCJIOBUM JOCTIKEHHUS aOCOMIOTHBIX 3HaueHUU < 40 MM PT. CT. B COUYETAHUU C HEU3MEHHBIM WM
YBEJTMYMBIIUMCS CEPJICUHBIM BbIOpOCcOM [6, 43, 115].

e« EOKIC (YAASYYPCO)

o« He pexomenayercs wucnonb3zoBarh bKK, kucmopon™*, cunmenadun u japyrue mnpemnaparsl,
cHwkaromue nasineHne B MKK, npu npoBeneHnn OCTpOro Ba30pEeakTHUBHOIO TECTa MALMEHTAM C
NJIATL, nacnenyemon JIAI, JIAIL, uHOyuMpOBaHHON NPUEMOM JIEKAPCTBEHHBIX MPENaparoB WIIH
TOKCHHOB [6, 43, 115].

« EOKIIIC (YAASYYPO)

KommenTapuu: Kpumepues nonoscumenvrnozo eazopeakmugrno2o mecma oocmuzarom He oonee 10%
nayuenmos c¢ HWIIAI Ilpu ompuyamenbHoM 6a30peaKmMueHOM mecme Ulu He8O3IMOICHOCMU

6bINOJIHEHUA 6A30PEAKIMUBHO20 mecma mepanus bKK ne nokaszamna.



Koponaporpagus

e PexoMeHsoBaHO mpoBeAeHHEe KopoHaporpaduu mnauveHtam ¢ JIAIT npu Hamuuuu CUMOTOMOB
CTCHOKAapIUU WU (PAKTOPOB pUCKA UIIEMUYECKON OOJIE3HM Cep/illa, a TAKXKe MPH TIIaHUPYIOIEMCS
oneparuBHoM JiedeHur X TOJII" uinu nepen TpaHcrianTauuen jierkux y nauuenton ¢ JII' [6, 346].

« EOKIIaB (YAAS YYP C)

2.5 uble THAarHoCTHYECKHE MCCJIe10BaHUS

I'eneTuueckoe 00cjieI0BaHME

I'enetnueckoe koHCynbTHpoBaHWe mnamueHtam ¢ JIADT cimenyer mnpemiarate B HMHIWBUAYAJIbHOM
nopsiake. C ydyeToM BO3MOXKHOTO BIIMSIHUS TOJOKUTEIBHOIO WM OTPUIATENIBHOIO pe3yjibTara Ha
IICUXOJIOTUUECKOE COCTOSHUE OOJIbBHOTO TE€HETUYECKOE TECTUPOBAHME M KOHCYIBTALIMMU CIEAYET
MPOBOJIUTH B YCIOBUSX MYJIBTUIACHMIUIMHAPHOIO IMMOAXOJAA C MpUBICYEHUEM crienranucToB no JII,
KOHCYJIbTAHTOB T'€HETHKOB W IICHUXOJOTOB. [ €HETHYECKOE KOHCYJIBTUPOBAHWE W CKpUHHMHT BMPR2-
MYTaIlMi PEKOMEHIyeTCs manuenTam co crnopanndeckumu popmamu WIAT, JIAT, accormupoBaHHOMN
C MPUEMOM IPENapaToB IS JICUCHUsI O’)KUPEHUS LIEHTPAJIbHOTO JEUCTBUS, U ceMeiHbIX Gopmax JIAT
[37]. Ecmu BMPR2-myTtanus He oOHapykeHa, To maruentaMm ¢ cemeiinon JIATL, mammentam ¢ MJIAT
Mosoxke 40 net wiu npu BosHUKHOBeHUU JIAT' y manueHTa ¢ ceMeMHbIM aHAMHE30M HaCJIEeICTBEHHOU
reMOpparuyeckoi TeJIEaHTHMOIKTAa3UU MOXET OBITh MPEIJIOKEH CKPUHUHT HA HalM4yMe MYyTalud B
reHax ACVRLI n ENG. Ilpu orcyrcrBun myrauui BMPR2, ACVRLI n ENG-reHOB BO3MOXEH IOUCK
oonee penkux mytanuit (KCNK3, CAVI n tak nanee). [larueHTOB CO CIIOpaguvecKOl WM CEeMEHHOM
dopmoit BOBJI/JIKI' cnemyer obcnenoBate Ha Hamuwuwme EIF2AK4-mytamumii [118]. IlpucyrctBue
onamnensHol EIF2AK4-mytauuu goctarodyHo Juisi noxareepxkaeHus auarHosa BOBJI/JIKD 6e3
TUCTOJIOTUYECKOTO MCCJIENOBaHUSA. BBuAy Manod JOCTYIHOCTH T'€HETUYECKOrO0 TECTUPOBAHUS
ophannoit martonmoruu B Poccuiickoit ®Denepani TEHETHYECKOE TECTHUPOBAHUE OTHOCUTCS K

JOIIOJIHUTCIIbHBIM METOdaM O6CJ'IGI[OB3HI/IH Yy IaluCHTOB C JIAT.

e PekoMeH0BaTh B HHAUBUIYAJIbHOM TMOPSJAKE MPOBEACHUE TIE€HETHYECKOTO TECTHPOBAHMS
naupentam ¢ WJIAT, cemeiinont JIAIT u JIAI, accouuupoBaHHON C HpHEMOM MpenaparoB it
JICUECHUS OKUPEHUSl LEHTPAJIBHOTO JEUCTBUS, a TaKKe OECCUMITOMHBIM POJICTBEHHHKAM MEPBOMU

JIMHUH MTAIMEHTOB C U3BECTHBIMU MYTALMSMU JUIsl BBISIBIICHHSI TpynIbl pucka passurus JIAL [37].

e EOK ner (YAASYYPC)

2.6 luarHocTH4eCKUH aJTOPUTM

C yuerom HeoOxomuMmocTu paHHer mguarHoctuku JIAIT m XTOJII, 3aboneBanmii ¢ KpaiiHe
HEOMaronpHUsITHBIM MPOTHO30M, JTUArHOCTHYECKUN aJIrOPUTM ObUT TiepecMoTpeH dkcrmeptamu B 2018
rofy W ONTUMHU3UPOBAH MYTEM UYETKOTO Pa3rpaHUYCHUs] MEPBUYHOTO OOCIEOBAHUS TMAllMEHTOB BHE

skcnepTHoro ueHtpa JIAI' um panpHeimiero crnenuanu3MpoOBaHHOIO J000cCIeN0BaHUS OTOOpPaHHBIX



MAIMEHTOB B 3KCIEpTHOM IieHTpe. KpoMe Toro, mosiBUiIach OMiys OBICTPOI OTIPAaBKU B SKCIIEPTHBIN
LEHTP NALMEHTOB, OTHOCSIUIUXCS K KaTETOPUM BBICOKOrO pucka pa3Butus JIAIL, a Takxke ¢ BBICOKOM U
MPOMEKYTOUHOU BeposTHOCTHIO JII' mo manHbiM OX0KI. K 3T0# Kareropuu OTHOCATCS MALUEHTHI C
C3CT, BIIC, mopransHoii tuneprensued m BUY-undexumeit [43]. JInarHOCTUYECKUN aJITOPUTM

npeacranieH Ha pucynke 1 (Ilpunoxenue b).

OO6cnenoBanne HAYMHAETCS ¢ MOMEHTA Tipeamnonokenus Haauuus JII' y 6onpHOTO. JlocTaroyHo yacTto
JII' oOHapy»KMBalOT CIy4yailHO BO BpeMsi TpaHcTopakanbHoro DxoKI -uccienoBaHus, BBITIOIHIEMOTO
no ApyruM nokazaHusMm. IOXoKI' sBisieTcss OCHOBHBIM MHCTPYMEHTOM CKPUHHMHIA, KIacCUPUUIUPYS
BepoATHOCTh Hanuuus JII. Ilpu BeIIBIEHMM IIPOMEKYTOUYHOM MM BBICOKOM BeposTtHOCTH JII'
MAalMEeHThl BBICOKOTO pucka pa3BuTus JIAIT qoKHBI HE3aMEUIUTENIBHO HAPABIATHCA B SKCIEPTHBIN
HEHTp i AoobOcienoBanus. JIisi commacoBaHus 3TOrO IIara MOXKET NPUMEHSATHCS 3a04Hasl WIIU
TEeJIEMEAUIMHCKasT KOHCynbTanuss co cnenuanuctoM JIAI-nientpa. Ilamuenram ¢ HU3KOH
BeposaTHOCThIO JII' u Qakrtopamu pucka pazButus JIAIT wnmm XTOJIIT mokazano amOynatopHoe
JUHAMUYECKOE HAOMIOIEHNE TI0 MECTY KHUTENIbCTBA ¢ mepuoandeckuM BoimonHenneM DXxoKI. K atoii
rpynmne MalueHTOB OTHOCATCS, HampuMep, MalMeHTbl C XPOHUYECKOHM TpomMO03IMOOIMUECKOn
60one3nbto Jierkux (XTIBJI).

VY manueHToB ¢ MPOMEKYTOYHOW U BBICOKOW BepoSTHOCTHIO JII' 6e3 3HaunmmbIx (akTopoB pucka JIAT
10 MECTY KHUTEJbCTBA JOJHKHO ObITh NMpojoiikeHo oOcienoBanue aisi ckpunuHra XTI bonbHbie ¢
HaJU4YMEeM BEHTUJISIMOHHO-TIEPPY3UOHHBIX Je()EKTOB MOTYT TaKKe HANpSIMYIO HaIlpaBisIThCS B
OKCIIEPTHHIN IIEHTP, TJI€ OHHM BKIIIOUAIOTCS B AJITOPUTM OOCJIENIOBAHUSA U OIEHKH OMNEepadeTbHOCTH
XTOJIT. B xome nanpHe#mero ooOciemoBaHusi 0oapHOTO (cOOp aHamHe3a 3aboieBaHUS U Kayioo,
¢usukanbHbil ocmoTp, DK, peHTreHorpaMma rpyqHOM KJIETKU, HcclieoBaHhe (DYHKUHUUA BHEIIHETO
npixaHusi ¢ oueHkoit muddysuonnoit crmocoOHoctu nerkux W KT opraHoB TrpyaHOW KIETKH C
KOHTPACTHBIM YCHUJICHUEM IMPU HEOOXOIMMOCTH) UACHTU(PUIUPYIOTCA Hanbosee yacTble mpuuuHbl JII:
CeplIeYHO-coCyIucTasl maroyiorust (rpymmna 2) u 3adoneBanus jerkux (rpymmna 3). ITauuentst ¢ JII,
«MPOMOPIUOHANIBHOW»  BBISIBICHHOM  MATOJNIOTUM, TPEOyIolMe TOJIBKO JIEYCHHS] OCHOBHOTO
3a00yIeBaHMsI, BBIBOASATCS W3 JalibHEWIEro oOcieaoBaHus W HAOIIOMAIOTCS MO0 MECTY >KUTEIhCTBA.
OctasibHble OONBHBIC HANPABISIOTCS B AKCHEPTHBIA LEHTP UIA YIIyOJIEHHOTO OO0CHeIOBaHUS U
BeinosiHeHUs1 YBKC [43].

B skcniepraom nenrpe JII' mepecMarpuBaroTCs pe3yJsIbTaThl paHEE BBINOJHEHHBIX MCCIEIO0BAHUM, PU
HEJOCTATOYHOM JUISl IPAaBUJIBHOM TPAKTOBKHU KAau€CTBE HUCIIOJHEHUsI HEKOTOPBIE MCCIIETOBAHUSI MOTYT
noBropsaThcsa. Hammume JII' m ee remMoaMHAaMHUYECKW BapUaHT OLEHUBAKOTCS IO CPEICTBAM
BbinosiHeHUs UBKC u npu Hanu4mm noka3zaHuii Ba30pEeakTUBHOIO TeCTa. B 3akitoueHue y MaiueHToB
C yCTaHOBJIEHHBIM AuarHo3oM JIAI' mpoBoasT Oosiee TOUHYIO JUATHOCTUKY B Mpeaenax KIMHUYECKOU
rpynnsl 1 (JIAT) u xnmuHu4eckoi rpymmsl 5 (Ipyrue peaKkue coCTosiHUs). B CIOXKHBIX KIMHUYECKUX
cuTyauusax U npu ouenke omnepadenbHocTH nanueHtoB ¢ BIIC u XTOJIIT HeoOxomumMo ob6CyxneHne
BEJCHUs TALMEHTa MYJIbTUAUCUUIUIMHAPDHON KOMAaHAOW CIENUAIMCTOB, BKIIOYAIOIIUX Bpadyei-
PEHTIEHOJIOTOB M BpAaYeH-KapAUOXUPYProB [72]. B HEKOTOpBIX cilydasX IpPU CIOKHOCTH TOYHOU
Kinaccuukanuum remoguHaMmuyeckoro BapuanTta JIIT B ycnoBHSIX SKCIEPTHOTO IEHTPA BO3MOXKHO
MpoBeIeHNE TPOOHOM CIeM(PUIECKON TEpPAIHH C MTOCTOSTHHBIM MOHUTOPUPOBAHUEM €€ Oe30TTaCHOCTH,

3G dEeKTUBHOCTH U IEPECMOTPOM CTPATETHH JICUEHUs pU HeoOXoauMocTH [43].



2.7 OneHkKa cTeneHM TKeCTH 3a00/IeBaHMs U IIPOTHO3a KU3HU MAIMEHTOB C
JIETOYHOU rUINepTeH3uei

[louck Hambornee 3HAYMMBIX IOKa3aTejaed Il OLUEHKHU CTENEHU TSKECTH 3a00JeBaHUs, a TaKxKe
«paboTaIIMNX» MPOTHOCTUYECKUX (DAKTOPOB  OCYIIECTBISETCS B XOJE€ aHAlM3a JIAHHBIX
MEXIYHApOIHBIX HaOIIONaTeNbHBIX perucTpoB mamueHtoB ¢ JIAT u XTOJIT [22, 119, 120, 121].
BecpMa cripaBeuiMBO npeanoaarath HAJIMYME BIUSHUAS HAMOHAJIBHOCTU O0sbHOTO Ha (eHotun JIAT,
nporHo3 u 3P¢ekTuBHOCTh cnenupuyeckoit Tepanuu. [Ipu s3trom peructpel JIAI' 06b1uHO comepikar
Majsio uHpopMaIu 00 ITHUIECKOM cocTaBe momyssiiuu [122]. He BBISIBICEHO 3HAYMMOW KOPPEIISIIIH
MEX]y COLMAJIbHO-IKOHOMUYECKUM YPOBHEM >KM3HU M (YHKIMOHAJIBHBIM CTaTyCcOM IalMeHTOB, a
TaKke€ BPEMEHEM JI0 IIOCTAaHOBKM JMarHo3a M Iokaszaressimu cmeptHoctu [123, 124]. Kpaiine
MHTEPECEH TeHJICPHBIM aHalM3 PErucTpOB: B OOJBIIMHCTBE U3 HUX MPEo0IaaloT KEHIIUHBI, HO MpU
5TOM HMEHHO MYKCKOM TOJI acCOIMUpoBaH C TwioxuMm mporHozom JIAIT [119]. Otuonorus JIAT
OCTAaeTCsl BaXHBIM TPOrHOCTHYECKUM (pakTopoM. TpamunmonHo mamueHtsl ¢ JIAIT Ha done C3CT
MMEIOT Haubosiee HU3KHE ToKa3zaTenu BbDKMBaemocTH [125]. OtpuuarenbHblii BKJIaa BO3pacTa B
MpOTHO3 OOJBHOTO CBsI3aH, NPEXKJE BCErO, C YBEJIMYEHHWEM COMYTCTBYIOIIEH maroioruu. Tak,
Hanpumep, Hanuuue y nanuerta XOBJI (OP 1,59 95% M 1,34-1,90; p < 0,001) unu caxapHoro
nmuabera (OP 1,73 95% AU 1,40-2,13; p < 0,001) acconuupoBaHo ¢ yBeIM4YeHUEM cMepTHOCTH [126].

JIAT otHOCHTCS K 3a00JieBaHMSIM C KpaliHe HeONarompusTHBIM MporHo3oM. [lo maHHBIM peructpa
HaumonansHoro unctutyTa 310poBbsi CoenunenHbix LltatoB Amepuku (NIH, 1981-1985), cpennsis
BbDKMBaeMoCTh mnanueHtoB WJIAI, He mnonywaromux creuuuueckod Tepanuu, HE MPEBBIIIACT
2,8 roma [21]. B aT0M cutyanum O0ibIIOe 3HAYCHUE WUMEET OIICHKA COCTOSHUS TAIlMeHTa, B KOTOPOH
JIOJKHBI ~ yYWUTHIBATHCS  TSDKECTh  KJIMHMYECKUX  TMPOSBICHUN,  ypOBEHb  (DHM3UUYECKOU
paboTrocrnocoOHOCTH, CTPYKTYpPHO-(YHKIIMOHAJIbHbBIE MOKa3aTeNu IIpaBoro KEITy0uKa,
remoanHamuueckue mokazarenu MKK u koHuentpanus OuomapkepoB B mnepupepUuecKoid KPOBH
(Tabmn. 9). HecMoTps Ha CyOBEKTHBHOCTH Takoro mokazarens, kak @K (BO3), on ocraercs oqauM u3

HanOoJIee BaXKHBIX MMPCAUKTOPOB BBIDKUBACMOCTH ITAIIUCHTOB C JIAT.

TonepanTHOCT K (QU3NYECKON Harpy3ke OObeKTHUBU3HpyeTcss Tipu BbimonHeHuun THIX wu
sprocrimpometpun. TIHIX sBmsgercs Hambojgee TPOCTBIM METOAOM  OICHKH  (DU3WYECKOU
paboTOCIOCOOHOCTH MALIMEHTOB, HO 3HAUMMOM CBSI3U MEX]ly YBEIMUYEHUEM AUCTAHIUU MPOXOXKICHUS
B TECT€ M JOJIOCPOYHBIM IPOTHO30M MAIMEHTOB, BKJIIOYAasi CMEPTHOCTb OT BCEX IPUYUH,
rOCHUTAIU3AMY 110 ToBoAY yxyaueHus JII, TpaHcruianTaumy Jerkux Wik KOMILIEKCa Ceplie-JIerkue,
0 JaHHBIM 22 KIWHUYECKUX HcclenoBaHuidi, He BbIsgBIeHO [127]. KonuuecTBeHHass OIll€HKA
NOTpeOJIEHNsT KUCIOPOJa B YCIOBUSAX IPTOCIUPOMETPUM OCTAaETCs HauOoJiee TOYHBIM HHTETpalbHbIM
MoKasarejaeM, OTpaxaromuM (QYHKIIMOHATLHOE COCTOSHHE M KOMIICHCATOPHBIE BO3MOXKHOCTH
CEPIIEYHO-COCYAUCTOM, JIETOYHOW W MBIIIEYHOW CHCTEM, U MOXKET OBITh HMCIOIB30BaHA JJIA OIEHKH
crenenu Tsokectn JIAIT u ee mporHoza [128]. Opnako Haumbosee CHIBHOM NPOrHOCTHYECKON
3HAYMMOCTBIO Y manneHToB ¢ JIAT o6nagaroT reMouHaMU4YecKe ToKa3aTelld, TAKUE KaK JaBJICHUE B
111, cepieuHsblil HHAEKC U caTypauus KUCI0poaa B CMEIIaHHOW BeHO3HoU kpoBH [129, 130, 131, 132].
Hasnenwne B I1I1 naeT kocBeHHOE MpeacTaBieHue o TskecTu auchynkiuu [DK. Bennunna cepaednoro

HHJACKCA 3aBUCUT OT YIapHOT'O o0beMa u OTPaXacT TO KOJIMYCCTBO OKCHFGHHpOBaHHOﬁ KpOBH, KOTOPOC



BO3BpAIllaeTCsl W3 JIETKUX B JIeBble KaMmepbl cepiaua. B cBow odepenb, carypamusi KHciIopoja B
CMEIIaHHOW BEHO3HOW KPOBU KOCBEHHO XapaKTEPU3YET TAKECTh PEMOJICIUPOBAHNS MEJIKUX apTEPUOIL.
B nepeuennr Hambonee 3HAUMMBIX FeMOJMHAMUYECKHUX IOKa3zarenedl He Bxoaut cpeanee [JIA. Oto
CBS3aHO C TeM, uTo cHikeHue cpennero JIJIA mMoxer ObiTh cieactBuem aucynkmuu [DK, a
yiydllleHue KIMHHYECKOro cocTosiHus 60bHOrO ¢ JIAI™ kpaline peako MPUBOAMT K €r0 HOpMaIH3aliu
WIN CHIWXKeHUIo. VICKioueHne cOCTaBisAOT MAlMEHThl C MOJIOKHUTEIbHBIM Ba30PEAKTUBHBIM TECTOM,
nonyuvaromue Tepanuio BKK. Tlpomomkaercs mouck MajlOWHBA3UBHBIX, BOCHPOU3BOAUMBIX U
HamOoJee JOCTYIHBIX B KIMHUYECKOW MPAKTHKE MAapKEPOB MPOTHO3a M CTENEHU TSHKECTH JIETOYHOU
runepreH3ud. OnHAaKo HauOOJblIIee 3HAYEHHE MO-TIPEKHEMY MMEET MO3TOBOM HATpUlypeTH4eCKUM
MENTU, YPOBEHb KOTOPOTO KOPPEIUpYET C TeMOAMHAMHYECKMMHU IOKa3aTelsiMU U CTPYKTYPHO-

¢dyHkImoHanbHbIMU U3MeHeHussMu 11K,

Ha ocHoBaHuU BCeCTOpOHHEro OOCJEI0BaHUS CTATyC MAallMeHTa MOXKET OBbITh KIacCU(PUIMPOBAH Kak
CTaTyC HHU3KOIO PUCKA, YMEPEHHOIO pUCKa U BBICOKOTO PUCKA KIMHUYECKOTO YXYALICHUS UM CMEPTH
(Tabn. 9). Xors mocToBepHas OICHKA WHIWBUIYAJIbHBIX TPEIUKTOPOB BCETAAa TpPyAHA, TOI0Bas
JETaIbHOCTh NAIMEHTOB, OTHECEHHBIX K TIpyINIEe HU3KOro pucka, cocraBiser 5%. KiroueBbiMu
KpUTEpHUSIMHU MAIIMEHTOB HHU3KOTO pHUCKa ClyKaT Takue mnokaszarenu, kak | wim 11 ®K (BO3) c
nuctanuueit mpoxoxkaeHus B TIIX > 440 m, maBiaeHueM B mpaBoOM Mpeacepaur < 8§ MM PT. CT. U
cep/iedHbIM HHAeKcoM > 2.5 n/mun/m? [10]. Tlpeamonaraemas rojoBas JICTaibHOCTh ISl IPYIIIEI
ymepeHHoro pucka cocrasisieT 5—10%. Ora rpynma npeacrasinena napueHtamu [II @K BO3 ¢
YMEPEHHO CHIDKEHHOM (DU3MYECKON aKTUBHOCTHIO U MPU3HAKAMHU JUCHYHKIMU MPABOTO KEITYI0UKa,
HO 0€3 KIMHUYECKUX MPOSBICHUN TMPaBOXKETyJOYKOBOW CEpJECYHON HENOCTATOYHOCTU. B rpyrmie
BBICOKOTO pPHCKa TIO/0Bas JIeTalbHOCTh cocrtasisier Oonee 10%. Jlng 3Tol rpynmbl MalMeHTOB
xapakrepen I wmu IV ©K (BO3) ¢ mporpeccupyromuM TeueHHEM 3a00JIeBaHUS W CUMITOMaMU
Tsoxenon auchynknuu DK unm KIMHUKOM MPaBOXKETYIOYKOBOM CEpACYHON HEIOCTATOYHOCTH C
BTOPUYHOU AUCHYHKIMEH Apyrux opraHoB. [loka3arenu, ykazanueie B Tabnuime 9 (Ilpunoxenne ['1),
MOTYT PaclpeieNsaThCd HEMOCIEN0BATEIbHO, T. €. MOI'YT HaXOIWUTHCS B Pa3HbIX KaTETOPHUSAX PHUCKA.
Br16op TakTHKHY JIeUeHHs TAIMEHTa JIOJKEH OCHOBBIBATHCS HA KOMIUIEKCHOW OLIEHKE PEKOMEHIYEMBbIX

nokKasaTee.



3. JIeuenue

B npunsitoii B HacToslillee Bpemsi cTpaTeruu BeleHus nauueHToB ¢ JIAIT MOXXHO BBIIEIUTH TpHU
OCHOBHBIE COCTABJISIONINE: OOIME PEKOMEHIAINH, TOJICPKUBAIOIIYIO TEPANUIO U CIEIUPUUSCKYIO
tepanuto JIAL [6, 116]. [IpumeHneHue npenapaToB MOAACPKUBAIOIIEH TEpATUK HE OKA3bIBAET BIUSHUS
Ha BBDKMBAEMOCTh mMmanueHToB ¢ JIAI, Torma Kak WHCIONBb30BaHWE CHEU(DUUECKUX TpernapaToB
NPUBOJUT K YBEIWYCHHUIO MPOAOJLKUTEIBHOCTH >KM3HU TMAIMEHTOB, YMEHBIIEHHIO KOJIMYECTBA

FOCHI/ITaHI/ISaHI/Iﬁ " YBCIMYCHHUIO BPCMCHHN N0 KIMHUYCCKOI'O0 YXYAIICHWA U TPAHCIIJIAaHTAIlH.

3.1 O0mue pekoMeHaAIMH

C nanueHToM Heo0X0IMMO 00CYK/1aTh €r0 €XKEIHEBHYIO padouyl0 aKTUBHOCTb, INIAHUPOBAHUE CEMBH,
KOHTPAUEIUHUI U IOCTMEHONAY3IbHYK) TOPMOHO3aMECTUTEIBHYI0 TEPANMIO, IOATOTOBKY K
MJIAHOBBIM ~ XHPYPTUYECKUM BMEIIATENbCTBAM, NPO(PHUIAKTUKY WHOEKIIMOHHBIX 3a00JeBaHU,
NCUXOCOIMAIBHYIO TOAJIEPKKY, IyTEIIECTBUS, IPUBEPKEHHOCTh JIEKAPCTBEHHOW TEpanuu U
HE00XO0MMOCTh HaOMIOIeHUs crienranucTaMmu 3xcneptaoro uentpa JII. [pumepno y 35% nauuentos
¢ JIAI' pa3BuBaKOTCA TPEBOXKHBIE COCTOSHMS, MAHUYECKUE aTaKHM M JIEPECCHUsl, KOTOPbIE TECHO
B3aMMOCBSI3aHbI C TSOHKECThI0 cumnToMaTuky JIAIT u orpanudeHneM Gu3nYeCcKuX BO3MOXHOCTEH [133,
134]. Ioompenue nanureHToB ¢ JIAI' u ux cemeit mpubderaTh K MCUXOJIOTHYECKON TTOMOIIH, aKTUBHOMY
Yy4acTHIO B TpyNIax MOIJAEPKKHU MMAIIMEHTOB MOXET MOJIOKHUTENIbHO BIUATHh HA MpUITHE 3a00JI€BaHMUS,
aJanTayy K HEOMPEIeICHHOCTH, CBI3aHHON C JKU3HEYTPOXKAIOIIMM XPOHHUYECKUM 3a00JIeBaHUEM, U
KOHCTPYKTUBHOM COBMECTHOH pabore OoyibHOTO M Jjewamiero Bpada. C ydeToM HeOIaronpusTHOTO

IPOrHO3a 3a00J1eBaHNsl HEOOX0IUMO 3apaHee TUIAHUPOBATh OPraHU3aIUI0 yX0/a 32 OOJbHBIMHU [6].

e PexkomeHayeTcsi MPOBEAEHUE 3aHATUI MO KIMHUKO-TICUXOJIOTMYECKON afanTaluuy nanueHToB ¢ JIAT
JUISl CHUPKEHHUS pUCKa Pa3BUTHS TPEBOXKHO-IEIPECCUBHBIX COCTOSTHUM [6, 133, 134]
« EOKIC (YA 4YYPCO)

IlnaHoBbIe XUpYpruyecKue BMelIaTe/bCTBa

JI''  — He3aBUCUMBIM  mpeaukTop  3aboneBaeMOocTH W JerambHOCTH  (4-24%) 1npu
HEKapJIMOXUPYPrUUECKUX BMeEIIATeNbCcTBaX. [IpUHIMIIMATBHBIM SBISETCS COOTHECEHUWE pHUCKa U
HOJIB3bl ISl KOHKPETHOIO MAalMEeHTa MpHU IUIAHUPOBAHUU XHpyprudeckoro jedeHusd. Haumbompiime
PUCKH JIETAJbHOCTU W TPYAHOCTU IEPUONEPALMOHHOTO BEACHMSI HAOMIONAIOTCS y NAIMEHTOB C
BIIEPBHIC BBISBICHHOW Ha MOMEHT oreparuBHoro BmematenbcTBa JII. B momoOHo#l cutyamuu mo
BO3MOKHOCTH  HEOOXOAMMO TIEPEHECTH BpeMs  BBIIOJHEHHS  IJJAHOBOTO  XUPYPTrHYECKOTO
BMEUIATENbCTBA U HAIlPaBUTh MMALMEHTA B 3KCHEPTHBIM LEHTP ISl MOJHOLIEHHOIO OOCIIEIOBAHUS C
BoimonHeHneM UYBKC u Ba3opeakTMBHOTO TecTa MO IMOKa3aHUSM C TOCIEIYIOHIMM MHoAO00pOM
cenuduyeckort Tepanuu [6]. Heobxomummo oneHnth cTeneHb TsokecTn JIADT u QyHKIIMOHATBHBIN
CTaryc TallMeHTa, [JeTalbHO OOCyOIuTh OO0bEeM OIepalyH, AaHEeCTe3HMOJOrHYecKoe Mocodue,
BO3MOXKHOCTh HMCHOJb30BaHusg NO, wiIonpocrta W 3KCTPAKOPHOpaIbHOW MEMOpPaHHOW OKCHUT€HAlUu
(BKMO). Bce obcnenoBanus u ontumu3anuio Tepanuu JIAI sxkenaTeapHO BBITIOJHATH HE TIO3HEE YEM

3a 2 Hemelud N0 MpeArnojiaraéMoro omnepaTtuBHoro BwmemiarenbctBa [141]. Ilpu nanupoBaHuu



XUPYPTUYECKOTO  BMEIIATEIhCTBA  CJIEAYyeT  MHPOPMUPOBATH  MallMEHTa O  BO3MOXKHBIX
NEPUONIEPALMOHHBIX PHUCKAX, CBA3AHHBIX C XapakTEpOM ONEPATHUBHOIO BMEIIATEIbCTBA U
AHECTE3MOJOTUYECKOT0 MOCOOUsl, U O BO3MOXKHOM yxyamieHuu TeueHus JIAI' um pucke neranbHOTo
ncxoza.

o PexkomeHayeTcs OTHaBaTh NPEANOYTEHUE PETMOHAPHONW aHECTE3UM IPU IUIAHOBBIX XUPYPrUYECKUX
BMEIIATENbCTBAX y nauueHToB ¢ JIAD' miid npenynpexxaeHus: pa3BUTHS OCI0KHEHH [6, 116, 141].
« EOK IIaC (Y14 YYPC)

[IpuHATO cuMTaTh, YTO JANAPOCKONMYECKHE BMENIATEIBCTBA CONPSIKEHBI C MEHBIIEH CEpAEYHO-
COCYAMCTOM JIETAIBHOCTBIO, YEM OTKPBIThIE MOJOCTHbIE omnepauuu. OgHako y nanueHtoB ¢ JIATD
HEBMOIIEPUTOHEYM WJIM KOMIIpeccusi JuadparMbl HApyIIAlOT BEHTWISIUIO JIETKUX, MOTYT

3HAYUTEIBHO YBEIUYUTH TOCTHArPY3KY IIPABOTO KEJIyI0uKa U cripoBoLMpoBath kpus JIAT.

e PekomeHayeTcsi pacCMOTPETh BO3MOXHOCTh MUHHU-TAIAPOTOMUYECKOTO JIOCTyIA MO CPaBHEHHIO C
JanapoCKONMYECKUMU omnepauusiMu 'y nauveHtoB ¢ JIADT ans mpenynpexaeHus pa3BUTHS
ocJokHeHui [142].

o« EOK ner (Y5 YYPC)

e PexomeHnyercs mpoBOIUTH 00CYKICHHE XUPYPIHUUECKOTO JICUCHUS U NIEPUONEPALMOHHON TaKTUKH
BeJleHUs manueHToB ¢ JIAI' ¢ nmpuBiiedeHnEeM MyJIBTUAMCUUILUIMHAPHONW KOMAaH/AbI B COCTAaBE Bpaya-
KapAMoiora, CHeluaJn3upyromerocs Ha BeaeHun nanueHToB ¢ JIAI, Bpada-aHectesmosora-
peaHuMaTosiora, Bpada-Xxupypra u Mmpu HEOOXOIUMOCTU JIPYTUX CHEIHATHCTOB B 3aBUCUMOCTH OT
¢dboHOBOTO 3a00JIeBaHMSI [T MUHUMHU3AIMK PUCKOB BMerIareabcTa [ 141, 143—-145]

e EOK ner (Y114 YYPC)

e PekomMeHIyeTcsi pacCMOTPETh BO3MOKHOCTBH BBIIIOJIHEHUSI XHUPYPrUYECKOrO BMEIIATENbCTBA Y
nauueHToB ¢ JIAT B ycnoBusix skcnieptHoro nentpa JII' juist Munumu3zanuu puckos [ 141, 143—-145].

e EOK ner (Y114 YYPC)

[Mpodpuniaakruxka uHPpeKUUN

[TaumenTel ¢ JIAI' 4yBCTBUTENBHBI K BOSBHUKHOBEHHMIO ITHEBMOHUU, KOTOpas B 7% Clly4aeB SIBISETCA
npuunHOil cmeptu. HecMotpst Ha orcyrcrBue PKU, pexoMeHayeTcs NpoBOAUTh BaKIIMHALIMIO MPOTUB
BUpYyCa TIpUINa U NMHEBMOKOKKa [6, 116]. Mckmtouenue cocrasistor nanveHtsl ¢ C3CT u BUU-
UH(pEKIMEeH, pelleHne O BaKIUHAIUHU, Y KOTOPBIX JOJDKHO MPUHUMATBCA C YYETOM AKTUBHOCTHU

OCHOBHOTO 3a00JIcBaHUA.

e Pexomennyercs MMMyHHU3aIUsl TPOTUB BUPYCa IPUINA U THEBMOKOKKOBOM MH(EKIINU NAIlHEeHTaM C
JIAT' nns  mpeaynpexAeHus MpOrpeccupoBaHMsi 3a0ojeBaHusl Ha (POHE HHTEPKYpPPEHTHOU
nHpexmmu [6, 116].

e EOK ner (Y5 YYPC)

IIpuBep:keHHOCTH Tepanuun

[Manmenter ¢ JIADIT MI-IV ®K (BO3) 00bMHO HYXTAIOTCS B MpHEME OOJBIIOTO KOJUYESCTBA

npenaparoB. Kpome Toro, moOouHbie 3¢ (eKTbl JIEKAPCTBEHHON Tepamnuu, CHUXKEHHE MaMATH Y



MAIMEHTOB C TSHKEIOM CEPACYHOM HEIOCTAaTOYHOCTHIO MOTYT BIIMSTHh Ha UX KOMIUIAEHTHOCTh. Kpome
TOT0, CYIlIECTBEHHOE HETaTUBHOE BIMSHUE MOXKET UMETh KOPPEKLIMSI 00bEMa U XapaKTepa Tepanuu Kak
CaMHMH IAIlIMEHTAMH, TaK U JIPYTMMH BpadyaMuy, HE MMEIOIIMMH OMNbITA BEACHUs NMauueHToB ¢ JIATLL
PazpacHenne uenen tepanuy, MexaHW3Ma JIEWCTBHS OCHOBHBIX TPYII JEKAPCTBEHHBIX CPEACTB,
BO3MOXKHBIX TMOOOYHBIX 3(P(EKTOB HEMOCPENCTBEHHO MAIMEHTY MOXKET CYIIECTBEHHO YBEIUYUTH

[IPUBEPKEHHOCTH TEPAIIHH.
IIyremecrBus

HccnenoBanus ¢ NpUMEHEHHWEM CHUMYISIIIMM  TIOJIeTa Ui ONpeAeNieHHus MOTpeOHOCTH B
KHUCJIOPOJIOTEPANU BO BpeMs TPOJOJIKUTEIbHBIX aBHANepesieToB y nauueHToB ¢ JIAIT oTcyTCTBYIOT.
W3BecTHbll pusnonornyeckuil 3PQPexT TUMOKCHH MPEANoiaraet, 4ro MpUMEHEHHE KHUCIOpoaa BO
BpeMs moJieta cieayet npeaycmorpets s nauueHToB I u IV ®K BO3 u npu gaBnennun kuciopoa
B aptepuanbHoil KpoBu & klla (60 MM pT. cT.) B mokoe [6, 116]. CkopocTh moToka 2 JI/MUH MTOAHUMAET
JABJICHUE KHUCJIOPO/ia BO BIBIXa€MOM BO3JYXE JI0 €r0 COJEpKaHUs MPU JbIXaHUH HA YPOBHE MODS.
AHasioruyHO crieayer u3berath mnpeObiBaHus B BbICOKOropbe > 1500-2000 M 6e3 KHCIOpOIHOM
nojaepkku. IlarmenTaMm pekoMeHyeTcsl MyTelecTBOBaTh ¢ MUcbMeHHOW uH(popmanuen o JIAT u

KOHTaKkTHOUW nH(opmarmeit o nentpe JII, Haxoasmemcest mOOIU30CTH K MECTY My TEIIeCTBHS.

e PexoMeHlyeTCsi IPOBOJUTh MHTAJISTOPHOE BBEACHUE KUCIOpOJa MPHU aBUaIepesieTax NaluueHTaM
[II-1V ¢dyskmmonansHOTO Kilacca ¢ HAMpsHKEHUEM KHUCIOpoJa B aprepuaibHoi kpoBu <8 klla (60
MM PT. CT.) 75 TPOQUIAKTUKHI Pa3BUTHUS OCIOKHEHHH [6, 116].

« EOK ITIaC (YIS YYPCO)

3.2 MeaukaMeHTO3HOE JiedeHue

Bowioenaiom 0ea xomnonewma JjiekapcmeeHHou mepanuu y nayuenmos ¢ JIAI': noooeparcusarowas
mepanus. (AHMUKOAZYISAHMbL Henpsamvle (anmazonucmel eumamuna K), ouypemuxu, cepoeunvie
2NUKO3UObL, OKCULEHOmepanus) u cneyuguueckas mepanus, 6KI04aAOuas O10KaAmopvl «MeoleHHbIX»
Kanvyuesvlx kananos (BPKK), aHTUTHIIEpPTEH3UBHBIC CPEACTBA JJIS JICUCHUS JIETOYHON apTepuaIbHOM
runepren3un (C02KX, OGozentan™*, mamuteHtan**, amOpuszeHTan™*) uneanayuonnwviti unronpocm,

Gocghoouscmepaszvl uneudbumopwvl (UP/3-35), puoyueyam™** u cenexcunae [6, 146, 147].
3.2.1 lopaepxkuBaOIIAs TepaANMs

Bnusnue 0azoBoii Tepanuu JIAI' Ha BBDKMBAEMOCTh MAllMEHTOB MEHEE H3YYEHO B CBSI3U C
orcyrctBueM PKU. Tem He MeHee, B NMOBCEIHEBHOW MPAKTUKE Bpada XOPOILIO HM3BECTHO BIIUSIHUE
JTUYPETUKOB HA CHMIITOMBI TPABOKETYJIOYKOBON CEpACYHOM HEIOCTAaTOYHOCTH, S()PEKTUBHOCTH
IIPUMEHEHHS] KHUCIOPOAOTEPAIIUHA IIPU COIYTCTBYIOIIEH ITaTOJIOTMU JIETKUX WJIM HHTEPKYPPEHTHBIX

3200JIEBaHUAX.

AHTHKOAryJIsIHTbl 1 HHTHOMTOPHI arperauuu TpOMOOLUTOB



O6ocHOBaHMEM /ISl Ha3HAUCHUS TMEPOpaIbHOM aHTHUKOATYISHTHOM TEepanmuu MOCIYKWIO BBISBICHUE
IpU UCCIIEOBAaHUM ayTOIICUMHOTrO Matepuaiia nauueHToB ¢ MJIAT" opraHn3oBaHHBIX TPOMOOB MEJIKUX
aprepuii B 56-57% ciyuaeB [148, 149]. B psae OZHOLEHTPOBBIX HEPAHIAOMHU3HPOBAHHBIX
HEKOHTPOJIMPYEMBIX ~ OOCEpBAIIMOHHBIX  HWCCJIECIOBAaHUN  MPOJEMOHCTPHUPOBAHO  yBEIMYCHUE
BbDKMBaeMOCTH cpeau nanueHToB WJIAIL, monydaromux aHTUKOAryJasiHThl HENpsMble (aHTarOHUCTHI
ButamuHa K) (HAK) [150, 151]. Ognako B nanpHeHIIeM 1eaecooOpa3HOCTh MIMPOKOrO Ha3HAYEHUs
HAK mia nepopanbHoro nmpuema nanuentam ¢ JIAIT cranma BbI3bIBaTh COMHEHUS BBUAY OTCYTCTBUS
PKU ¢ BkItoYeHHEM MAIMEHTOB Pa3iM4YHbIX Ho3ojorudeckux ¢gopm JIAIL. [lanHbie, mOdy4YeHHBIE U3
peructpoB JIAI' (REVEAL, COMPERA), takxxe He ganu ogHo3HauHOro otBera o BiausiHuu HAK Ha
BBDKMBaeMOCTh y marueHToB ¢ JIAD; Oomee toro, mnpumenenne HAK y mamueHtoB ¢
accormupoBanHoi JIAT (B 4aCTHOCTH, C CUCTEMHOM CKIEpOAEpMHUEH) COMPOBOXKIATIOCH YBEIMUCHUEM
pHUCKa JeTanbHOCTH Ha ¢oHe Oonee yacTbix kpoBoTreueHut [150, 151, 152, 153, 154]. ¥V narueHToB ¢
BIIC u nopromynbMOHaIbHOM TUIIEPTEH3UEN 3a CYET HApYyUICHUs] CUHTE3a/Ierpajganuu (akTopoB
CBEPTHIBAHUSA, a TAaKXXE BCIEACTBHUE TPOMOOIMTONEHUU U TPOMOACTEHHUH YACTO PETUCTPUPYETCS
runokoaryssanus. Kpome Toro, y nalueHTOB ¢ HMUPPO30M IMMEYEHU UCTOYHUKOM KPOBOTEUEHUS MOTYT
OBITh paclIMPEHHbIE BEHBI MUIIEBOAA, TEMOPpOUIaNbHbIe BEHBI, a y nanueHToB ¢ JIAI" Ha ¢pone BIIC
— pacupeHHble OpoHXuadbHble aprepuu. bonee toro, pyrunHoe HazHauenne HAK y manmeHnrtoB c
CHUHJIpOMOM DW3eHMEHrepa HE OKa3bIBaJIO CYILIECTBEHHOTO BIMSHHUS Ha WX BbLKHUBaeMOCTh [155]. B
nenoMm, HazHaueHne HAK y mamumentoB ¢ JIAIT moxeT paccMaTpuBarbCsl TOJBKO INPU HAJIUYUU
JOKYMEHTUPOBAHHBIX apTepUajbHbIX WM BEHO3HBIX TPOMOO030B, (HUOPMILIALMK/TpEneTaHus
MpeACepaAnii, MPABOXKEIYIOUKOBOM CEpAeuHON HemocTtarodHocTH [6, 116, 156]. DddexTuBHOCTL U
0e30mMacHOCTh COBMECTHOro HasHaueHus mnepopanbHbix HAK y mammentoB ¢ BUY-undeknueii,

nonyvaromux BAAPT, uzydensl mMaio.

o PexoMeHmOoBaHa Tepamus AaHTUKOAryJIsSHTAaMU HENpsSMbIMU (aHTaroHuctamu ButamuHa K)
nauueHTam ¢ MJIAT, nacnencrsennoit JIAL, JIAI, accoluupoBaHHON C IPUEMOM MpenaparoB s
JICUEHHUS O’)KUPEHUS LEHTPAIbHOTO JEHUCTBUSA, Uil MPOPUIAKTUKA TPOMO030B U TpoMO0o3MOo0uii [6,
116, 148-156].

« EOKIIbC (Y113 YYPB)

e PexoMeHJI0BaHO  pacCMOTPETb  BO3MOXKHOCTb  HA3HAYEHUS  AHTUKOATYJISHTOB  HEMPSIMBIX
(anraronuctoB ButamuHa K) nmamuentam ¢ JIAI, accounupoBannoit ¢ C3CT, B uHAMBUIYaTEHOM
MOPSAJIKE MIPU HAIMYUU CKIIOHHOCTH K TpomOoduuu [6, 116, 150—-154].

« EOKIIbC (Y113 YYPB)

e He pexomeHnayercs pyTMHHOE Ha3HaY€HUE aHTUKOATYJISHTOB HEMPSMbBIX (AaHTarOHUCTOB BUTaMHUHA
K) u npsMbIX aHTHKOAryJisiHTOB JUJISl IEPOPATBHOTO MpUEMa aHTUKOAryJIssHTOB nanueHtam ¢ JIAT,
aCCOIIMMPOBAHHOM ¢ MoOpTanbHOM TuneptreHsueld 1 BUU-undexuumeii [6, 116, 156].

« EOKIIIC (YA 3 YYPA)

Cpenu Bcex HO30i10ruilt JIAI' MNMEHHO y TAIMEHTOB C CHHAPOMOM Dil3eHMeHrepa Hauboliee 4acTo
oOcyxmaercs 1esiecoo0pa3HOCTh HA3HAuYEHUsT MHTUOMTOPOB arperauuu TpoMOouuToB. [IpuunHoii
TOMY SIBJISIFOTCS SPUTPOLUTO3 C BBICOKMM YPOBHEM IeéMaTOKpUTa U 1IepeOpOBACKYISIPHBIE COOBITHS,
KOTOpble BCTpeyaroTcs B 14% ciydaeB u HOCAT MynbTU(DaKTOpHaNbHBIA Xapakrep. [1o pesynpraram

peTpocniekTuBHOTO aHanmu3a N. Ammash ¢ coaBtopamu (1996) mokazaHo, YTO BBIPAKEHHOCTH



BTOPUYHOTO JSPUTPOLIMTO3a HE SBISUIACh (PAKTOPOM pHUCKA OCTPOrO HAPYIIEHUS MO3TOBOTO
KPOBOOOPAILIEHUSI U TPAH3UTOPHBIX MIIEMUYECKUX COOBITHI, TOrJa KAK MUKPOLIUTO3, 00YCIIOBICHHBIN
&Keye30e(OUIUTHBIM COCTOSIHMEM Ha (oHe TMOBTOpHBIX (ueboToMUIl B aHaMHe3e, CIY>KUT
HE3aBUCUMBIM TPEIUKTOPOM Pa3BUTHS IIepeOPOBACKYIISIPHBIX  COOBITUM, HapsAy C TaKUMU
TPaJUIMOHHBIMHU (PaKTOpaMH PHUCKA, KaK apTepuaibHas TUNepTeH3us W (GUuOpUIUIALUS Mpencepaui
[155, 157]. Hecmorpst Ha otcyrctBue PKU, Tepanust muHruOuropamu arperanuu TpPOMOOIIMTOB
nanreHTaM ¢ JIAI' He peKOMEHIyeTCsl B KaueCTBE MaTOT€HETHUYECKOW, HO MOXKET MPUMEHSATHCS MpU

HaJIMYUM TTOKA3aHUU JJIsI JICUCHUS COITYTCTBYIOIIEW MAaTOJIOTUU.
JAnyperuxku

PKU no npumeHeHuto aunypetuxkoB npu JIAIT OTCYTCTBYIOT, OIHAKO KIMHUYECKUN OMBIT MOKA3bIBAECT
OTYETJINBOE YIYYIIEHHE CUMIITOMATUKU MPHU HCIIOJIb30BAHUM METIIEBBIX JUYPETUKOB Yy MAIlMEHTOB C
3aCTOMHOM CEPICYHON HEI0CTaTOYHOCThIO. BRIOOp, KOMOMHAITMS THYPETHUKOB, IO3MPOBAHKE U CTIOCO0
BBEJICHUS PETyIUPYIOTCA BpadyoM, Beaymum mamueHToB ¢ JIAIL Ilpu ucnonb3oBaHHM JUYPETHUKOB
BaXHO MOHMTOPHPOBATh ypPOBEHb CUCTEMHOrO AJl, ypOBEHb AJIEKTPOJIMUTOB, KPEATUHNHA, MOYEBUHBI
KpPOBU M TE€MaTOKpUT, 4YTOObl H30€XKaThb TUMOKATHUEMHUH, T€MOKOHIEHTpAllMM U MpepeHaIbHOU
HEJ0CTaTOYHOCTH, BO3HUKAIOMICH TIPHU CHIDKEHUHM BHYTPUCOCYAHCTOrO oO0beMa kpoBu. Hemomyctruma
TakTUKa (OPCUPOBAHHOIO Auype3a. B ycloBUSX BBIpaXEHHONW CHCTEMHOM T'MIIOTEH3WU M aHACapKH
1eJIecoo0pa3sHo MHUKPOCTpYHHOE BBeAeHue dypocemuaa** mom KoHTposieM cucteMHoro All,
LEHTPAJIIbHOTO BEHO3HOTO JIaBJIICHHWS M I04acOoBOro juypesa. [IpM Hanuuumum NOKa3aHUU MOMKET
oOCyXJaThCsl TOAJACPKKA KaTeXxoJaMHUHAMH TIOJ] KOHTPOJEM TIeMOJWHAMUKH B  YCJIOBHSIX
peaHuManMoHHOro otaeneHus. llemecooOpa3sHo coyeTaHHWe METVIEBBIX TUYPETHKOB (dypocemum**,
TOpaceMu1**) ¢ aHTarOHUCTaMH aJbJOCTEPOHA (CIIUPOHOIAKTOH™*, STIIEPEHOH), a MPU BbIPAKEHHOM

3aCTO€ — C MHTHOMTOpaMH KapOOaHTH Ipaskl (aIieTa30JaMHuI).

o PexomeHoBaHa Teparus NETVIEBBIMU JUypEeTHUKaMU naruenTam ¢ JII' 71t KOppeKIuu KIMHUYECKUX
MPOSIBJICHUI OTEUHOrO CUHJipoma [6, 116].
« EOKIC (YIIA5YYPO)

I/IHFa.]'IﬂTﬂpHOC BBCIACHHEC KHUCJI0pOaAA

N3BecTHO, uTO BabIxanue kuciopoaa BeaeT k cHwxkeHuto JICC y mamuentoB ¢ JIAIL, ognako PKMU,
MOJITBEP KIA0IIHME O1aroTBOPHBINA d(DPEKT IIUTEIHHOTO UCTIOIB30BaHUSI KUCIOPO/a, OTCYTCTBYIOT. Y
MAlMEHTOB C CHHJIPOMOM OUW3EHMEHIepa UIUTEJIbHBIE WHTAIIAA KUCIOPOJAA HE MEHSIOT
ecrectBeHHOe TeueHue JIAIL. CyliecTBeHHBIN BKIaJ B TUIIOKCEMHUIO MOXKET BHOCUTh COMYTCTBYIOIIAs
MATOJIOTHSI JIETKUX, aJIEKBAaTHOE JICYEHHWE KOTOPOH B COUETAHUM C KUCIOPOAOTEparueit 01aronpusiTHO

BJIUSICT HAa TEYCHHUE U TIEPEHOCUMOCTh (PU3UYECKUX HArpy30K y marueHToB ¢ JIAT.

o PexkomeHayeTcsi MPOBOANTh MHTAJITOPHOE BBEIECHHE KHciopona nanuentam ¢ JIAD mpu crolikom
CHI)KEHMM MapLUaJIbHOTO JaBlieHUs Kuciopoaa B kpoBu MeHee § klla (Menee 60 MM pT. CT.) win
IIPU HACBIIEHUU KPOBH KUCI0poaAoM <91% no naHHBIM IysibcoKkcumeTpuu [6, 116].

« EOKIC (YIS YYPC)

Cepneqnble ININKO3UIbI U IPYIHE CEPACUHO-COCYAUCTHIC NPenapaTbl



o PexoMeHmyercs HasHadeHHE AUTOKCHMHA** mammentam c JII' 1jisi KOHTPOJIS YacTOThl CEePACYHBIX
cokparnieHui rnpu pubpusuisuu npeacepauit [6, 116, 158].

« EOKIB (YAA5 YYPC

o PexoMeHayeTcsi Ha3HAYeHHE AAPEHO- U JOMAMHH-CTUMYIATOPOB M MPOYMX KAPAUOTOHHUYECKUX
npenaparoB (noOyTamMuH™*/monamun®*/HopanuHeppun**) y manueHToB ¢ aexkomreHncamuen JIAT
uinu TepMuHainbHOW craaued JIAIT B kaduecTBe CHMMITOMATHYECKOTO CPENCTBA IS YIy4ILIEHUS
COKPATUTEIBHOM CIIOCOOHOCTH MPABOTO >KEIYyI0UKa U MOAAEPKaHUS aJIeKBAaTHOTO NEp(Py3MOHHOTO
napienus [6, 159, 160].

« EOKIB (YAA5 YYPC)

VYOenurenbHble JaHHBIE O TOJAB3€ M OE30MACHOCTH WHTHOMTOPOB AHTHOTEH3WH-TIPEBPAIIAOIIETO
¢depmenta (AIID), anrtaroHucToB penentopoB anruoreHzuHa II, OGera-agpeHoOI0KaTOPOB WM
uBaOpanuuHa*™* y maunueHtoB c¢ JIAI' orcyTcTByloT. BO3MOXHO Ha3HaueHHE BBIIIECTIEPEUUCIECHHBIX
KJIACCOB TMPEINapaToB MO MOKA3aHUSM IPU HAJIUYHMHM COITYTCTBYIOIIEH MATOJOTHH, C COOTHECEHUEM
BO3MO)KHOH TOJIb3BI M TIOTEHITMATIBHBIX PUCKOB CHIDKEHUS CEPJICUHOTO BEIOpOCA, Pa3BUTHUS CHCTEMHOU

THIIOTCH3UH U 6paz[1/11<apzu/m.

e He pexomennyercsi HazHauath narueHTam ¢ JIAIT uarubutopst AII®D, aHTaroHUCTH PELENITOPOB
anrnoteHsuHa I, 6eta-aapenobaokarops! wim uBadbpaaua™** ns neuenus JIAL [6].
« EOK IIIC (Y45 YYPC)

AHeMus U kKeJie301epUIIUTHOE COCTOSIHIE

Hepuyum oiwceneza peecucmpupyemca y 43% nayuenmos c¢ HIIAI, 46% nayuenmos c JIAI,
ACCOYyUUPOBAHHOL C CUCMEMHOU cKaepodepmueti, u y 56% nayuenmos ¢ cuHOpomom UzeHMeHeepa
[161]. [loxazano, umo Oeguyum dncereza Mmodxicem npugecmu K YXYOULeHUIO NePeHOCUMOCTU

¢M3MH€CKLIX HAcPY30K U, 6EPOANTIHO, NOBBIUEHUIO CMEPMHOCNIU HE3ABUCUMO OM miAdcecmu aHemuu.

o PexoMeHyeTcsi TPOBOAUTH KOPPEKINIO AedUINTa Kejie3a U JISYeHHEe aHeMHUH y manueHToB ¢ JII
JUTsl PO UIIaKTUKH POTPECCUpoBaHms 3a0oneBanus [6, 116, 161].
« EOKIIbC (YIS YYPC)

Hapyumienusi purma

VY nmauuentoB ¢ JIAT npeobnagaroT CynpaBeHTPUKYISIPHbIE TaXUKapAUU U GUOPMILIALUS TIpecepanii
[162]. TlosBnenue QUOpMILIALIMK/TPENIETAHUST  TPEACEPAUA  COMPOBOXKAACTCS  yXYAIICHUEM
KJIIMHUYECKOTO COCTOSIHMSL, TTOSIBJIEHUEM IIPU3HAKOB MPABOXKETYA0UKOBOM CEPIEUHON HEAOCTATOUHOCTH
M acCOIMUPOBAHO C yBEIMYEHUEM pHUCKa JieTalbHOCTH B 1,75 paza (95% U 1,1-3,0; p = 0,042).
BoccranoBnenue cHHYCOBOTO pUTMa MPUBOAUT HE TONBKO K YAYUIICHUIO KIMHHUYECKOTO COCTOSIHHS,
cHmkeHnto ypoBHs NT-pro-BNP, HO u Bemer K CHWXKEHHIO JjeTaidbHOCTH [53]. Meronbl
BOCCTAHOBJICHHMSI CHHYCOBOTO PHUTMa 3aBUCSAT OT XapakTepa HapylIeHWM pUTMa U KIMHUYECKOTO
cOCTOsIHUA 00JIbHOTO. B OONBIIMHCTBE cliydyaeB MaleHTaM ¢ TperneTaHUueM IMpeacepAnil BbIMOIHAETCS
KaTeTepHas paguodactoTHas abmanus (PYA) kaBOTpUKYCHHIATbHOTO MCTMYCa WM MOAU(UKALINS
aTPUOBEHTPUKYJSPHOTO COEIMHEHHUS IIPU NAPOKCU3MAIbHON pelUIIPOKHON AB-y3510B0il Taxukapauu.

HpI/I HeCcTaOMIBbHOM ITCMOJHMHAMHKE H HGO6XOI[I/IMOCTI/I OKCTPCHHOTO BOCCTAHOBJICHUSA CHHYCOBOI'O



pATMa MOXET BBIIIOJHATBCA CBEpXYacTas CTUMYJSLHS, OJJIEKTPUYECKas M MEIUKAMEHTO3Has
KapAauoBepcusi, 0coOeHHO B ciydae GuOpwmsiuuu npencepauii. PUA  neroyHslx BeH IIpu
¢ubpumsinuu  npeacepauid 'y nauueHtoB ¢ JIAIT He Bwimonusiercs. [lanueHTsl mocie yCHEIIHO
BBITTOTHCHHOW PYA 0OBIYHO HE HYXKTAIOTCS B aHTHAPUTMHYCCKON Tepariu, TOTrJa Kak Mpu BeIOOpE
JIPYTUX METOAOB BOCCTAaHOBJICHHMSI CMHYCOBOIO PUTMA HA3HAYAETCS NPOTHUBOPELWIUBHASI TEpPANUS
amuomaponom™* [53, 116]. Ilpy HEBO3MOXXHOCTH BOCCTAHOBJICHHMSI CMHYCOBOTO pHUTMa Ha3HA4YarOT

PUTM-YpEXKAIOIIYIO TEPAHIO.

e PekoMEHJI0BAaHO BOCCTAHOBJIEHHE CHHYCOBOIO pUTMa Uil MOPOQUIAKTUKH  YXYAUICHUS
KJIIMHUYECKOTO COCTOsIHUSA nanuenTam ¢ JIAI npu pa3sButum TpeneTranus MpeACcCEpAnii, B TOM YUCIIE
¥ C TIOMOIIbIO KaTeTepHOH paarodacToTHOU abmaruu [53, 116].

« EOK IIaC (Y14 YYPC)

o PexoMeHJI0OBaHa cTparerusi KOHTPOJIS pUTMA s NPOPUIAKTUKUA YXYAUIEHUS KIMHUYECKOTO
coctosinus nanuentam ¢ JIADI mpu pasButun GUOPWILISALKMKA TpPENCEepAHii, B TOM YHCIE C
UCIIOJIb30BAHUEM  DJIEKTPUUECKOM KapJMOBEPCUM U TMOCIEAYIONIMM HA3HAYECHHUEM Tepalruu
amuomapoHom™®* [53, 116].

e EOK ner (Y14 YYPC)

3.2.2 Cneunduyeckasi Tepanus

CoBpemennas crneunduueckas tepanust JIAI' ocHoBaHa Ha MPEACTABICHUU O POJIHM DHAOTEIUATBHON
TUCHYHKIIMA B PEMOJCIMPOBAHUN JIETOYHOW apTepuu. JleiCTBHME TapreTHOW Tepamuu CBSI3aHO C
OJ0Ka0i pelenTopoB BA30KOHCTPUKTOPHBIX CYOCTaHIMM M CTHUMYJSLUEH OCHOBHBIX ITyTeil,
ONOCPEIOBAHHBIX MOIIHBIMU Ba30AWJIATATOpaMH, TakuMu kak NO u mpocrauukiauH. B Hacrosmiee
BpeMs crienuduueckas Tepanus BKJIOYaeT 6 OCHOBHBIX KIJIACCOB JICKAPCTBEHHBIX IPEMapaTos,

JI0Ka3aBIINX CBOIO 3PPEeKTUBHOCTH y marueHToB ¢ JIAI' 1 0moOpeHHBIX K MPUMEHEHHUIO.
3.2.2.1 BiiokaTopbl «MeJIEHHBIX)» KAJbIHEBbIX KAHAJIOB

Tepanusa BKK npogemoncTpupoaina cBoro 3pPeKTUBHOCTb Y 0O4eHb HEOOIBIION TPYIIIbI MAIIUEHTOB C
JIAT' 6e3 KJIMHHMKH MPaBOXKETYIOYKOBOM CEpJEUHON HEJOCTATOYHOCTH, & UMEHHO, y MAalMEHTOB C
WNJIAT, nacnencreennoit JIAI' u JIAIL, accounnpoBaHHOW C MPHUEMOM JIEKAPCTBEHHBIX Ipenaparos,
UMEIOIINX TOJIOKUTENIbHBIM Ba30PEaKTUBHBIN TecT («Bazopecnonaepony) [147, 163]. K coxanenuto,
NalUeHThl, JIUTENbHO oTBevatroue Ha Tepanuio BKK, BcTpeuarorcss kpaiiHe peaxko M TpeOyroT
MPUCTAIBHOTO HAOMIOACHUS JIJIi CBOEBPEMEHHOIO TMEpeBOJa Ha JIpyrue mpernaparbl crerupuyeckoit
teparuu. Bpi6op BKK 3aBUCHT OT MCXOMHOW YaCTOTBI CEPJAEYHBIX COKPAIICHUNW WIA HAIUYUS
CONYTCTBYIOLIEH apTepUaIbHON TUIEPTEH3UU: NPU CKIOHHOCTU K CHHYCOBOM TaXWMKapAWU MOXKHO
Ha3HAYUTh JAWITHA3eM™**, a malueHTaM C COINYTCTBYIOIIEW apTepHalibHOM THIEepTEeH3HeH —
amogunuH** unn Hupeaunua**. BepanamMun®* He pekoMeHIyeTcsl MPUMEHATh y nanueHToB ¢ JIAT
B CBS3M C HaJIMYUEM OTpuuarenbHoro uHoTpornHoro s¢dekra. Tepanuto BKK Haumnaior c
MUHHUMAJIbHOM JTO3UPOBKHM, TOCTEIEHHO YBEIWYMBAs JO3UPOBKY J0 MAaKCUMaJbHO MEPEHOCUMOM,

YUYHUTBIBas BO3MOXXHYIO CHCTEMHYIO TUTIOTEH3UIO U 0TeuHbIN cuuapoM (Tabm. 10).

qepe3 34 MeCiAala OT Ha4dalla TCpalnunu BKK manueHThsl ¢ MOJI0KUTEIbHBIM BAa30pCaAKTUBHBIM TCCTOM

OOJDKHBI OOCTHUTHYTDH Iokazarejaey HU3KOM 30HbBI puCKa JICTAJIBHOCTU M IIPAKTHUICCKHU MMOJTHOM



HOpMaJM3allud  ToKazarened remoguHamuku, BepudumupoBannoit UBKC. Ilpu  yrpare
MOJIOKUTEIBHOTO Ba30PEAKTUBHOIO OTBETa BO BpeMst mpooOsl ¢ NO, uionpocrom Bo Bpems UBKC, a
takke npu HepocTkenuu [-11 K JIAT (BO3) Ha ¢one tepanuu Beicokumu no3amu BKK nokaszana
¥X OTMEHA U 3aMEHa MX Ha JIpyrue mpemnaparsl, crenuduuecku BozaeiicTytonme Ha cocynbl MKK, ¢

y4eTOM CTpaTI/I(l)I/IKaHI/II/I PUCKa JICTAJIbHOCTH.

o PexoMeHyeTcsl Ha3HaYaTh TEPAMUIO OJIOKATOPAMU «MEJICHHBIX)» KaJbIIMEBBIX KaHATOB B BHICOKHX
no3zax s jedeHusi namueHtoB ¢ WIIAIL, nacnencrBennoin JIAIL, JIAI, acconuupoBaHHON C
MPUEMOM JIEKaPCTBEHHBIX MPENapaTroB, TOIbKO MPU HATMYUH MOJOKHUTEIBHOIO Ba30PEaKTUBHOIO
tecta [6, 146, 147, 163].

« EOKIC (Y113 YYPB)

o He pexomenoyemcs nasnauame mepanuto bBKK ona neuenus nayuenmos ¢ UJIAI, HacnencTBeHHON
JIAT" n JIAI, accoumupOBaHHOW C IMPUEMOM JIEKAPCTBEHHBIX IPENAPATOB, HPU HEBO3ZMONICHOCTU
nposedeHUs. U OMmpUuyameibHoMm eazopeakmuenom mecme [6, 147].

« EOKIIIC (YOS5 YYPO)

e He pexomenayercs HazHayarh Tepanuto BKK nms ymedeHuss manueHTOB € acCOUMUPOBAHHBIMU
dbopmamu JIAT' mpu OTCYTCTBHUU CHCTEMHOUN THIIEPTEH3UH U JAPYTHX TOKA3aHWUN K Ha3HAYCHUIO
ATOTO KJIacca npenaparos [6].

« EOKIIIC (YAAS5YYPCO)

o PexomeHI0BaHO MPOBOAWTH KOMIUIEKCHOE oOcienoBanue, Bkioudas UBKC, mis moaTBepkaeHus
abppextuBHOCTH Tepamun BKK mammentam ¢ WJIAI, wnacneactBennour JIAIT u  JIAT,
aCCOIMMPOBAHHOM C TPUEMOM JIEKAPCTBEHHBIX IMPENaparoB, HMMEIOMIUM OJOXKUTEIbHbBIN
Ba30pPEAKTUBHBIN TECT, Kaxble 3—4 Mecslla OT Hayajia Tepanuu [6] .

« EOKIC (VA2 YYPA)

o PexomenmoBana cBoeBpemeHHass 3ameHa Tepanuu BKK nHa npyrue kmaccel crnernududeckux
npemnaparoB B ciydae yTparbl ee dgdekruBHoct y namueHToB ¢ WIAI, nacnencreennou JIAT u
JIAT, accounnpoBaHHOM € MPUEMOM JIEKAPCTBEHHBIX Ipernaparos [6, 9, 10, 147].

e EOKIC (YAA5 YYPC)

o PexkomeHayeTcss MOpoAOKUTh Tepanuto BbiIcOkMMH go3amu  BKK mammentam ¢ MJIAT,
HacnencreeHHot JIAIT m JIAI, acconuupoBaHHONW € NOPUEMOM JIEKAPCTBEHHBIX IMPENaparoB,
MMEIOIIMM TOKa3areian reMoauHaMuky, 1o aanHbiM UBKC, 6nu3kue K HOpMaibHBIM 3HAYEHUSIM
npu noctmxenuu [-1I ®K (BO3) [9, 10, 147].

« EOKIC (Y45 YYPCO)

e PexoMeHyeTcst HauaTh CieU(PUUECKYIO TEPAIUIO MpenaparamMmu Ipyrux kinaccos naurenram [II-1V
OK (BO3) wnu mnanuMeHTtaMm, HE MMEIOMIMX 3HAYUMOTO YIYYIIEHHUS TEeMOJWHAMUKH (T. € TpH
HEJOCTIKEHNY TEeMOIMHAMUUYECKUX TMOKa3aresei, OMM3KUX K HOpME) Ha (JOHE Teparnuu BHICOKUMU
nozamu BKK [9, 10, 147].

« EOKIC (YAAS5 YYPC)

3.2.2.2 WNiionpocT MHraJsiiiuOHHbII

Omun u3 nyrteil marorene3a JIAI' cBA3aH C HapylIeHMEM CHUHTE3a MOIIHOM Ba3OAWIATHPYIOLIEH
CyOCTaHIIMM TPOCTAIMKINHA, KOTOPBIA OO0NanaeT IUTONPOTEKTOPHBIM, aHTHUIPOIH(PEPATUBHBIM,

IPOTHBOBOCHAIUTEIBHBIM W HHTHOUPYIOUIUM arperanuio TpoMOouutoB 3ddekxtom. JleiicTBue



NPOCTAIMKIINHA PEATU3YETCsl Yyepe3 CenuPpruuecKue perenTopbl, KOTOPhIE MPUBOAIT K YBETUYCHHIO
OPOAYKIMH IUKIUYECKOTO aJleHO3UHMOHOpoc(hara. B kIMHMYECKON TMpakTUKe Il KOPPEKLUU
neuurTa TPOCTALMKINHA MPUMEHSIOTCS CUHTEeTUYeCKue aHanoru npocmayununa (ATX- BO1AC,
anmuaepezanmol, kpome 2enapuna). B Poccuiickoii denepauu U3 3TOW TPYMIBI 3apETUCTPUPOBAH
TOJIBKO TIpenapar WJONPOCT, KOTOPBIM NpPUMEHSAETCs B cpeaHeM 6-9 pa3 B CyTKM C ITOMOLIBIO
yABTPa3BYKOBOTO HeOynai3epa B 103€, SKBUBAJICHTHOU COAEpKaHUIO 2,5—5 MKT mpenapara Ha ypOBHE
albBEOJI, B paMKaX KOMOMHUPOBAHHOU crienuduueckoi Tepanuu. I¢P(HEeKTUBHOCTh WHTAISIIMOHHOTO
wiIornpocTa oneHnBanack B kparkocpounom PKU AIR-1 y mamuenTtoB ¢ JIAI' u HeomepaOenbHBIMU
dopmamu XTOJII' ¢ III-IV ®K (NYHA) [164]. Ha ¢one Ttepanuum uHIONPOCTOM OTMEYAIOCH
JIOCTOBEPHOE YIIyYIlIEHHE TOKa3aresied reMOAMHAMUKH, YBEIMYEHHUE TOJIEPAHTHOCTH K (PU3MUECKOU
Harpy3ke u cHmwkenue ®OK JIAI. OpnHako anurenbHas MOHOTEpAmusi WIIOMPOCTOM HE MpHUBeENa K
YAYUYLIEHUIO TOKa3aTejaed BbDKMBAEMOCTH M 3aboseBaemoctu [165]. IloaTomy B Hacrosiiee BpeMms
WIONPOCT TPHUMEHSIETCS TOJbKO B COCTaBe KOMOMHUPOBAHHOM crieuuuueckor Tepanuu B
TOTIONTHEHWE K MepopaiabHbIM mpernapataM [166, 167, 168, 169]. K mobounsiM 3¢ dexTaMm OTHOCITCS
TOJIOBHBIE OONM, TpWIMBBI W OOMM B HIDKHEW uyemtoctd. Kpome Toro, y mamMeHToOB ¢
OpOHXOOOCTPYKTHUBHBIM CHHJIPOMOM Ha ()OHE MHTAIIALMNA UIIONPOCTAa MOXKET YCUIIUTHCSI PEAKTUBHOCTh
BEPXHHUX [IbIXaTeJIbHBIX MyTeW W TMOSBUTbCA Kamienb. Mnompoct oOmanaer BbIpaKeHHBIM
Jie3arperanTHbIM ~ 3(PPEeKToM, TOITOMY €ro TMPHUMEHEHHE Yy TMAalMeHTOB C KPOBOTECUCHHUEM

ITPOTUBOIIOKA3aHO.

o PexomeHyeTcss MPUMEHSATHh WIOMPOCT B MHTAIAMMOHHOW dopme s jedeHus: naruentoB (11 OK
(BO3) ¢ WIIAI, wnacnenctBennot JIAIL, JIAI' BcmenctBue C3CT, JIAI' Ha ¢one mnpuema
JIEKapCTBEHHBIX IpenapaToB u HeonepadenpHOM XTOJII [6, 164—169].

« EOKIB (Y112 YYPB)

3.2.2.3 AHTHUTMIIEPTEH3UBHbIE CPEACTBA [UISl JeYeHUS JIETOYHOW apTepHaIbHOM T'MIepPTeH3UH
C02KX, oTHocsimuecss k JPA

JHAOTeuH-1 — 9mo nenmuo, 6vipabAMbIBAIOWULICS. IHOOMENUATLHBIMU KIeMKAMU, Oelicmeaue
Komopozo peanusyemcs uepes crnenupuueckue perentopsl aByx TunoB ET, m ETg, kotopsie
JKCIIPECCUPYIOTCS PEUMYILIECTBEHHO Ha IVIaJKOMBIILIEYHBIX KJIETKAX COCYIOB, U B MEHBIIEH CTENIEHU
Ha  (QubOpobnactax. OuporenuH-1, omnocpemoBanHo uepe3  ET-penentopbl,  BbI3bIBAET
BA30KOHCTPUKIMIO U Tpoiudepanuio IIaJKOMBIIIEYHbIX KIETOK COCYIOB, a TaKKe AaKTHBAILHUIO
cuHTe3a O€JKOB BHEKJIETOYHOro Mmarpukca (uoOpobnacramu. Hanportus, BozaeiictBys Ha ETg-
pelenTopsl Ha SHIOTENHANBHBIX KJIETKAX, OMOCPEAOBAaHHO 4epe3 yBenudeHue nponykuuu NO u
MPOCTAIMKIINHA, PHIOTENUH-1 CTUMynmHpyeT Bazomuiaranuio. [1oqoOHbI (eHOMEH JIeT B OCHOBY
paspabotku DPA ¢ cenekruBHol 6mokanoit ET o-penentopoB. BmecTe ¢ TeM, N30BITOUHAS CTUMYIISALINAS
ETp-peuenTtopoB B yCIOBHSIX THIIEPIPOAYKIIUU SHAOTEINHA- ] IPUBOAUT K CHUKEHUIO UX AKTUBHOCTH
Ha SHAOTEIHAIBHBIX KJIETKAaX M YBEIMYCHHUIO HA TJIAJKOMBIIICYHBIX KJIETKaX W (QuOpodracTax, 4To
CIIY’)KUT JOIOJHUTEIHHBIM OCHOBAaHHEM OOCYXKIaTh HECENEeKTUBHYIO OJOKaay SHIOTCITUHOBBIX
peuentopoB [170]. Cneuuduueckas Omokaga ET-peuentopoB cmocoOHa aKTUBUPOBAaTh PEHUH-
AHTMOTEH3WHOBYIO CHCTEMY, YTO MOTEHIIMAIBHO MOYKET MPUBOAUTH K PAa3BUTHIO OTEYHOI'O CHHIPOMA.
B psife KMMHUYECKUX MCCIEIOBAHMM MMOKA3aHO, YTO MOBBIIICHHUE MJIA3MEHHOTO YPOBHS SHAOTENNHA- |

U YBEJIMYEHUE €r0 SKCIPECCUU B TKAHU JIETKUX Koppenupyet ¢ TsokecThio JIAT [171]. Ecnu yuects,



410 110 80% CHUHTE3UPYEMOro SHI0TENNHA-1 0CTaeTCsl B COCYMCTON CTEHKE U ToJbKo 20% monajaeT B
KPOBOTOK, TO OYEBHUJHBIM CTAHOBHUTCS HEOOXOAMMOCTH NpuMeHeHus DPA, obmagaroumx BbICOKOW
TKaHecnenupuuHoctbio. B Poccuiickoit ®enepauuu 11 nedenus: JIAI omoOpensl cneayromue DPA:
HecenekTuBHbIM DPA-mpenapar 6o3entan™*, cenextuBHbIN ETA-perenTtopoB aHTaroHWCT mpernapar
amMOpu3eHTaH** © TKaHecnmenuPUUHbIA HeceleKTUBHBIN OJPA-mpenmapar manuteHtan™*. OPA
001a/1a10T TeMaTOTOKCUYHBIM 3(P(HEKTOM, KOTOPbII B HAMOOJIbILIEH CTENEHH MPOSABIIAETCS y Mpenapara
6o3entan** (10—-13%), uro Tpebyet exxemecssunoro koutpossa ypoas ACT, AJIT B cbIBOPOTKE KPOBH.
Ha ¢one Tepanuu SPA BO3MOXHO CHIDKEHHE YPOBHS remorioonHa. [loaTtomy n0 Havama Tepanuu U B
JanbHEHNIIeM B X0J€ AMHAMUYECKOTO HAOMIOACHUSI PEKOMEHAYETCS KOHTPOJIb KIMHUYECKOrO aHajau3a
kpoBu. CpaBHuTenbHas ¢apMakoAMHAMHUUecKass M (apMakOKMHETHYecKas xapaktepuctuka OPA, a
TaK)Ke CIEKTP HEXKENaTeNbHBIX SBICHUHN, CBSI3aHHBIX C UX NMPHUEMOM, MpeacTaBieHa B Tadmwuie 11
(ITpunoxenue A3) [172].

AMOpuM3eHTaH** —  Hecyrbonamuouwlll, celeKmusHvili  awmazonucm  peyenmopos Ty,
NPOOEeMOHCMPUPOBABULULL C80I0 I PekmusHocms U 6€30NACHOCMb 8 08X NAAYeDO-KOHMPOIUPYEMbLX
PKU ARIES-1 (n = 202) u ARIES-2 (n = 192) [173, 174, 175]. B o6a PKH exnouanuce nayuenmol 8
so3pacme cmapuie 18 nem c JIAI" paznuunoit smuonoeuu (UJIAL, JIAI, accoyuuposannas c npuemom
npenaparoB JJisl  JICYEHUS OXHUPEHUs IeHTpaibHoro gaeuctBus, JIAI-C3CT u JIAI-BUY).
bonvuwuncmeo nayuenmos naxoounucw 6o 11 @K (ARIES-1: 32%,; ARIES-2: 45%) unu Il @K (ARIES-
1: 58%, ARIES-2: 52%), ¢ nebonvwou ooneu @K I (ARIES-1: 2,5%,; ARIES-2: 1,5%) u @K IV
(ARIES-1: 7%, ARIES-2: 2%). Cpeonuii niayebo-xoppucuposauuwiii npupocm oucmanyuu 6 TIIX x
12-11 nedene neuenus (nepeuunas koweunas mouxa) 6 ARIES-1 cocmasun +31 m (p = 0,008) u +51 m
(p = 0,001) 6 epynnax neuenus 5 me u 10 me, coomeemcmeenno; 8 ARIES-2 +32 m (p = 0,02) u +59 m
(p = 0,001) 6 epynnax newenus 2,5 me u 5 me ambpuzenmana**, coomeemcmeenno. Y 280
nayuenmos, 3asepuiusuiux 48 nedenb Monomepanuu amoOpuzeHmaHom**, yayuuenue OucmaHyuu
npoxoxcoenus ¢ TIIX cocmasuno +39 m no cpagnenuro ¢ ucxoonou. B 3-x epynnax paznuunvlx
00308blx pexcumos mepanuu npupocm TIIX eapvuposan om +31 0o +59 m. B cpasnenuu ¢ niayebo
ambpuzenman®* He @mUAl Ha pucKk pazeumus GamaibHo2o UCXo0d UIU NOMPEOHOCMb 8
cocnumanuzayuu [174]. Taxum oopazom, 6 PKU noomeepoicoena s¢hpexmusnocms ambpuzenmana™*
ons nayuenmos ¢ UJIAI, nacneocmeennou JIAL, JIAL, accoyuuposannoii ¢ C3CT, umerowux 11-111 DK
(BO3). Ooobpenvi k npumeneruro 003vt 5 me u 10 me 1 paz 6 cymxu. Yacmoma noeviuieHus
mpancamunaz 6 PKH eapvuposana om 0,8 oo 3% [172, 176]. OpmHako B KpyNHEWIIEM
MOCTMApPKETHHTOBOM OTKPBITOM IMPOCIEKTHBHOM HaOIIOMAaTEIbHOM MHOTOIIEHTPOBOM HCCIIEIOBAaHUU
(115 uentpoB u3 15 ctpan mupa) VOLibris Tracking Study ¢ Bkimtouennem 999 nauuenrtosn ¢ JIAT 11-
[T ®K (238 marmentoB ¢ JIAT-C3CT; 220 manmuenToB ¢ JIAI, panee He MoTydaBIIMX TEPANHIO) 3a
nepuo ¢ utoHa 2008 1. mo mait 2011 1. moBBIIEHUWE YPOBHS TpaHCaMHUHA3 Ooiee 3 OT BepXHEU
TpaHUIbl HOPMBI 3aperucTpupoBano ¢ yacroroil 0,02 manumenta/ron (95% AU 0,015-0,027), uro
cocraBnsger He Oonee 1,5% B rox. Hapsamy ¢ atum, y 25% mnDanueHTOB OTMEUajoCh MOSIBICHHUE
neprudepudecKkux OTEKOB / 3aepKKa XUAKOCTH U y 14% anemus [177]. Ilpu ananmuse manaepix PKU
ARIES-1 u ARIES-2 oxka3aioch, 4TO MalMEeHTHI, y KOTOPHIX Ha (oHE mpuema amOpuzeHTaHa™*
MOSIBJISUTUCH MepuepudecKrue OTEKH, ObLIM MCXOAHO crapiine, umenu Oosee Bbicokuid @K JIAT u

M30BITOUHYIO Maccy Tena [178].



o PexomenmoBaHo HasHaueHue amOpuzeHTaHa** mamuentam c¢ JIAT ngng  yaywiueHus
NEPEHOCUMOCTH (PU3MYECKOM HArpy3KM M 3aMENJICHHs NPOTPECCHUPOBAHMS KIMHHYECKHX
cumnrTomoB [6, 147, 173—-175].

« EOKIA (Y112 YYPB) nas nauuenton II-111 ®K
« EOKIIbC (Y3 YYPB) nast nanuenton IV ®K

bozenman** — necenexmusnvlii npenapam, onoxupyrowui peyenmopvi 08yx munog ETp u ETp,
usyuen 6 6 PKU (Study-351, BREATHE-1, BREATHE-2, BREATHE-5, EARLY, COMPASS-2) y
nayuenmog ¢ pasnooopazrot smuonoeuei JIAI' (UJIAL, JIAT-C3CT, cunopom Jiizenmencepa). Ha
gone npuema b6ozenmana™** ommeuanroco 00CmMosepHoe yeludeHue moiepaHmHocmu K Qusuueckou
HaepysKe, YIyuueHue 2eMOOUHAMULECKUX U dXoKapouozpaguieckux napamempos, chudicenue PK JIAT
U ysenuueHue gpemet 00 KIUHUYECKo20 YXyoulenus no cpasuenuto ¢ niayeoo [179, 180, 181, 182]. B
nunomuom 12-nedenvhom ucciedoéaruu, 8 komopoe exkaouenvl 32 nayuenma II-1V @K (BO3) c
HJIAT u JIAT-C3CT, nrayebo-xoppueuposannsiii npupocm oucmanyuu 6 TIIX 6 epynne 6ozenmana™*
cocmasun +76 m (95% U, 12—-139; p = 0,021) [179]. B PKU BREATHE-1 (n = 213) 6 epynne
nayuenmos ¢ UJIAI u JIA-C3CT, nonyuaswux 60zenman** 6 meuenue 12 nedenwv, 3apecucmpuposam
npupocm oucmanyuu 8 TIIX +44 m no cpasuenuio ¢ epynnoii naiayeoo (95% /U, 21-67m; p = 0,001).
B PKU BREATHE-5 y nayuenmog c cunopomom duzeumeneepa 111 @K (BO3) tepanusi 603eHTaHOM**
B TeueHHe 16 Hemenb NpuBOIMIA K cHIKeHuIo unoexca JICC na -472 oun/cex/cm® (p = 0,04),
cpeoneeo JIJIA na -5,5 mm pm. cm. (p = 0,04) u ysenuuenuro oucmanyuu 6 TIIX na +53,1 m no
cpasuenuio ¢ epynnoiu niayeoo (p = 0,008) [182]. B PKU EARLY, ¢ xomopom 3¢gpghexmusnocmo
bozenmana™** oyenusanacv y nayuenmos c JIAI' ®K Il (BO3) (UJIAI, nacneocmeennoui JIAL, JIAI-
C3CT, JIAI-BUY, JIAI, accoyuuposannou ¢ npuemom TpPeNaparoB sl JICYCHUS OKHUPECHUS
neHTpanbHoro gevctBus, JIAI-BIIC), ommeuanoco oOocmosepHoe yayuuienue 2emoOUHaAMUKU,
yeenuueHue 8pemeru 00 yxyouenus medenus JIAI. [lpu oyenke cemoOuHamuveckux napamempos
yepez 6 mec nedenuss Habmooanoce cHuxcenue JICC -22,6% (95% /U, -33,5-10,0) u pucka
KIuHuuecxko2o yxyouenus -77% (p = 0,01). Ilnayebo-koppuecuposarnuuiii npupocm oucmanyuu 6 TIIX
6 epynne 6o3enmana™* cocmasun +19 m (95% JHU, -33,6-10,0; p = 0,07) [181]. JonrocpouHas
3¢ (HEeKTHBHOCT, MOHOTepanuu Oo3eHTaHOM** y manuentoB ¢ MJIAIT moaTBepkaeHa B OTKPHITOM
HaOIIOIaTeTILHOM HCCIICIOBAHNU, B KOTOPOM BBIKMBAEMOCTh MAIIMEHTOB cocTaBmia 92%, 89%, 79% B
TedeHue 1, 2 u 3 JeT mo CpaBHEHUIO ¢ UCTOPUYECKON BhIKHMBaeMOCThbiO B peructpe NIH: 71%, 61%,

51%, cootBercTBeHHO [183].

CraproBas m03upoBKa Oo03eHTaHA™™® y B3pOCHBIX CcOCTaBisgeT 62,5 Mr JBaXIbl B CYTKH C
MOCHEAYIONUM yBEIMYEHUEM J03bl 10 125 Mr nBa pa3a B J€Hb. YUHTHIBas BBIPAKECHHBIN
remaToTOKCHYECKHUM 2P GEeKT, Mpy Ha3HAUYECHUU 003eHTaHa™* pexomendyemcs excemecaunblit KOHMPOTb
3a ypoeHeM mMpAHCAMUHA3 6 CblGOpomKe Kposu. B kauecmee naubonee 6eposimHo20 Mexanusma
NOBbIUEHUS NeYeHOUHbIX (DepMEeHMO8 pAcCMampusalom uHeUOUposanue mpancnopma HCenunslx couell
[184]. OoHnakxo noegviuenue ypoeHs MpaHcamuraz HOCUM 00303ABUCUMDBIL U 0Opamumbli xapakmep
nocie yMeHvbuieHus 003bl uiu ommenvl npenapama. Ha ¢one npuema 6Gozenmana™** moocem
CHUICAMBCSL YPOBEHb 2eMO2N00UHA, BO3HUKAMb 3A0EPHCKA IHCUOKOCMU, nepughepuieckue omexu.

Kpome moeo, Ona  6o3zenmana™*  xapakmepen — WUPOKUL — CHEKMP  MENCIeKaAPCMBEHHbIX



83AUMOO0EUCMEULl C NPenapamamu, Komopwvle MemadoIu3upyromcs 6 neueHu ¢ yuyacmuem Cucmembl
yumoxpomos CYP3A4 u CYP2C9 (Tabx. 12).

Ha ¢one npuema 603enmana™* chusicaemcs 3gp@dekmusnocms KOMOUHUPOBAHHOU NepOpPaAlbHOU
KOHMpayenyuy, nodmomy pPeKoMeHOYemcs UCNONb306amsb 0BOUHble Memoobl KOHMpayenyuu.
Cosmecmuoe ucnonvzosanue 6OozeHmana™** u cundenaguia conpogodcoaemcs CHUNCEHUEM
KoHyenmpayuu cunderaguna na 50% u yeenuuenHuem Konyeumpayuu 6ozenmana** na 50% u,

COOMBEMCMBEHHO, B03PACMAHUEM 2eNAMOMOKCUYHOCIU, KOomopas docmueana npakmuyecku 22% 6
uccneoosarnuu COMPASS-2 [185].

o PexomenmoBano HazHaueHme OoszeHTaHa*™* marmmentam ¢ WJIAIL, JIAI ma ¢one C3CT, OGompHBIM
CUHAPOMOM DH3CHMEHTepa IS YAydIlleHUs TIEPEHOCUMOCTH (PU3MUECKUX HArpy30K M CHUKCHUS
YaCTOThI TOCIUTANIM3AlINI, CBI3aHHBIX C OCHOBHBIM 3a0oseBanueM [6, 147, 179-183].

« EOKIA (Y12 YVYPB) nas nauuenrton II-1IT ®K

« EOK IIbC (Y13 YYPB) nas nanuenron IV @K

e PexkomeHyeTcsl UCTOIb30BaTh ABOMHOM METOJ] KOHTpalenuuu Ha (oHe npuema 0o03eHTaHa™™* ms
NpenynpekIeHus HexenaTenbHol 6epemenHoctu [6, 280, 287].

e EOK Her (YA S YYPC)

Mayumenman** — necenexmusnuiti IPA ¢ vicoxoti cnocoonocmuio npoHukHoseHus ¢ mxanu [186]. B
omnuue ot panee npoBoauMbix PKU sapdextuBHOCTE M Ge30macHOCTh MallMTEHTaHa™* olleHHBasIach
C HCIIOJIb30BAaHMEM KOMOWHWPOBAHHOW KOHEYHOW TOYKM, BKJIIOYAIOIICH BpeMs 10 HACTYIUICHUS
nepBoro coObITusi, cBsizaHHOoro ¢ JIAD (yxyamieHwe TedeHus 3a00J€BaHUs, aTPUOCENTOCTOMMS,
TPAHCIUIAHTAIMS JIETKUX, HA3HAYEHHWE BHYTPUBEHHBIX WM TOJIKOKHBIX CHHTETHYECKHX aHAJIOTOB
npoctanukiauHa (ATX - BO1AC, anmuacpecanmoi, kpome cenapura), WA CMEPTH OT JIFOOBIX MMPUYHH.
B nmnuTenprHO€ MHOTOLIGHTPOBOE JBOWHOE CJIETMOE  IUIale00-KOHTPOIMPYEeMOE HCCIIEIOBAHHE
SERAPHIN c¢ wMemmanoii npopoipkutenbHoctTd 115  Hemens  BkiwoueHo 742 manueHrTa,
PaHJIOMU3HPOBAHHBIX B cooTHOIeHUH 1:1:1 B rpymnmy mane6o, rpymny MaudTeHTana*™* B nosze 3 mr/
CYTKH W Tpymiy ManuTeHtana** B mose 10 mr/cytku. [lokazano, umo naszHauenue mayumeHmauna™* 6
0ozax 3 me (OP 0,70, 97,5% /U, 0,52—0,96, p = 0,01) u 10 me (OP 0,55, 97,5% /[H, 0,39-0,76; p =
0,001) 6 cpasHenuu ¢ niayebo cnocobCmMeo8alo CHUNCEHUIO PUCKA 3a001e6AeMOCmu U CMEPMHOCMU
npu JIAI' na 30% u 45%, coomeemcmeenno [187, 188]. Dpexm mepanuu ne 3asucen om moeo,
noayuanu au O0IbHble UCXOOHO CONYMCmeyiowyio cneyuguieckyio mepanuto UP3-5, nepopanvrvimu
UTU  UHSANAYUOHHBIMU — CUHmemuyeckumu  ananoeamu  npocmayuxkauna (ATX - BO1AC,
anmuazpezanmol, Kpome 2enapuna). K 6-my mecayy nmabnooenus 6 epynne niayed6o OUcCmaHyus 8
TIHIX ymenvwunace na 9,4 m, moeoa Kax 6 cpynnax JjedeHus mayumenmanom™** niayebo-
KOppe2uposaumuslili. npupocm oucmanyuu cocmaeun +16,8 m (97,5% AU, 2,7-3,4; p = 0,01) npu
HasHaweHuu 003vl 6 3 me u +22,0 m (97,5% /U, 3,2-40,8; p = 0,008) npu naznauenuu 10 me. ®K
VIYUUWULCA K 6-MY Mecayy JleyeHUus no cpasHenuto ¢ ucxoouvim y 13% nayuenmos 6 epynne niayeoo,
20% — 6 epynne mayumenmana™** 3 me (p = 0,04) u 22% — 6 epynne 10 me (p = 0,0006). Ilo cpasnenuio
c epynnou niayebo mepanus mayumenmanom™* evizvieanra oocmoegepnoe chudicenue JICC u
nosvlutenue cepoeunozo unoekca. Kpome toro, npenapar 001a1aeT XOpoIluM CIIeKTpoM 0€30MacHOCTH
W HE UMEET paHee OIMHMCAHHBIX JJII ATOTO Kjacca MpenaparoB remaroTOKCUYeCKUX 3(PGEeKTOB WU

KJIMHUYECKU 3HAYMMBIX JICKAPCTBEHHBIX B3auMoAeicTBuil. Yacmoma 6Gonee uem 3-kpamnozo



NOBbIUEHUS MPAHCAMUHA3 U PA38UmMuUsi nepughepuieckux OmeKo8 He pa3iuydaidch 6 pPazIuyHbIX
2PYNNax JleyeHus, 4mo yKazvlédaem Ha omcymcmeue cenamomokcuunocmu npenapama. OOHaxo npu
HA3HAYeHuUu Mmayumenmana™* oocmosepHo uawje 6 cpasHeHuu ¢ niayebo OmMMeyanacb aHemusl.
Cruoicenue cemoznobuna < 8 2/0n nabarooanoce y 4,3% nayuenmos, npuHumaowux mayumenman **
10 me/cymxu [172]. Bonee moeo, ManuTeHTaH™* — eIWHCTBEHHBIN mpenapar, 3pPeKTUBHOCTh |
0€30MacHOCTh KOTOPOTO M3y4eHa y MAlMeHTOB C MOpTOMyibMOoHaNbHON JIAT' B panioMu3npoBaHHOM
m1are00-KOHTPOJIMPYEMOM ~ MHOTOLIEHTPOBOM — KiMHUYeckoM uccaeaoBanun PORTICO  [189].
3HAYMMBIX MEXJICKAPCTBCHHBIX B3aUMOJICHCTBUIA Yy MAIUTCHTaHA** W B3aMMHOTO BIIMSHUS TPH

OJTHOBPEMEHHOM TpUeMe MaluTeHTana** u cungenaduia ne ormedeHo [190].

o PexoMeHIOBaHO  Ha3HaueHWe ManuTeHTaHa®™*  manumentam ¢ JIALT g ynydmieHus
(GYHKIIMOHAJIBHOTO CTaTyca W TMPEeNOoTBPAIlCHUs TMporpeccupoBanus 3aboneBanus [6, 147, 186—
189].

« EOKIB (YAA2 YYPB) nas nanuentos II-111 @K

« EOK IIbC (YAA3 YYPB) nast nanuenToB IV ®K

o Pexomenoyemcs eoicemecsiunoe  ONPEACIICHUE AKTUBHOCTH  aclapraraMMHOTpaHcdepasbl U
alaHMHaMHUHOTpaHcdepasbl B KpOBU Ha goue npuema IPA [6, 174, 185].

« EOK ner (YI/12 YYPB)

e PexomeHnyeTcs KOHTpPOJb ypOBHEH remMornoOMHa M reMarokputa KpoBU Yy mnanueHToB c JIAT,
nonydaromux JPA [6, 174].

e EOK ner (YYP C, Y1/ 5)

3.2.2.4 ®ochoandcTepasbl MHHTHOUTOPHI

[Tarorene3 JIAI' cBs3an ¢ dopmupoBanueM aeuIMTa OCHOBHOW Ba3OAMIATHPYIOMIEH CyOCTaHINU,
NO. Peanuzauus aeiictBus NO oCylIecTBISIETCS TyTEM aKTUBAIlMU TYaHWJIATUUKIA3bl U YBEJIUYEHUS
CUHTE3a IUKINYECKOr0 I'yaHO3MHMOHO(OoC(}aTa, KOTOPHIM, B CBOIO OYEPEb, PETYIHPYET PEslaKCALIUIO
[J1aIKOMBIIICYHBIX KJIETOK COCY/IOB, POHUIIAEMOCTh SHIOTEUS, a TAK)Ke MPEJOTBPALIACT arperaiuio
TpoMOomuToB [191]. ®ochoamdcrepaza 5-ro Tumna — OCHOBHON (PEPMEHT, HUBEIHUPYIOMIHI 3 HEKTHI
uKIndeckoro ryanosuaMonodocdara (I’ M®P). B cocynax nerkux mamnuwieHToB ¢ JII' 3HAUNUTENHHO
MOBBITIIEH ypoBeHb (ocdonudcrepassl S-ro tuma. B Poccuiickoit denepanmu ans ynedenus JIAT
3apeructpupoBaH Toinbko omuH UDD-5, mnpemapar cungenadpun, xotopeii B 4 PKU
IPOJAEMOHCTPUPOBAJ CBOE TIOJIOKUTEIHLHOE BIMSIHUE HA TEMOIMHAMUYECKHIE TTapaMeTphl, PU3NUIECKYIO
aKTUBHOCTh M (PyHKIIMOHAIBHBIN Kiacc mamueHToB ¢ JIAL [192, 193, 194, 195, 196]. K npumenenuto
y manuerToB ¢ JIAT II-II1 ®K onobpena no3a cunaenadwuia 20 mr 3 pasza B nenb [6]. B PKU SUPER-
1 y nayuenmos c JIAI' (n = 278), nonyuaswux cunoenaghun 6 oozax 20, 40, 80 me 3 pasa 6 cymxu,
12-1u Hedene mepanuu ommeuanocv YuyyuieHue KAUHUYECKOU CUMNIMOMAMUKU, 2eMOOUHAMUYECKUX
nokaszamenetl, NepPeHoOCUMOCmu @usuyeckoli Hazpysku. Pasmuuuii 6 pezyremamax neuenus npu
cpasHumenbHol oyenke 003upogok om 20 0o 80 me mpu pasa 6 cymku e ommeuanocs. llpu
uneasuenou oyenke cemoounamuxu MKK x 12-ii nedene mepanuu 6 epynnax cuioeHa@uia no
cpasHeHuro ¢ niayebo ommedanocy 0ocmosepHoe chudxcernue cpeonezo /1A u JICC. Jona nayuenmog
¢ ynyuuenuem DK, xaxk Munumym Ha eOunuyy, Oblia 8vlule 8 Kaicool epynne Jedyerusi CuideHapuiom
no cpasHenuro ¢ epynnoi niayedo. He 6visa61eH0 pasnuuuil mexcoy epynnamu cuioeHapuia no vucuy

KIUHUYECKUX coovimuti, ceudemenvcmayrowux o npoepeccuposanuu JIAI' [192]. Taxum obpazom, 6



Hacmoswee 8pemsi OMcymcmeyiom ybeoumeibHvle OAHHblIE O Yeleco0OpA3SHOCMU NOBbIUEHUS 003bl
cunoenaguna ceviue 60 me/cymxu npu npocpeccuposanuu JIAIT OcHoBHBIE MOOOYHBIE A(H(PEKTHI
(romoBHasi 0ONb, MPWIMBBI, AMCIENCHs) CBSI3aHbl C Ba3OAUJIATHPYIOUIUM JACHCTBHEM Ipenapara.
CrnemyeT MOMHUTH U O IPYTUX MEKJICKAPCTBEHHBIX B3aUMOACHCTBUSAX, B YACTHOCTH O MHOTOKPATHOM
yBEJIIMYEHUH KOHIEHTpanuu cuineHapuna Ha ¢one npuema BAAPT. Tem He menee, m3aMeHeHHs
no3upoBanus cuigeHapuina y mnamueHtoB ¢ BUY-JIAI, nonywatronmmx BAAPT, ne TtpeOyercs.
CoBMecTHOE TIpUMEHEHUE cuiiieHaduia U OpraHMYeCcKUX HUTPATOB MPOTHUBOMOKA3aHO M3-32 PHUCKA
CUHKOTAJIHBIX COCTOSTHUI M CUMIITOMHOM THIIOTEH3HH, TaK K€ KaK COBMECTHBIN IIpHEeM criiieHadua

U puonmryara**,

o PexoMeH10BaHO Ha3HAUCHWE CUJICHA(IIIA [ YITYUIICHHUS IEPEHOCUMOCTH (PU3UIECKUX HATPY30K
1 QYHKIIMOHAIBHOTO cTaTyca nanueHnToB ¢ JIAL [6, 147, 192—-196].

« EOKIA (YAA2 YYPB) nas nanuentos II-111 ®K

« EOKIIbC (Y43 YYPB) nast nanuentoB IV ®K

3.2.2.5 Puouuryar**

B omauuue om UDJ[3-5, komopwie npedynpexcoarom oecpadayuro yl MD, puoyueyam™** nosviuiaem
ee npooykyuio [197]. Puoyueyam™** umeem 06otinoti mexanusm Oevicmeus: cencubunuzupyem pll] x
9HOo2eHHoMy NO nymem cmabuiuzayuu ux cea3u, a makice HANpAMyro cmumyiupyem ghepmenm
yepe3 opyeou yuacmok ceasu, Hezasucumo om NO. bnazooaps smum s3pgpexmam, puoyueyam™*
soccmanasausaem memaboiudeckuii. nymo «mounooxcud azoma — pll] — ylM®dDy u evizvieaem
yeenuuenue npooykyuu yl M@, xomopwiii uepaem 6aniCHYI0 poib 8 pe2yIayuu cocyoucmozo mowuyca,
npoyeccos nponugepayuu, Guoposza u eocnarenus [198]. Taxum obpazom, peammzanus 3¢dexra
puornuryara** ne 3aBucut ot NO, conepkaHre KOTOPOTO 3HAYUTENBHO CHIDKEHO y marueHToB ¢ JIAT.
B 12-nedenvrom osounom cnenom niaayedo-konmponupyemom PKU PATENT-1 npooemoncmpuposana
agpghexmuenocmo u b6ezonacnocme puoyucyama™** y nayuenmos ¢ JIAI' (n = 443), cpeou komopuix
oviiu nayuenmor ¢ HUJIAL, cemetinoti JIAI, a maxoce JIAI, accoyuuposannou c¢ C3CT, BIIC,
NOPMANbHOLL eunepmeH3ueli, npuemMom TPEnaparoB JUIs JCUCHUS OKUPECHUS IEHTPAIBHOTO JIEHCTBUS
uny ampemamuna. Ilpenapam 6 o0osze 0o 2,5 me 3 paza 6 cymKu Yiyyuian KIUHUYECKYIO
CUMNIMOMAMUKY, NEPEHOCUMOCIb DUIUYECKUX HAPY30K, cemoounamuyeckue napamempsl, OK JIAIL, a
makaice Y8enuuusan 8pems 00 passumus Kiunudecko2o yxyoutenus. K 12-ii nedene oucmanyus ¢ TLIX
yeenuuunace Ha +30 m om ucxooHotl 8 epynne puoyucyama™* ¢ maxcumanvrou 0o3oui 2,5 me 3 pasa 8
cymku, moz20a Kaxk 6 epynne niayebo ouma cHuzuiacb 6 cpeovem na 6 m (p <0,001). Yayuwenue
oucmanyuu 6 TIIX k [12-1i Hedene 1eueHuss O0CMuU2AIOCL U Y NAYUEHMOS, NOIYUABUIUX
npeowecmsyrowyro cneyuguuecxkyro mepanuio [199]. Benuuwuna JICC 6 epynne puoyueyama** c
maxcumanvhoti 0030t 2,5 me 3 paza 6 cymku chusunach na 223 oumn/cex/cm’, mozda xax é spynne
nnayebo ommeveno cuuxcenue na 9 oun/cex/cm’ (p <0,001). Cmamucmuuecku 3HAUUMBIMU NPU
HazHawenuu puoyueyama™* 6 cpasnenuu ¢ niayebo OblIU  UMEHEHU 2eMOOUHAMUYECKUX
nokazamenetl (cpeoneco J[JIA, cepoeunozo evibpoca), a marxace ypoeus NT-proBNP, ®K (BO3) u
cmenenu 00viuku no bopey. /Jlocmosepno pedxce 6 epynne puoyueyama™* ¢ maxcumanvHou 0030u 2,5
Me 3 pasa 8 CymKu 6 CpagHeHuu ¢ niayedo Hacmynaiu codOvblmus, YKasvlearoujue Ha KIUHUYECKOoe
yxyouenue JIAI. Ilo oannvim PATENT-2 ogyxnemusis eviocusaemocms nayuenmos ¢ JIAI' na gone

mepanuu puoyucyamom™* cocmasuna 93%, npu omom y 79% nayuenmos He HaOI00ANOCH



KIUHUYeckoz2o yxyoutenus. bonee mozco, 8§3% nayuenmog uepes 2 200a ocmasanucy Ha MOHOmMepanuu
puoyucyamom** [200]. Puouuryar®* obmagaeT XOpoIIUM CIEKTPOM 0€30IaCHOCTH, TaK KaK 4acToTa
Haubonee Cepbe3HbIX  HENHCENamenbHblX — AGNeHUll, MAaKux KAk CUHKONAJIbHble COCMOSHUA,
NPUHYUNUATILHO He OMIUYANACL OM 2PYNNbl NAayedo Npu UCNONb308AHUU MAKCUMALLHOU O003UPOBKU
(1% u 4%, coomeemcmeenno) [201]. Tumpayus 003wl puoyucyama™™* oondxcna ocyuecmensimoscs npu
MmuamenbHOM KOHmMpO/e KiuHudeckux nposenenuti u ypoeus AJl. B Poccuiickoii ®edepayuu «
mumpayuu O0ocmynuvl 0o3uposku 1 me, 1,5 me, 2 me u 2,5 me puoyueyama™*. Tumpayus
0CYWecmensnemcs ¢ UHmMepsaiom 8 2 Heodelu noo KOHMpOoem CyObeKmueHOU NepeHoCUMOCMU U YDOBHS.
cucmonuueckoeo AJl, komopwlil 6 noxoe 8 noniodceHuu cuds He 0oaxceH ovimob Mmenee 95 mm pm. cm.
llayuenmot, npunumarowue puoyucyam™*, He 00N4#CHBI KypUmMs, NOCKONbKY HA (OHEe KYPEHUS 3HAYUMO
CHUdIcaemcsi KOHyeumpayus puoyueyama™* e xpoeu. Puoyueyam™** obnaoaem mepamozennvim

appexmom u eco npumenenue y bepemenHbIX NPOMmuU8ONOKA3aAHO.

e PexoMeHI0BaHO Ha3HAu€HUWE pHOLMryaTra™™® s yay4ylIeHHs TEepPeHOCUMOCTH (PU3MYECKUX
Harpy3ok, ynyumenus @K (BO3) u npenorBpaienus nporpeccupoBanus JIAT [6, 147, 199, 200].

« EOKIB (Y412 YYPB) nas nauuenros II-111 @K

« EOKIIbC (YAA3 YYPB) nas nanuentos IV @K

o He pexomenmyercss komOuHanms puonuryara** u cunaenaduna u3-3a pucka pa3BUTHS CHCTEMHOM
TUTOTEH3HUH U IPYyTuX MooouHbIX 3 dexTon [6, 147, 199, 200].

« EOKIIIB (Y15 YYPC)

3.2.2.6 Cenexcunar

Cenekcunaz — nepevili CeleKMUBHbIL a2oHUcm npocmayuxkaunosvlx (IP) peyenmopoé 0ns
nepopanvroco npuema (ATX - BO1AC, anmuaepecanmel, kpome cenapuna). /leticmsue cenexcunaea u
e20 Mmemaboruma peanusyemcs uepes axkmusayuio IP-peyenmopos, 6vizvieaem 6a300UIAMAYUIO
cocyooe MKK u cuuowcenue JICC. B nunomnom PKU 2-ui ¢azvr y nayuenmos ¢ JIAL, nonyuaswiux
mepanuio UD/3-5, unu OPA, na 17-ii Hedere mepanuu cenexcunazom ommeuero cuudxcerue JICC
[202]. Torna xak B PKU 3-it pa3zer GRIPHON c¢ Bkmtouennem 1156 manueHToB (cpeau HUX TpyIna
cenekcunara — 574 mamuenta) JIAI-MoHOTepamusi CeJIEKCUIIArOM WM TOCTE0BaTelIbHAas
KOMOMHHpOBaHHas (IBOMHAs U Ja)ke TpoilHas) cnenuuyeckas Tepanus ¢ 100aBlIeHUEM CeJleKcUara
CHWXKaJIa BpeMs JI0 HACTYIUICHHS TIEPBOrO COOBITHS, acconinupoBanHoro ¢ JIAL, win cmepTu nanueHTa
Ha 40% (OP = 0,60; 99% U 0,46-0,78; p < 0,001) [203]. D dekTUBHOCTH CeleKcHara He 3aBrucena
OT TOTO, IPUMEHSUICS JIU npenapar B kauecTBe MoHoTepanuu (OP = 0,57; 99% AU 0,32—-1,03) unu B
KOMOMHAIMU ¢ ApyruMu crienuduydeckumu npernapatamu: UDID-5 (OP = 0,66; 99% AU 0,32—1,35)
nmu DPA (OP = 0,66; 99% JI1 0,32—1,35), a Taxke OT BO3pacTa MallieHTa U THOJIOTHH 3a00JICBaHUS
[206]. Hapsimy ¢ aTuM 3apeructpupoBaH 3G¢GEeKT Tepanuu CEJISKCUTIaroM Mo CpaBHEHHIO C Iaredo Ha
¢uznueckyo paboTocnocodHocTh nanueHToB no gaHHeiM THIX (+12 m; 99% AU 1-24 m; p = 0,003).
K xonmy naBoitHOro cmemoro mepuona (26 HeAenb) OTMEUEHO CHIDKCHHE CMEPTHOCTH W YaCTOTHI
rOCIUTANN3AIMN B CBA3U ¢ yxyaumenueM teuenus JIAT na 30% (OP = 0,70; 95% AU 0,54 no 0,91; p =
0,003), mpuuem 87,4% coObITUI NPUXOANUITIOCH HAa rocnuTanu3anuu. Cenekcunar TUTPOBAIU, HAYMHAs
¢ no3bl 200 MKr ABa paza B JI€Hb, €KEHEIEJIbHO MOBbIIAsA 103y Ha 200 MKr 10 MakCUMaJbHO
MEepeHOCUMOM 703bl. MakcuMaabHO JIOMycTUMas jo3a cejekcunara coctaBuwia 1600 mMkr 2 pasa B

JCHB. HpI/I AHaJIN3€ CTPYKTYPHI HHHHBH,HyaHBHOﬁ HOI[I[Cp)KI/IBaIOIHeﬁ J03bl B HCCIICAOBaHHNU



GRIPHON ycranoBneno, uto 42,9% mnaunuMeHTOB Modydalud BbICOKHE 103bl, 31,2% — cpegnue, u
TOJbKO 23,2% — Huzkue. HexenarenbHble siBIEHUS, CBI3aHHBIE C IPUEMOM CEJIEKCUIIara, BCTPEUaInch
B 14,3% cnydaeB no cpaBHenuto ¢ 7,1% B rpynne miaane6o, 4to B psAe CaydaeB ObLIO MPUUYMHON
mpeKkpamieHust nanpHeidmero ywactus B uccnenoBanuu  GRIPHON (p <0,001). Hawubonee
pacnpocTpaHeHHBIMU MMOOOYHBIMU 3 dekTamu Ha (poHe mpremMa ceyiekcumara ObUTH TOJIOBHAs OO0Jb,
001 B HW)KHEW YENIOCTH, TOIIHOTA, TUapes, MUAITUU, TPUIUBLL. Cogmecmublii npuem celekcundaeda ¢
uneubumopom CYP2C8 rempuOpo3miioMm KaTeropudeckd MPOTHUBOIOKA3aH M3-3a JIBYKPATHOTO
YBEIIMYCHHSI KOHIICHTPAIIMM CEJIEKCUIIara B KPOBU M, COOTBETCTBEHHO, YCHJICHHS TOOOYHBIX

s dexToB.

e Pexomenoosano nasnauenue cenexcunaza 6 kauecmee MOHOMEPANUU U 8 PaMKAX KOMOUHUPOBAHHOL
mepanuu nayuenmam c JIAI" 1I-1I1 @K onsa npedynpescoenus npoepeccuposanus 3abonesanus (6,
147, 202, 203].

« EOKIB (YAA3 YYPB) nas nanuentos II-111 @K

3.2.2.7 KomOMHMpOBaHHAS Tepanus

Kombunupoeannas mepanusi ¢ 6030eicmeuem HA paziuyHvle 36eHbs NAMO2eHe3d  UUPOKO
NpUMEHAEMCsl 8 JleYeHUU NAYUEHMOB8 C CEPOEYHOl HeOOCMAmMOYHOCMbIO, CUCMEMHOU apmepUuaibHolL
eunepmenzueti, BUY-ungexyueti. Imom nooxoo sensiemcs npusieKamenbHbiM 668U0Y 803MOICHOCHU
O00HOBPEMEHHO20 GNUAHUS HA HECKONbKO nymet namoezenesa JIAL, umo npusooum x crnudsicenuio JICC,
npeoomepauienuio OalbHeuue20 pemMooeupo8anUs 1e20UHblX apmeputi U, 8 umoze, K Y8eIuyeHuro
gpemenu 00 yxyoutenusi meuenust JIAL, cHudgxcenuro uacmomsl pazeumusi OCIOHCHEHUL, 8 MOM Yucie u

GdamanvHbix.

I[loomeeporcoenuem npesocxo0cmea KOMOUHUPOBAHHOU Mepanuu Hao MoHomepanuel Cryicam
pe3yibmamsl ~ HEeCKONbKUX — MeMAaHaIu308  KIUHUYECKUX  UCCIe008aHUll ¢ NpuMeHeHuem
KOMOUHUPOBAHHOU Cneyuguyeckol mepanuu, 8 KOMOpulX NOKA3AHO VIYHUIEHUe 2eMOOUHAMUYECKUX
noxkazameneti u uszuueckoi pabomocnocoonocmu nayuenmos (TIIX +23 m), chudicenue pucka
yxyowenuss meuenusi JIAI' na 35%, npoepeccuposanus JIAI' na 38—47%, ymenvuwenue pucka
eocnumanuzayuu 8 cesizu ¢ npoepeccuposanuem JIAI' na 29% u ackanayuu mepanuu Ha 62% no
cpasuenuio ¢ monomepanueti [204, 205, 206]. U eciu yenecoobpasnocms Ha3ZHA4eHUs CMApPmMoBoll
KOMOUHUPOBAHHOU cneyughuueckot mepanuu, y nayuenmos ¢ Il @K JIAI" 6 bonvuuncmee ciyuaes e
8bI3bl8AEN COMHEHUL, MO azpeccusHas cmpameaus gedenus nayuenmos co 11 @K JIAI obcysrcoanacsy
moavko 8 Eeponetickux pexomenoayusix 2015 2o0a [6]. [lpopwbieHbim 6 omuoweHuy cmersvl napaouemol
sedeHust nayuenmos Hesvicokoeo DK cman 2017 200, kocoa OvLiu onyonuUKO8aHvl OaHHble MpPex
pecucmpos, 8 KOMOPbLIX HA NpaKmuxe HpuUMeHeH No0Xo0 Cmpamuukayuu pucka iemaibHOCU,
NPeOlONCEHHbIN 8 PeKOMEeHOayusx no eedenuro nayuenmos ¢ JII' Esponeiickum pecnupamopHuim u
Eeponeiickum  kapouonocuueckum obwecmeamu [129, 130, 131]. Okazanoce, umo 20008as
NIeManbHOCMb NAYUEHMO8 C UCXOOHO NPOMENCYMOUHBIM PUCKOM JlemanvHocmu cocmaensiem 17%
[129]. A cocmoanue nayuenmog s3motii epynnwvi pucka ooviuno xapaxmepusyrom kax Il unu Il OK JIATL
Ilo oannvim pecucmpa COMPERA xombunuposannyto mepanuto noayuanu monavko 40% nayuenmos
2PYNNbl NPOMENCYMOUH020 PUCKA JIeMAlbHOCMU, HO U 8 2PYnne NAayueHmos 30Hbl 8blCOKO20 PUCKA

N1emanbHOCMUu Cmapmoeasi KOMOUHUpPo8anuas mepanusi 6viia moavko y 36% nayuenmoé Ha nepuoo



Habnooenus om 3 mecayes 0o 2 nem [130]. Hecmomps na nanuuue paziuunsvix epynn cneyuguueckux
aHTUIEPTEH3UBHBIX mpenaparoB st jedeHuss JIAIT u nooxoo 6 neuenuu, ocmoeanmwvlii Ha
cmpamugpurayuu pucKka 1emaibHOCmu, mpexaiemHusisa 8blocusaemMocms nayuenmos ¢ JIAI' ocmaemcs
HeyoosemeopumenvHou u sapvupyem om 67 0o 74%. Tem He menee, eciu 6 meuenue nepeoco 200a ¢
MOMEHMA HAYANa Cneyu@duyeckol mepanuu, NAyueHm u3 30Hbl 8bLCOKO20/NPOMENCYMOUHOS0 DUCKA
N1emanbHOCMuU nepexooum 6 30Hy HU3K020 PUCKA, MO NOCLEOVIOWAsl GbIHCUBAEMOCIb CONOCMABUMA C
nayueHmamu, Komopwie UCX00OHO ObLIU CIMPAMUDUYUPOBAHDL, KAK HAX00AWUECS 8 30He HUKO20 PUCKA
nemanvrocmu [129]. Taxum obpaszom, pezynomamsi npocnexmugnvix pecucmpos COMPERA, SPAHR
u  ¢panyysckoeo  pecucmpa  noOmeepounu - YenecooOPaZHOCMb  UCNONb30BAHUS  CUCTNEMbL
cmpamugurayuu  pucka — J1emaibHOCmu, — NpeodiodcenHylo 6  Oelicmsyrowux  Eeponeiickux
pekomenoayuax [6], u Heobxooumocmv Oolee acpeccusHoUu MAKMuKu B6e0eHUs NaYyueHmos
NPOMEINCYMOUH020 pucka aremanvHocmu. Kpome moeo, eemoounamuueckue noxazamenu, noiy4eHHvle
60 epema YBKC, ocmaiomcs 0OHUMU U3 CAMBIX CUTbHBIX OeMEePMUHAHM CMpamu@ukayuu pucka
nemanvHocmu  u  evlbopa maxmuxku eedenus [129, 130, 131]. K cooxcanenuro, cucmema
cmpamuguxayuu pucka iemanvHocmu, npeonodicennas Eeponetickumu pexomenoayusimu 2015 200a, 6
omauuue om Kanvkynimopa pucka REVEAL 2.0 ne yuumwieaem makue HemMoouguyupyemvle

nokasameiu, Kak eospacm, nojl u muoilocusl 3&60]186(1HM}Z, a makoice conymcemseyrnuwyro namoyiocuro

10].

Pesynomamul nocieonux ooneocpounvix muozcoyenmposvix PKU, exnouaswux Oonvuioe koiuuecmaso
nayuenmos c¢ JIAI' I epynnwi, no3eonunu oyeHums iusHue cmapmogol KOMOUHUPOBAHHOU mepanuu
(AMBITION) u nocneoosamenvhol KomoOuruposauuwou cneyuguueckou mepanuu, (SERAPHIN,
GRIPHON) na ucxoowt 3abonesanus [190, 210, 211] u coerams 61600 0 yenecooopasHocmu paHuell
KOMOUHUPOBAHHOU cheyughuueckol mepanuu, oaxce y nayuenmos co Il OK JIAL, komopvix MOA*CHO
OMHeCmuU KAk K 30He HU3K020 pPUCKA JemdalbHocmu, mak u npomexcymounou [147]. Tax, ¢ PKU
SERAPHIN 63,7% exatouennvix nayuenmos c JIAI' I epynner nonyuanu 6azosyio cneyughuyeckyro
mepanuio, npeumywecmeeHno cuirenaguiom, u 5,4% nayuenmos — mepanuro CuHmemuyecKuMu
ananoeamu npocmayuxiuna (ATX - BO1AC, ammuacpecanmei, kpome cenapuna). Ha gone
KOMOUHUDOBAHHOU — mepanuu ¢ MayumeHmawom™*  puck  HeOIa2ONPpUAMHBIX — COOLIMULL
(cocnumanuzayuu, cmepmo, yxyouwernue mevwenus JIAI, mpancnianmayus/cenmomomust) CHUINCANICS HA
38% (p = 0,009) [188]. B PKH AMBITION npooemoncmpupo8ano CHUdCeHUe pucka cooOblmuti Ha
50% & epynne cmapmosoii KOMOUHUPOBAHHOU mepanuu amopuzeHmanom™* 6 couemanuu c
maoanaguniom#t no cpagHeruio ¢ epynnamu Mmoomepanuu amopuzenmanom™* unu maoanagunrom# (p
< 0,001) [207]. B PKHU GRIPHON puck Hebnazonpuamuulx cobvimuii cuudicanics na 37% 6 epynne
NayueHmos, Noay4asuwux ceiekcunaz 6 oononuenue Kk mepanuu HMP]D-5 u OPA (n = 179) no
CPAasHeHUIo ¢ 2pynnot, noayyasuieil 08olUHY0 Kombounuposarnyio mepanuio (n = 197) (OP = 0,63;
99% JIH 0,39—-1,01) [208]. Humepecen mom ¢paxm, umo puck nebnaconpusmuulx coovimui 3a 30-
mecsunwil nepuood nabnooenus 6 PKU GRIPHON ymenvwanca na 63% y nayuenmos co 11 @K JIAT
Ha one nocredosamenvHoll MpouHoUu mepanuu (n = 55) no cpasueruio ¢ 080UHOU cneyuguueckol
mepanueu (n = 60) (OP = 0,37, 95% /U 0,15-0,95). Cnedyem omoenbHo 0oCcmaHo8UmMbCs HA
pe3yIbmamax NUiIOmMHoO20 00HOYEHMPOBO20 NPOCHEKMUBHO20 HEKOHMPOonupyemo2o ucciedosarnus O.
Sithon ¢ coasmopamu (2014), ¢ komopom 19 «nauswvimy» nayuenmam c JIAL III-1V OK (HUJIAT,

Hacnedocmeennas JIAI, nexapcmeennasn JIAI) nasnauena cmapmoéas KOMOUHUPOBAHHAS mepanus



SNONPOCMEHONIOM 8 COYEeMAaHUlU C NEePOPAbHbIMU Npenapamamu cuioeHaguiom u 6o3eHmanom**,
Tpexnemussn viocusaemocmos nayuenmos cocmasuia 100%, a nepenocumocms uzuueckou HacpysKu

U noxazamenu 2eMOOUHAMUKU OEeMOHCMpPUposalu ycmoudusoe yuyyuienue cnycms 32 + 19 mecaya
neuenus [209].

Yuumuvieas pezynemamovr PKU nocnedonux nem u OaHHble NPOCNEKMUBHBIX MeEHCOVHAPOOHBIX
pecucmpos, 8 2018 200y KenvHcKull KOHCEHCYC IKCNEpmo8 NPedoNCUll HOBbL N0OX00 8 HA3ZHAYeHUU
CMapmosol KOMOUHUPOBAHHOU Mepanuu, CO2IACHO KOMOPOMY 0axice NAYUeHmMam C HUZKUM PUCKOM
NIeManbHOCMU  NOKA3aHa cmapmosas KomounuposanHas mepanus. (Qb6o3HaueHa yenb mepanuu.
cmaobuibHoe docmudiceHue 30Hbl HUu3ko20 pucka nemanvhocmu [9, 10, 147]. Kpome moeo, 6 Hogom
aneopumme JneyeHus nayuenmos c JIAI' npeonosiceno paziuuams NAYUEHMOS8 C «KIACCUYECKUM»

Gernomunom UJIAI u nayuenmos c JIAI' ¢ conymemsyroweii namonozuell.

K «xnaccuueckomy» enomuny  HJIAI moocno ommecmu MONOObIX RAYUEHMO8 C MUNUYHOU
npexanunnaprou JII' 6e3 conymcmeyowei namonoz2uu, moeoa kaxk nayuenmsl ¢ MHJIAI u
conymcmeyroueli namonozueli (apmepuanvias cunepmensus, MBC, caxapmnuviii ouabem, oogicupeHue,
Namonocusl 1e2Kux) — 00bIYHO 100U cmapuieli 6ospacmuou epynnvl. Mmenno ona nayuenmog ¢ UJIAT
cmapuieti 603pacmHuoll 2pynnvl ¢ KOMOPOUOHBIMU COCMOSHUAMU, HECMOMPS. HA PUCKU T1eMAbHOCU, 8
Kauecmee HAuand —CcHeyupuueckol —mepanuu  Modxcem OblmMb  NPEONONHCEHO  UCHONL30BAMD
MOHOmepanuo ¢ nociedyruiell oyeHkKou 3pgekmusHocmu U UHOUBUOYATLHLIM DeuleHUeM O

yenecoobpazHocmu npumenenusi Komounuposanrou mepanuu [10].

Takum 00pa3oMm, CKIAaIbIBAETCS MPEACTABICHHWE O JOCTATOYHO Y3KOW MOMYJSAIAN TAIlMEeHTOB, Y
KOTOPBIX MOXKET paccMaTpUBAThCSl CTAPTOBAs MOHOTEpAIHsl, YTO BIIEPBHIE ObLIO CHOPMYIUPOBAHO B
2019 rony:

o [lanmentrl ¢ WIAI, nacnencrsennoit JIAIL, JIAT Ha ¢oHe mpuema JeKapCTBEHHBIX MPENapaToB C
MOJIOKUTEIBHBIM  Ba30PEAaKTUBHBIM TECTOM, ycCTOWuMBBIM jocTikenuem [-II OK JIADI' u
VIAYYIIEHUEM TeMOJUHAMHYECKHUX TOKa3zaresied (IMpexHUe WM YIy4yllaloluecss 0 CPAaBHEHUIO C
JOCTUTHYTBIMH BO BpeMs IIPOBEICHUS Ba30PEaKTUBHOIO TecTa) yepe3 1 roxg Ha MoHotepanuu bKK;

e [lanuenTsl, nmuTenbHO nonyyaroiue MoHorepanuio bKK (> 5-10 ner) n Haxoasmuecs: cTabuibHO
B 30HE HU3KOI'O PUCKA JIETAJIbHOCTH;

o [lammenter ¢ WJIAI' crapme 75 5ner ¢ MHOTOYMCICHHBIMH (DaKTOpaMH pPHUCKA CEpICUHOMN
HEJ0CTATOYHOCTU C COXPAHHOM COKPAaTUTENIBHON CIOCOOHOCTBIO JIEBOTO Kemyaouka (Bbicokoe AJl,
caxapHbIil 1uabeT, PUOPUIUISIMS NPeaCepaAnil, O)KUPEHUE);

e [lamuenTsl ¢ momo3peHneM min BoicoKor BeposTHOCThI0 BOBJI/JIKT;

e [lTanmentet ¢ JIAI, accoumupoBanHo ¢ BHWY wnm mnoprambHOM TUIIEPTEH3UEN WU
HekopperupoBaHHbiMA BIIC, mockonapky »TH Tpynmbl nanueHToB He Biiawodanncs B PKU co
CTapTOBOM KOMOMHHPOBAHHOU Tepanuei;

o [Taumentsl ¢ serkum teuenueM JIAID (I @K JIAT, JICC 3—4 exn. Byna, cpennee JJIA <30 mm pT. CT.
Y HOpMaJIbHBIE [MOKA3aTeIu IMPABOro KeIyJ0uKa M0 TaHHBIM 3XOKapAuorpadum);

o KoMOuHupoBanHas crneuuduyeckas Tepanusi HEIOCTYIMHA WM MIPOTUBOINOKa3zaHa (Hampumep,

TspKeas narosiorus neuedu) [10].



be3ycnoBHO, KOMOWHHMpOBaHHAs Tepamusi UMEET U CBOM OOpaTHbIe CTOPOHBI B BHUJIE CYMMAIIMH
no00OUHBIX 3()(PEKTOB, MEKIECKAPCTBEHHBIX B3aUMOJCHCTBUA U MPUBEPKEHHOCTU TEpanuu y
MAlMEHTOB, UCXOJHO MMEIOUIUX COMYTCTBYIOILIYIO MAaTOJIOTHIO, IO MOBOAY KOTOPOil OOJIbHBIE MOTYT
nosry4ars 0osbinoe komudecTBo mpemnaparoB [210]. Kpome Toro, Bompochl dapMakodIKOHOMUYECKOM
3G dEeKTUBHOCTH TaKXKe OCTalOTCs HepeleHHbIMU. OCTaeTcsi HesICHBIM, KaKasi TaKTHKa JO0JDKHA ObITh
npeanpuHsaTa B ciiydae Hed(hPekTUBHOCTH MOHOTepanuu. HacTodias crtparerusi BeAeHUs MallMeHTOB
C HEaJIeKBaTHBIM KIMHUYECKUM OTBETOM MPEIyCMAaTPUBAET ICKAJAIUIO yKE€ MMEIOIIEHCsS Tepanuu 3a
cdyeT J00aBleHUsT BTOPOTO M TPEThero crenuduueckoro mpemapara. HewsBecTHO, Kak H3MEHUTCS
Te4eHHe 3a00JIeBaHUs B CIydyae 3aMEHbl Ipernapara OJHOM IpyIIbl IpernapaToM U3 APYyrod TpyIIbl.
VYCcTaHOBIIEHHBIX PEKOMEHAALMM O 3TOMY MOBOAY HET, HECMOTPSl Ha OOHAJCKUBAIOIINE PE3YIbTATHI
PKUM RESPITE no nepexitoueHu0 MalydeHTOB C HEaJeKBaTHBIM KIMHUYECKUM OTBETOM C Tepanuu
cuiaeHadguioM Ha puoruryar** [211]. B oTKpbITOM HEKOHTPOIMPYEMOM KIIMHUYECKOM HCCIIET0BAaHUU
RESPITE 61 nauuent ¢ JIAI' I rpynmet (92% WIIAT), naxomsmmiicst B III @K, Hecmorps Ha
MOJTy4aeMylo Tepamnuio cuiaeHaduiaoMm Oojiee 3 MecAIeB, MEPEeBEICH Ha TEPAINUI0 PUOIUTYaTOM™** ¢
nocienyoumM nepuonom HaOmoneHus. K 24-i1 nemene HaOmiomeHus TONbKO 46% MalMEHTOB
octaBaiiuch B III ®K JIAT, Torna kak 56% manuentos goctun 11 K u 2% namuentos — I ®K JIAT.
Hapsny co camxennem @K, peructpuposanocs yBennuenue auctaniuu B TIIX na 31 £ 63 M (p <
0,01) u cumxenue ypoBHs NT-proBNP B cbiBopoTke kpoBu. OmHAKO ClEAyeT OTMETHTH, uTo 82%
NaIMeHTOB HUCXOAHO OBLIM Ha KOMOMHUpOBaHHOW Tepanuu cuiaeHapuimom u DPA. [lockoibky
pE3yAbTaToOB HCCIEAOBAHUN, OJHOBPEMEHHO CPaBHUBAIOLIUX 3(P(PEKTUBHOCTh M OE30MaCHOCTh BCEX
Tpex DPA HeT, To HHTEpECHBI JaHHBIE MO NEPEKIIOYEHUIO ¢ Tepanuu ogHuM DPA Ha apyroi. Tak, mo
JaHHBIM OJHOIICHTPOBOTO TMPOCIEKTHBHOTO KoropTHoro wucciepoBanus M.T. Politi ¢ coaBropamu
(2017), nepexitouenue ¢ 6o3eHTana™* na manurentan™* 78 mamuentoB ¢ JIAI' I rpynmnel Ha done
0a30BOil Tepanmuu CUIACHAPWIOM M KOMOMHHUPOBAaHHOM Tepanuu CUIACHAPWI + CUHTETUYECKUU
anajor npocranukiauHa (ATX - BO1AC, anmuacpecanmoi, xpome cenapuna) y 21% manueHToB K 12
MecsiaM HaOnmoAeHus 00ecreurnBaIo MOJ0KHUTEIbHBIA dPPEKT B BHUE TOCTOBEPHOIO YMEHBIICHUS
xosruectBa nanueHToB ¢ -1V ®K JIAT (¢ 47,6 no 9,5%, p < 0,01), yBenuuenus auctaniuu B TIIX
(c 348,1 = 75,6 mo 398,0 + 63,7 m, p < 0,001), camkenns ypoBasi BNP B ceiBopoTke KpoBH (¢ 98 (68—
132) mo 78 (62—120) nr/mim, p < 0,01) u Gomee HM3KkKMX 3HaYeHWU TpaHcamuHas (p < 0,001) [212].
AHanoruyHelii pe3ynbTarT ObLI MOJY4YeH B IPOCHEKTUBHOM JBYLIEHTPOBOM HEKOHTPOJIUPYEMOM
uccnenoBanun y 40 mauuentos ¢ JIAI'-BIIC, cpenu xotopsix 40% wmmenu cunapom Jlayna, 75% —
cuHIpoM Di3eHMenrepa u 23% — mpeamecTByonyo Tepanuro cuiaeHadmioM. [Ipu nepexmoueHnun ¢
Tepanuu 603eHTaHOM™* Ha ManuTenTan** nocrosepHo ymensmaics OK JIAT (HI-1V 48%—23%, p =
0,004), canxancs ypoBenb NT-proBNP B ceiBopoTke kpoBu (p = 0,02) u yBenuuusanocs TAPSE (p =
0,002) [213].

o PexkomeHayeTcsi Ha3HAYEHUE TMOCIEA0BATeIbHOM KOMOMHUPOBAHHON crienu(prUieckoil Tepanuu Jjis
JIeYEHUs] TAlMEHTOB C HEIOCTAaTOYHBIM OTBETOM Ha HadalbHYI MoOHOTepanuto [6, 9, 10, 147]
(Tabmuma 13, [punoxenue A3).

« EOKIB (Y115 VYYP )

o PexkomeHayeTcsi HavyaibHas KOMOWMHUpOBAHHAs Tepalus aHTUIEPTEH3UBHBIMHU IIpenaparamu Jyist
neaerust JIAI' mpu BeicokoM pucke netanpHocTu (> 10% B rox) [9, 10, 147, 188, 204-206, 207—
208].



« EOK IIaC (YJUI5 YYPC)

o PexomeHmyeTcs  paccMOTpeTh  BO3MOXKHOCTh  TEPEKIIOUCHHS  Ha  puonuryar**  mpum
Hed(DPEeKTUBHOCTH MOHOTEpanuu cuiaeHaduimom [9, 211].

e EOK ner (Y3 YYPB)

o PexkomeHayeTcsi paccMOTpeTh BO3MOXKHOCTH TEPEKIIOYEHHUS] C OJHOTO Iperapara Ha JApyrod B
paMKax OJHOTO KJjlacca aHTMIEPTEH3UBHBIX MpenaparoB i jeueHus JIAL' uiau Ha eKapCTBEHHBIN
npenapar apyroro kiacca [212, 213].

« He pexomenmyercss paccMarpuBaTh B KadecTBE IIpenapara IEpBOM JIMHUM B  paMKax
MOCJIEA0BATeIbHOM KOMOWHUPOBAHHOW TEpanmuyd y TAIUEHTOB, pPaHEE IOJyYaBIINX TEPAITUIO
cuwiaeHaduiioM,  JIGKQPCTBEHHBIM  mpemapar  OoO3eHTaH** ¢ y4eToM  OCOOCHHOCTEH
MEKJIEKapCTBEHHOTO B3auMonaencTsus [9, 185].

« EOK IIaC (Y112 YYPB)

e PexkoMenpoBaHo HazHadcHHE ManuTeHTaHa** OonbHBIM JIAI, He JOCTHUTAlOIIMM IEJICH JICUCHUS
MIpU Ha3HauYeHHUHM cuiiieHadguna [6, 9, 188].

« EOKIB (Y412 YYPB) nas nauuenrtos II-111 @K

e EOK IIaC (VA3 YYPA) nas nauuentoB IV ®K

o PexomenmoBaHo HazHaueHUEe puonuryara** 6ompHbIM JIAT, He JOCTUTAIONINM IIEeH JICUCHUS TIPH
Ha3zHaueHuH O003eHTaHa** [6, 9, 199, 200].

« EOKIB (Y412 YYPB) nas nauuenrtos II-1I1 ®K

e EOK IIaC (Y13 YYPA) nas nauuenton IV @K

o PexomMeHI0BaHO HAa3HAUCHHE WIIOMPOCTA B MHTAISAIIMOHHON (DopMe 1t KOMOMHUPOBAHHOM Teparmuu
narueHToB ¢ MJIAIL, nacnmemyemoit JIAI, JIAT' Bcmencteue C3CT, JIAI' Ha ¢done mnpuema
JIEKapCTBEHHBIX MpenapatoB u HeonepadenpHo XTIJII [6, 166—168].

« EOKIIbC (Y112 YYPB) nasa nanuenton II-11T ®K

« EOKIIbC (Y112 YYPB) nas nanuenton IV @K

3.3 Xupypruueckoe Jje4eHue

3.3.1 ATpuocentocromMus

B kauectBe maIMAaTUBHOM MeEphl Yy TAIMEHTOB, HAXOMAUIMXCA B JIMCTE OXUIAHUS Ha
TPAHCIUIAHTAIIMIO, MOXHO OOCYXJaTh ajdbTePHATHUBHBIC METONbI JICUCHMs, TaKUE Kak OassioHHas
arpuocentoctomus [214]. 3agaya 3TOro MeToAa — pa3rpy3UTh MpaBble KaMephbl ceplla U YBEIUYUTh
CepleuHblii BBIOPOC 3a CuUeT UIYHTUPOBAaHUS KpOBU crpaBa-HaneBo. OpHako OaoHHas
aTpPUOCENTOCTOMHUS COMPSKEHA C BBICOKMM PHUCKOM MEPUONEPALMOHHOM JETAIBHOCTH U JIOJIKHA
BBITIOJTHATHCS TOJBKO B IIEHTPAX, UMEIOIIUX OMBIT BBIMOJTHEHHUS JAHHOW MPOLEAYpHl y MAIMEHTOB C
JIAT u Tonmbko Ha (GOHE MAKCUMAIbHOW TEpanmuu aHTUIEPTECH3UBHBIMU TMpenaparamu s JCUEHUs
JIAT. [Jlannble MeTaaHanu3a 16 HaOmomaTeabHbIX HccienoBanuit y 204 marueHToB, MEpPeHEeCIInX
OQJIJIOHHYIO aTPUOCENTOCTOMUIO, TPOAEMOHCTPUPOBAIIM CHU)KEHUE JIABJICHUSI B IIPABOM MPEICEpIUn
Ha —2,77 mMm pT. cT. (—3,50; —2,04; p < 0,001) u yBenuueHue cepjieuHoro uHaekca Ha 0,62 J1/MuH/M?
(0,48; 0,75; p < 0,001), Hapsry cO 3HAUUTEJbHBIM CHUKEHHUEM HACBIIICHUS apTEepUaIbLHON KPOBHU

kucioponom Ha —8,45% (—9,93; —6,97; p < 0,001). JlerasibHOCTH B paHHUE CPOKH (10 48 yacoB) mocie



BMemiarenbcTBa coctaBuia 4,8% (1,7%, 0,9%), B cpoku no 30 nueit — 14,6% (8,6%, 21,5%), Torna

Kak B oTajieHHoM riepuone (> 30 aneit) ona nocruria 37,7% (27,9%, 47,9%).

e PexoMeHayeTcss paccMOTpeTh BO3MOXKHOCTH TPOBEACHUS OaITTOHHOU aTpHOCENTOCTOMHUH
nareHtaM ¢ JIAIT @K IV (BO3) npu 4acThIX CHHKOMAJIBHBIX COCTOSHHUSX W/WIN pedpaKkTepHON
IIPABOKEIIYIOYKOBOM CEPIEYHOM HEOCTATOYHOCTH, HECMOTPS Ha NMPOBOJAUMYI0 MEIMKAMEHTO3HYIO
TEpanuo, nepel TPaHCIIAHTALMEN JIETKUX WIIA KOMIUIEKca cepaue-ierkue [6, 214, 215].

« EOKIIbC (Y114 YYPC)

e He pexoMeH10BaHO NpOBeAEHUE OANIOHHON aTpUOCENTOCTOMUU IPU CPEHEM JIABJICHUU B IIPABOM
npeacepauu Beimie 20 MM pT. CT. U caTypamuu kuciaopogom menee 90% B mokoe B cBa3u ¢ 10-
KpaTHBIM YBEJIMYEHUEM pUCKa JIETAIBHOrO Hcxoaa [216].

« EOK ner (YI/12 YYPB)

3.3.2 TpaHCHJIaHTaIII/IH JIETKMX WJIN KOMILJIEKCA CEPAUE-JIETKHUE

[TarueHTOB, HAXOAAIIUXCS B 30HE MPOMEXKYTOYHOTO WM BBICOKOTO PHUCKA, HO HCHBITHIBAIOIINX
yXy/ALIeHWe, HECMOTPS Ha MaKCUMaJbHYI0 MEJIMKAMEHTO3HYI0 TEparnuio AaHTUIepTeH3UBHBIMU
npenaparamu i Jedenus JIADT ciaemyeT CBOEBPEMEHHO KOHCYABTHPOBAaTH Ha  MPEAMET
TPaHCIJIAHTALIUU JIETKUX WM KOMIUIEKCa ceple-Jerkue. 3a mocienHee NecATUIETHE CYIIeCTBEHHO
BbIpOCJIa MEJMaHa BbDKMBAEMOCTU NanueHToB ¢ JIAD' mocne TpaHcmiantauuu jerkux: ¢ 4,1 roga B
1990-1997 rr. no 6,1 roma B 2005-2012 rr. [217]. AHasOoru4yHasi CUTyalMsl CKJIQJbIBACTCS W JUIS
TpaHCIUIAHTAIIMK KOMITJIEKCcAa: MeIraHa BbDKHBaeMOCTH BbIpocia ¢ 1,9 (1982-1991 rr.) mo 5,6 roma
(2002-2012 rr.). Yawe eswvinonnsemca oOunamepaivbHas mMPAHCHAAHMAYUS JIe2KUX. OoHnaxko
BbINCUBAEMOCTNb NOCTIE NPOBEOCHUSL MPAHCHAAHMAYUU OOHO20 UNU O8YX Ne2KUX NPUMEPHO OOUHAKOEA.
Coenacno oannwvim pecucmpa MedcOynapoono2o obwecmea mpancniaumayuu cepoya u i1e2Kux, npu
cunopome DuizenmeHnzepa eciedcmaue npocmvlX NOPOKO8 U0NUPOBAHHAS MPAHCHIIAHMAYUSL 1e2KO20 C
00HOBPEMEHHOU KOppeKyueli NopoKa Moxicem Oblmb Memooom evioopa. Ilpu scenyoouxoswvix oeexmax

Jyuuue ucxoovl Haba0arwmes npu mpancniaHmayuy JIEroIHO-CepIeIHOT0 KoMIuiekca [6, 218].

o PexomeH0BaHa TpaHCIUIAaHTALMs JIETKUX WA TPAHCIUIAHTALMS JIETOYHO-CEPAEYHOrO0 KOMIUIEKCa
nanuentaM ¢ JIAT npu HeapextuBHocTH KOMOMHUpOBaHHOU [6, 10, 217, 218].

« EOK ITaC (YIS YYPC)

o PexoMeHJI0BaHO BKJIIOUaTh B JIUCT OXUAAHUS OWIIaTepalbHON TpAHCIUIAHTAUUU JIETKUX WIN
TPaHCIUIAHTAIIMK JIETOYHO-cepAeuHOro komiiekca OonbHbIX JIADT u HeonepabenbHoit XTOJII ¢
BBICOKUM pPHCKOM  (aTajdbHOTO HKCXOJa TMpU HA3HAUEHWU TPOUHOW KOMOMHHUPOBAHHOU
cneruduyeckoit repanuu [6, 10].

« EOKIIbC (Y5 YYPC)

3.4 UuTeHCUBHAS Tepanus NANUEHTOB ¢ JeKOMIICHCAIUEH JIETOYHOM
apTepUaAIbHON THIIEPTEH3UH

CHUMIITOMBI TSKEJION MPaBOXKETyIOYKOBOM CEpIeYHON HEeI0CTaToOYyHOCTU (TepudepruecKre OTEKH,

aHacapka, acIlUT) B COYETAaHUU C CHUCTEMHOW THUIIOTOHHEH, TaxuKapauen, OJICTHOCThIO KOXKHBIX



MOKPOBOB WJIM ITMAHO30M, OOIIEH cIab0CThI0 U TPECHUHKOMAIBLHBIMU COCTOSHUSIMH Pa3BHBAIOTCS
00bI4HO TipH TspKENo JIADT U sABISIOTCS MOKa3aHUEM AJis JICUEHHUS B MaJlaTe MHTEHCUBHOM TEpPAIUU.
[IpaBokenynoukoBasi cep/iedHasi HeJJOCTATOUHOCTh MOXKET OBbITh CIEACTBUEM KaK CUCTOIMYECKOMU, TaK
M JMACTOJIMYECKON MUCQYHKIMHU TMPaBOro skemymouka. [Ipu cuctonmueckoi AMCHYHKIIUU TPABOTO
KEJIyJI0uKa B MIEPBYIO OUEpE/lb CTPAIa€T HAMOJIHEHHE JIEBOTO JKEIY/I0uKa U CepAEeUHbI BBIOpOC, TOrna
KaK MpHU AUACTOJIMYECKON ero MUC(HYHKIMH JOMUHHUPYIOT MPU3HAKA BEHO3HOTO 3aCTOS M0 OOJbIIOMY
Kpyry KpoBooOpaieHusi. 11 B Tom, 1 B Ipyrom ciiydae BO3HUKAET MOJUOpPraHHas HEIOCTAaTOYHOCTDH C
MPEUMYIIECTBEHHBIM MOPAKEHUEM TE€YEHU, MTOYEK M KUIIeUyHHUKa. [lalMeHT ¢ JeKOMIEeHCUPOBAaHHOMN
JIAT' HyxJaercs BO BCECTOPOHHEM OOCIEAOBAHMM C HCKIIOYEHHUEM MOAU(GULHUPYEMBIX IMPUYMH,
KOTOpbIE cTayid Tpurrepamu yxyamieHus JIAI, Takux Kak UHTEpKyppeHTHas MHQEKLUs, yXyAlleHue
TEUYEHUSI COIMYTCTBYIOIICH MAaTOJOTHH, aHEMHUYECKUW CHHIPOM, HAPYIICHUS PUTMA/TIPOBOIUMOCTH,

ocTpast TpoM00IMO0IIHS JIETOYHOM apTepuu, MoOoUHbIE 3(PPEKTH IekapcTBeHHON Tepanuu [219].

o Pexomenayercs rocnuranusanus B OTACICHUE NHTEHCUBHOU Tepanuu nanuentam ¢ JII' ¢ gactoron
CepIIeYHBIX COoKparieHuii > 110 ymapoB/MuH, HU3KMM CHCTEMHBIM JaBiieHneM (cuctommueckoe A/l
< 90 MM pT. CT.), OJIUTOypUEl M TOBBIIICHHBIM YPOBHEM JaKTaTa BCJEACTBUE COIYTCTBYIOIIEH
MaToJIOTUH WM Oe3 Hee [6, 219, 220].

e EOKIIaC (YA 5 YYP C) aast nanuentoB IV ®K

e PexkoMeHyeTCss TOCTaHOBKAa LIEHTPAJIbHOTO BEHO3HOIO KareTepa B TskenbiX ciydasx JIAD s
KOHTPOJIS 1aBJICHUsI HANIOJIHEHHUS MPaBbIX KaMep ceplia Mpy MpoBeAeHUHN UH(PY3MOHHOM Teparuu u
aJI€KBaTHOTO JO3WPOBAHUS IETIEBBIX THUYPETUKOB, a TAK¥KE JJISI OLUEHKU CaTypalHH [0 KUCIOPOLY
CMEIIAaHHOW BEHO3HOW KpOBHM, YPOBEHb KOTOPOW XapaKTepU3yeT CEpACYHBIM BBHIOpOC U
OKCHUTEHAIIMIO OpraHoB/TkaHei [220].

o« EOK ner (YIS YYPC)

o Pexkomenayercsi paccmorperh Bo3MokHOCTh UBKC wim mcnonb3oBaHWe OPYTrUX YCTPOMCTB AJIS
MOHHUTOPUPOBAHUS COCTOSIHHSI OOJILHOTO Y TIAIMEHTOB C TSKEIION MPaBOXKETyIOYKOBON CEpIeTHON
HEJIOCTAaTOYHOCTBIO U B CII0KHOM KIIMHUYECKOW cuTyanuu [6, 219, 220].

e EOK ner (Y5 YYPC)

e PekoMeHIyeTCss Ha3Hau€HHE AaJpPEHO- M JIONAMHH-CTUMYJSATOPOB Y TMALHMEHTOB C CHCTEMHOMN
TUIIOTEH3UEH JIJIs1 KOPPEKIMU FeMOJIMHAMUYECKUX Hapy1ieHu# [6, 220].

« EOKIC (YAA5 YYPC) nas nauuentos IV ®K

o Pexomennyercs HasHaueHue HopanuHeppmHA** manmentam ¢ JIIT 118 KOppekmwM CHCTEMHOM
TUTMOTEH3WH W HapylleHWd mepdy3un >KMU3HEHHO Ba)XHBIX OPTaHOB, pe(dpakTepHBIX K IPYTrUM
MHOTPOIHBIM Ipernaparam [343].

« EOKIIbB (VA15 YYPC)

e PexkomeHayeTcsi UCIONb30BaTh AAPEHO- U JOMAMUH-CTUMYJIATOPHl U MPOYUE KAPAHMOTOHUYECKHUE
npenapatsl (moOyTamMuH**, TIeBOCUMEHIaH™*) Isl ONTHMHU3AITUHN CEPJICTHOTO BEIOpOCa U AUype3a y
naruenToB ¢ JII' [6, 219, 220].

e EOK ner (Y5 YYPC)

e PekomeHayeTCss ISl YMEHBIIEHHUS TOCTHAarpy3kd IMpaBOro xemayaodyka y mnamueHtoB ¢ JII
MCIIOJIb30BaTh CHENU(UUYECKYIO0 TEpalH0 aHTUIIEPTEH3UBHBIMU NIpenaparaMu A jeuenus JIAL u
uHrapsanuua NO [6, 219, 220].

e EOK ner (Y5 YYPC)



e PekoMEHJI0BaHO paccMOTPeTb BO3MOXKHOCTh TpuMeHeHuss OKMO B kadecTBE BpEMEHHOM
NOJJEPKKU TMepe]] TpaHCIUIAHTAUMEH JETKUX WM IPU O0XKHIAeMOM Ppa3pelieHUd TPUITEPHOU
CUTyallld, 3allyCTUBLIEH JEKOMIIEHCALMIO 3a0o0JieBaHWsA, y MAIMEHTOB C pedpaKTepHOi
MIPABOXKEITYIOUKOBOM CEpPACUYHON HEIOCTATOYHOCTHIO, HAPAMY C MaKCUMAalbHOU crenuduueckoin
tepanuei JIAI' [6, 219, 220].

« EOK ner (Y15 YYPC)

e He pexkomMeHIOBaHO NPUMEHEHHE METOJOB MEXAaHWYECKOW MOAJECPKKM NAalUEHTaM B Clydasx
HEBO3MOKHOCTH yCTpaHEHUs NpUUUHbI AekoMmneHcaunu JIAIT uau BeINOJHEHUS] TPAHCIUIAHTALIMU
JIETKUX BBUY HAJIMUYUS MPOTUBOINOKa3aHui [220].

« EOK (YIS YYPC)

ANropuT™M BBIOOpaA ONTUMAJIBHOM TAaKTUKH JieueHus: nanueHtoB ¢ JIAIT mpeacTtaBieH Ha pucyHke 2 B

npuiokeHuu b.

3.5.1 Jlerounasi aprepuajibHasi THNEPTEH3HUsl, ACCOMHUPOBAHHASL C BPOXKIAEHHBIMH MOPOKAMU

cepana

Brinensror Heckonbko BapuanToB TeueHus JIAIT y manuentoB ¢ BIIC, umerommx cucTeEMHO-JIETOYHbIE

myHThl [70]:

. cunnpom DiizeHMeHTepa, KOTOPBI OOBIYHO pa3BUBAETCSA Y MAIMEHTOB C KPYIMHBIMHU JieeKTaMu
(medexT MexmpeacepaHoN MEeperopoaku > 2 cM, AePEKT MEeXKEITyJOYKOBOU Meperopoaku > 1
CM), XapakTepHU3yeTcsd U3MEHEHUEM HAIpPABIICHUS LIYHTA CIpaBa HAJIEBO WJIU JABYHAIIPaBICHHBIM
LIYHTUPOBAHUEM KPOBH, COIPOBOXKIAETCSA IMAHO30M U BTOPUYHBIM PUTPOLIUTO30M.

I1. JIAT y nmanueHTOB ¢ KpYIMHBIMH U CpeHUMU AedEKTaMHU, C JIEBO-TIPABBIM IITYHTUPOBAHUEM KPOBH,
C HOPMAJIBHBIM YPOBHEM CaTypaluy apTePUAIBHON KPOBH 10 KUCIOPOAY.
III. JIAT npu menkux aedexrax (JAMIII < 2,0 cm, IMXKII < 1,0 cm);
IV. JIAT nocne xoppekiuu BIIC u npu 0TCyTCTBHHM BHOBB BBISIBICHHBIX IIOPOKOB MJIM PE3UAYaJTIbHBIX

ne(deKToB.

Pacnpocrpanennocts JIAI, accoumupoBannoii ¢ BIIC, mupoko BapeupyeT — oT 4,2% 1o AaHHBIM
peructpa BIIC no 28% mo pe3ynbraraM KOTOPTHBIX UCCIEIOBAHUN CHEHHATU3UPOBAHHBIX IIEHTPOB.
Cunnmpom DizeHmeHrepa, kak kpaitauii BapuaHT JIAIL, Bctpewaercs B 0,001% oOmielt momynsauu
Hacenenud u 'y 1,1-12,3% nanuentoB ¢ BIIC. KomnuectBo manuentoB ¢ BIIC u JIAI' HeykiioHHO
pacret u 6onee 74% MarMeHToB ¢ CHHAPOMOM DI3eHMEHTepa JO0CTUTar0T Bo3pacta 50 ser [222]. s
MalMEeHTOB C CHUHIPOMOM Oi3eHMeHrepa, Hapsay ¢ onplmkod npu @PH, XapakTepHbl IMAHO3,
KOMIIEHCATOPHBIM BTOPUYHBIA IPUTPOLIUTO3, TPOMOOIIUTONICHHSI, TPOMOOIMOOIHS JIETOYHON apTepun
U JIETOYHBbIE KPOBOTEUEHHUS, LI€pEeOPOBACKYIIAPHBIE OCIOKHEHUS, UH(PEKIMOHHBIA SHIOKApIUT, a Ha
MO3HUX CTAUAX 3a00JIeBaHUS — MTOJIMOPTraHHbIe HapyIIeHus. TeM He MeHee, HECMOTpsI Ha ITUTEIHHO
cymecTtBytouyto JIAL, TpexjieTHsis BbDKMBAEMOCTh NAIMEHTOB C CHUHAPOMOM OW3eHMEHrepa
cylecTBeHHO Bbille (85%), uem y nauuentoB ¢ JIAI' nocne koppexkunn BIIC u y nauuentos ¢ MJIAT
(68%), 4TO, BEPOSATHO, CBSA3AHO C XOPOIIEH COKPATUTEIBHOU CIOCOOHOCTHIO THUTIEPTPOPUPOBAHHOTO
MPaBOT0 JKEJyJlouKa W CYIIECTBOBAHHUEM IPABO-JIEBOT0 IIYHTA, PA3rpy’Karollero MpaBble OTHENbI

cepaia 1 o0ecrneurnBaroIero aJIeKBaTHbIN cep/ieuHbIi BhIOpoc [348].



o Pexomenmyercs mpoBoauTh oOcienoBanue manueHToB ¢ JIAI' Ha ¢one BIIC mo cranmaptHOMY
JUAarHOCTUYECKOMY alroputMmy nauueHToB ¢ JII' ¢ 00s3aTeIbHBIM UCIIOJIB30BAHUEM COBPEMEHHBIX
Br3yanmusupyommx MmetogoB (MCKT, MPT) u 3ouaupoBanus kamep cepama [6, 43, 70, 71].

e EOK ner (VI 5, YYP C)

e PexomeHnyercs mpoBOIUTH MYITbCOKCUMETPHUIO B MOKOE M MU (HU3NYECKON HArpy3Ke MalueHTaM ¢
JIAT Ha ¢one BIIC ais onieHKH HanpaBI€HHOCTH CUCTEMHO-JIeroyHoro myHra [70, 71].

e EOK ner (Y15 YYPC)

o PexoMeHayeTcss MpOBOAWTH 30HAMpPOBaHME Kamep cepana nanuentam ¢ BIIC mns ompenenenus
creneHu TspkecT JII, yTouHEeHUs: ee reMOJMHAMUYECKOTO BapUaHTa U OIpENeSeHUsl MOKa3aHuil K
XUpYyprudeckoit koppekuud [6, 12, 43,70, 71, 101-114].

« EOKIC (Y43 YYPB)

e PexkomeHayeTcsi MpOBOAUTH OLEHKY JerodHoro (Qp) u cucremHoro (QQs) KpoBOTOKAa TOJBKO C
ITOMOILBIO MIPSMOTO My HernpsiMoro Meroaa ®duxa [70, 223].

e EOK ner (Y15 YYPC)

o Pexomenayercs xupyprudeckas koppekuus BIIC mammentam c¢ mpeobinagaHMeM CHCTEMHO-
nerounoro Hampaeienus uwynta (Qp/Qs > 1,5:1), ecnmu muzekc JICC < 4 enByma*wm?’, a
coorromenue JICC/OIICC < 0,3 [6, 70, 71, 223].

« EOK IIaC (Y45 YYPCO)

e He pexomennyercst xupypruueckas koppekuuss BIIC namumentam ¢ mpeoOnagaHueM CHCTEMHO-
nerounoro Hampaenenus urynta (Qp/Qs > 1,5:1), ecnmu mumexkc JICC > 8 enByma*wm?, a
coorromenue JICC/OIICC > 0,5 [6, 70, 71, 223].

« EOK IIaC (Y45 YYPCO)

o PexoMeHIyeTcsi  pacCMOTPETb  BO3MOXHOCTb  BBIIOJIHEHWS ~ ONEpalid € HEHOJHBIM
(beHnecTpupoOBaHHBIM) 3aKPBHITUEM IITyHTA MalMEHTaM C MpeodaagaHueM CHUCTEMHO-JIETOYHOTO
nanpasinenns mynTa (Qp/Qs > 1,5:1), umerommm nnaneke JICC 4-8 ex.Byma*m? u cooTHOIICHHE
JICC/OIICC = 0,3-0,5, mocne 1oo6cneoBaHus B OKCIIEPTHBIX LIEHTpax [224, 225, 226, 227].

e EOK ner (Y114 YYPC)

e He pexomeHmyeTcss MOBTOpPHOE 30HAMPOBAHHE KaMep Cepjla y MalueHTOB C CHHIPOMOM
Dil3eHMeHrepa, €ciii NepBOHAYAIbHOE 30HIUPOBAHUE MTOATBEPANIIO AUarHos [70].

o EOK ner (YA15 YYPC)

o PexomeHnmyeTcs NOBTOpPHOE 30HAMPOBAHME KaMep cepilla y MNalUeHTOB C CHUHAPOMOM
Dii3eHMEHTepa, €CIM TUArHO3 BBI3BIBAET COMHEHHS WM B KIMHUYECKOW KapTHUHE MPOU3OILIN
CyllleCTBEHHbIE u3MeHeHus [70].

o EOK ner (VIS VYPC)

Kommenmapuu: Ogpgpexmusnocmov mepanuu BKK, uneubumopamu AllD onn newenus JIAI y
nayueumog ¢ cunopomom OuzenmeHeepa He Ookazana. K coocanenuro, umgopmayuu 06
appexmugHocmu cneyuguyeckux aHeunepmeH3usHulx npenapamos o1s aedenus JIAI'y nayuenmos c
cunopomom duizenmeHneepa no pesyromamam PKH makowce docmamouno mano. B nacmosawee 8pems
monvko 08a ucciedosanus BREATH-5 ¢ ucnonvzosanuem bozenmana™* u MAESTRO ¢ npumenenuem
mayumenmana** cneyuanvbHo CHIAGHUPOBAHbI Ol NAYUEHMO8 ¢ CUHOpomom iizeHmeHneepa. B
uccneoosarnuu BREATH-5 ommeueno docmoseproe yeenuuenue oucmanyuu npoxodicoenus: 6 TIIIX,

VIyYuleHue napamempos 2eMOOUHAMUKU K Yemeepmomy MeCayy UCCLe008aHUs, YMO U NOCIYHCULO



OCHOBAHUEM O/ 8KIIOYeHUs Oo3eHmana™* cpedu ecex npouux cneyupuueckux aHeunepmeH3UHbIX
npenapamog ons nedenus JIAI' 6 cnucox 1ekapcmeenHvlx cpeocme, peKoMeHOYemMblX Ol NAYUEHMO8 C
cunopomom Juzenmeneepa Il @K (EOK IB, YVYP A, VI/[2) [6, 228]. Pesynomamvr PKU MAESTRO c
UCNONb308aHUEM MayumeHmana™** y nayuenmog ¢ cunopomom Juzenmenzepa (2pynna nayuenmos Ha
mepanuu mayumenmaunom™* n = 114 npomue epynnwi niayebo n = 112) ne nokasanu ynyyuieHus
nepenocumocmu gusuueckoul Hazpysku K 16-i neoene mepanuu [229]. Oonaxo nonynsayus nayueHmos
6 uccredosanuu Ovlia Kpaune pazHOPOOHOU NO YEeIOMY CHheKmpy nokazameneu (8Knouenue 6
uccnedoBaHue HaApasHe cO 63pPOCAbIMU NAYUEHMO8 6 ozpacme 00 16 jnem, 06oIbUIOE KOAUUECTNBO
NAYUEHMO8 CO CILONCHBLIMU BPONCOEHHBIMU NOPOKAMU, CUHOPOMOM [layna, nayueHmos ¢ paziuyHoll
pacoeoii NpuHAOIEeHCHOCMbIO), UMO, BO3MONCHO, U CMANO NPUYUHOU OOCPOUHO2O 3A8ePUIeHUS

UCc1e008aHus N0 NPU4UHe HeOOCMAamouHoU dhhexmusHocmu ucciedyemozo npenapama.

e PexoMeHJ10BaHO Ha3HaueHue Oo3eHTaHa™™ manueHtam c cuHapomoMm Oifzenmenrepa Il K ans
yIayqieHus: GU3ndeckor paboToCIOCOOHOCTH U TEMOIMHAMHYECKHX MTOKa3aTenei [6, 228].

« EOKIB (YI12 YYPB)

e PexoMeHI0BaHO Ha3HAY€HHWE Tepanuu cuiaeHaduiaoMm, wionpoctoM u apyrumu OPA; kpome
O0o3eHTtaHa**, mauuentam c¢ cunapomoM Oizenmenrepa III ®K g ynydmenus ¢usndeckon
paboTOCIIOCOOHOCTH M TEMOTMHAMUYECKHUX TIOKa3arenei [6, 228].

« EOK IIaB (Y114 YYPC)

3.5.2 Jlerounas aprepuajibHasi TUNEPTEH3Us], ACCOIMUPOBAHHAS ¢ CHCTEMHBIMHU 3200J1eBAHUSIMU

COCIUHUTEJILHON TKAHU

C3CT B 24% cnydaeB crtaHOBATCS NpuunMHOM pa3BuTus npexanwsuisipHon JII' [230]. Tlo naHHBIM
paznuyHbiX aBTOpoB BcTpedaeMocTh JIAIT y mammentoB ¢ CCJl cocrtabmser 5-12% [231, 232], ¢
CUCTEMHOW KpacHOU Bom4aHKou — 14%, co cMeIIaHHbIM 3a00JIeBaHIEM COCIUHUTEILHON TKaH! — 21—
29% [233]. Haubonee yactoit npuuunoit pazsutus JIAT sBusercs CCH. Mexanusmbl popmMupoBaHus
JI' y mamumentoB ¢ CCJl pa3HooOpa3Hbl W MOTYT OBITH OOYCJIOBIEHBI HMHTEPCTUIIUATHHBIM
MOpaXEHUEM JIETKUX, AUACTONMYECKON IUC]YHKIMEH JeBoro jxkemygodka Ha ¢oHe (GuOpo3HbIX
U3MEHEHU MHOKapa, Npoiu(epaTUBHON BacKyJoNaThe JIETKUX C HW3MEHEHHEM KaK MEJKHX
aprepuon, Tak u Benyn MKK ¢ dbopmupoBanuem denorumna, xapakrepuoro mis BOBJI [234]. Ilo
nanabM peructpa PHAROS (Pulmonary Hypertension Assessment and Recognition of Outcomes in
Scleroderma) y 71 marnenta ¢ JII' u3 237 mauuentoB ¢ CCIl B 69% ciyuaeB peructpuponanacs JIAT,
y 10% mnamuentoB — JIBI' u B 21% cnyuaeB — JII, oOycnoBnenHass UHTepCTUIMATBHBIM (HUOpO30M
nerkux Ha ¢one CCJ [235, 236]. Ilpm muddysnoir dopme CCI| JII' gactro oOycrioBieHa
WHTEPCTUIIMAIBHBIM TIOPAKEHUEM JIETKUX, TOT/a KaK y MaIMeHToB ¢ JuMuTtupoBanHou (opmoii CC/J
JII' popmupyercsa BeaeacTBue nopaxkeHus cocynoB yerkux [237]. BOBJI na ¢pone C3CT naubonee
4acTO HAOMIONAETCs Y MAIMEHTOB C JINMUTUPOBAHHOW (POPMOM U MPU UHTEPCTUIIUATBHOM MOPAKESHUH
nerkux Ha (one auddy3non dopmer CCJ [238]. Takoe pasHooOpazne MexaHU3MOB (DOPMHUPOBAHUS
JII' TpeOyeT CHCTEMHOTO TMOAXOAAa B JAMAarHOCTUKE W MOXKET CYIIECTBEHHO 3aTPyIHATH MOAOOp
3¢ (deKTUBHON Tepanuu. AKTyalbHOCTb CBOEBPEMEHHOW NUAarHOCTUKU U jedenus JII' y mamueHToB c
C3CT obycnoneHa, Ipexae BCEro, KpailHe HEONaronpusiTHBIM MPOTHO30M JaXke MPHU MPOBEICHUU
3 deKTHBHOW 0a3UCHON Tepanmuu OCHOBHOTO 3a00J€BaHUS W HCIOJNB30BAaHUS BCETO apceHala

cnenuduueckux mnpenaparoB ans jedeHus JIAD [234]. Ilpu cpaBHenuu c nanuentamu ¢ WIJIAT



roJMyHasi BbLbkKuBaeMocTh naiueHToB ¢ JIAI, acconuupoBanHoi ¢ C3CT, mo JaHHBIM aMEpPHUKaHCKOTO
peructpa REVEAL, cymecrBenno Hmxke: 93 nporus 86%, coorBerctBeHHo (p < 0,0001) [239]. Jdaxe
Py OTHOCUTEIBHO OJNAroNMpUATHBIX TE€MOJMHAMUYECKHX TMOKa3zarensix mnamueHTsl ¢ JIAT,
accoruupoBanHor ¢ C3CT, wame wMmenw TnepuKapAuaabHBIN BBIOT, Oonee Hu3kyro DLCO (44,9
npotuB 63,6% npomxHoro y mnamueHtoB WJIAIL, p <0,0001) u ¢usmyeckyro akTUBHOCTb. Takum
oOpazom, nosienue JII' y nanuento ¢ C3CT MokHO paccMarpuBaTh Kak HE3aBUCUMBIN MPEAUKTOP
HEONaronpusTHOTO HMCXOMa, Hapsaay ¢ MHEBMOMUOPO3OM U CKJIEPOAECPMUUYECKUMU TMOYCUHBIMU

KpU3aMH.

e PexoMeHJIyeTcs eKeroJJHOe CKPUHUHIOBOE BBIMOJIHEHHE 3XOKapAHOrpauu B MOKOE, UCCIIEIOBAaHUE
muPy3noHHON CIOCOOHOCTH JIETKUX WM HCCIEIOBaHHWE YPOBHS N-TEpMHHAIBHOTO (parMeHTa
HaTpuilypetrudeckoro npormentuaa Mo3roBoro (NT-proBNP) B kpoBHu BceM mariueHTaMm ¢ CUCTEMHOMN
CKJIEpOZIEpMUE ¢ 1IeNbl0 paHHero BbiaBieHus JII, B T. 4. u npu orcyrcrBun cumnromaruku JII' [6,
230-233, 235-237, 239].

« EOKIC (YAA5 YYPC)

CoBpeMeHHbIE PEKOMEHAALMU [0 HAMNPABICHUIO MAlMEHTOB HAa KaTETEPU3ALMI0 CepAla C LEJbI0
Bepudukanmmm JII' orpaboransl Ha manmuentax ¢ MJIAIL, torma kak JIAI' mpm acconmmpoBaHHBIX
3a00JIEBaHUSIX M COCTOSIHMSIX MOMKET HMETh CBOM OCOOCHHOCTH. YUMTBHIBasi MHOTO(AKTOPHOCTH
NOBBIIIECHUST JABJIEHUs B JIETOYHOM aprepuu y nanueHToB ¢ CCJl M HHU3KYyIO HX BBDKHBAEMOCTb,
BEJIETCS TIOMCK JIOTMOJIHUTEIBHBIX (DaKTOPOB, KOTOpbIe Obl MO3BONWIM auarHocTupoBaTh JIAD kak
MOXXHO paHbliie. B 3Toii cBsi3u 1y pemieHus Bompoca o Heobxomumoctn UBKC mpenioxeHo nBa
anroput™Ma panHeil auarnoctuku JIAT, acconuuposannoit ¢ CC/I. IlepBslii anroputm, NpeayioxkKeHHbIN
B uccienoBannn PHAROS, ocHoBan Ha orenke gaHHbix cnuporpaduu u DLCO: cooTHomieHue
dopcupoBanHol xku3HeHHON eMkocTH Jerkux / DLCO > 1,6; DLCO < 55% mnpu ¢dopcupoBaHHOMA
KU3HEHHOM €MKOCTU Jierkux < 65% B cOYeTaHWU C OTCYTCTBHUEM IPU3HAKOB MHTEPCTULAAIBLHOTO
NOpaXXEHUsI JIETKUX IO JaHHBIM KOMIBIOTEPHOW TOMOTpaduu; pacueTHOE [aBJIEHHE B IPABOM
xenynouke > 35 mMm pr. cT. [237]. Bropoit anroputm npemiioxkeH B ucciaegoBanuu DETECT s
MaIlMeHTOB, CTpanarmux JuMuTupoBanHoi ¢Gopmoit CCJl B TeueHue He meHee 3 neT. [luarHoctuka
OCHOBBIBAJIACh HAa OIIEHKE COOTHOIIEHUS (OpCUpOBaHHOW *)u3HeHHOW eMkocT Jerkux / DLCO,
HAJIMYMSA TEJICAHTMIKTa3uM, aHTUTEN K LeHTpoMepaMm, ypoBHs NT-proBNP u moueBon KuCIIOTHI, a
TaKkke Ha OTKJIOHEHMM JJIeKTpuueckol ocu BrpaBo Ha OKI, mmomaau mnpaBoro mnpencepaus u
CKOPOCTH TPUKYyCHUAAJIBHOW pEeryprutaiuy 10 JaHHBIM 9xokapauorpadbum [240, 241].

OrtpunarenpHas npeacKka3arenbHas LEHHOCTh JaHHOTO alropurma coctaBmia 4%.

o Pexomennyercs nposenenue UBKC Bo Bcex ciywasx mogo3peHusi Ha JIAIL, accoUMMPOBaHHYIO C
C3CT [6, 231, 235, 237-241].
« EOKIC (YAA3 YYPC)

Cpenu nmanuenToB ¢ JIAI'-C3CT nonoxurenbHbI Ba3opeakTHUBHBIA TecT HaOmomaercs B MeHee 1%
Clly4acB, II09TOMY OLieHKa BazopeakTuBHOCTU BO BpeMms UBKC y maHHON kareropuu manueHTOB HE
npoBoauTcs U, coorBeTcTBeHHO, bBKK mns neuenus JIAIT ve ucnons3yror. B GoibmnHCTBE ciyyaes

BKK npuMeHstoT TOJIbKO B KaYECTBE TEpaAnuu CuHApoma PelHo.



e PexoMeHyeTcst pacCMOTpeTh BOBMOXKHOCTh HazHadeHUss HAK B uHAMBUAYaTbHOM MOPSIAKE U TIPH
HaJIMYUU CKJIOHHOCTH K TpoMOodunuu nanueHtaMm ¢ JIAI, accoruupoannoi ¢ C3CT [6, 237, 239,
240, 241].

« EOK IIbC (YOS5 YYPC)

[MTamentet ¢ C3CT npuHumanu ywactue BO Bcex OcHOBHbIX PKM co Bcemum rpynnamu
cnemuuyecknx mnpemnaparoB. Hasnauenue crnenupuueckoit tepanmuu JIAIT GompubeiM ¢ CCJ
MO3BOJIMJIO YBEIUYUTh TPEXJIETHIOIO BBDKUBAEMOCTh MAaUUEHTOB ¢ 45 10 56%. OgHako KOJIMYECTBO
yuactBytouux B PKW mnanmentoB ¢ JIAT-C3CT HeconmocTaBUMO MEHbILIE [0 CPaBHEHHUIO C
konnyectBoM WJIAT-manmentoB. PKU, mocpsiieHHble oleHKe crenupuyeckoil Tepanud B TpyIie
namuentoB ¢ JIAI'-C3CT, B Hacrosilee BpeMsi OTCYTCTBYIOT. DTO HMMEET OINpPECICHHOE 3HAa4YeHUE,
nockoibKy manueHtsl ¢ C3CT Oosee crapuiero Bo3pacTa YacTO HUMEIOT CKEJIETHO-MBIIIECYHbIE
npoOJieMbl M CONMYTCTBYIOLLYIO IaTOJIOTHUIO, YTO OrPaHUYMBAET BBIMNOJIHEHUE W WHTEPIPETALMIO
Harpy304HbIX MP00. ITU 0COOEHHOCTH OTPA3WINCh Ha pesyabrarax Kparkocpounbsix PKU, roe ogHoi
n3 koHeuHbiX Todek Obu1 TILIX. Tak, y mamuentoB ¢ JIAI'-C3CT ormeuasncs MEHBIIMA MPUPOCT
muctaniimu B TIIX no cpaBHenuto ¢ 6onbHbiMU ¢ WJIAI. B »TOM CcBA3M pe3ynbrarbl MOCIEIHUX
nonrocpounbix PKHM SERAPHIN u GRIPHON [202], onieHuBarommx KOMOMHUPOBAHHYIO KOHEUHYIO
TOYKY B BHJIE 3200J1€Ba€MOCTH, JIETATbHOCTH, MPECTABISIOT 0COOBIN MHTEPEC B KOTOPTE MAIUEHTOB C
JIAT-C3CT. Ho cnenyet uMeth B BUAY, uTo rpynna nanueHToB ¢ JIAT-C3CT, npuHuMaBIIUX y4yacTue
B PKU, toxxe HeomHoponHa. Teuenue 3abosneBaHusi, nopaxeHue opraHoB (yierkue, cepaue, BOBJI),
CONMYTCTBYIOIIAsl TEPANHsl U OCIOKHEHUS MOTYT CYIIECTBEHHO PA3IuyarbCsi MEXKIY IMMALUEHTaMH C
CKB, CC n apyrumu C3CT. B 6oasmuacTBe PKM maronorus aerkux MCKIIOYaaach Ha OCHOBAHUHU
JAHHBIX UCCleI0BaHus (PyHKIIUU BHEIIHETO JpIxaHus, Torjaa kak BeinoaHeHne MCKT rpynHoit knetku
Uil uckioueHus: pubposa/smdpusemsl Jierkux He Tpedosanock. Kpome Ttoro, y manuentoB ¢ C3CT
4acTO MOPa)XarTcs JIEBbIE KaMephl CEPALA, YTO 3HAYUTENBHO YXYAIIAET MPOTrHO3 y manueHToB ¢ JII'-
C3CT [108]. Tak, mo mamabpiM B. D. Fox ¢ coaBropamu okxomno 2/3 marmuentoB ¢ JIAI-CCJ] umeror
noctkanwusipuyto JII, kotopas BeisiBasiercs npu ouenke JI3JIA, Ho Tonbko B 1/3 ciiyyaeB BeHO3Has
JI' Bepudunmpyercss npu uHBazuBHoM umepenun K/ JIK (14%) wnu Bomuoit Harpyske (17%)
[242]. Kpome Toro, y yactu nanueHtoB ¢ CC/ JIAI' moxxketr umets uepthl BOBJI. B myGnukanuu S.
Gunter ¢ coaBropamu (2012) y 60% mnauuenroB ¢ JIAI'-CCJI, HanpaBieHHbIX HAa TPaHCIUIAHTALIMIO
nerkux, no gauHbIM MCKT oOnapyxuBanucek 2 u 6onee npusnakoB BOBJI, uro accouunponanocs ¢
pazsutueMm B 50% ciiydaeB oTeka JieTKUX Ha (oHe crenuduyecKkoil Teparuyd aHTUNEPTEH3UBHBIMU
npemapatamu ais jnedeHus JIAIT u OpicTpoii cmepthio [243]. Bo3mMoxHO, A7 TOTO 4TOOBI OLIEHUTH
BiusiHue crnenuduyeckoir tepanuu B rpymnme JIAI'-C3CT, TpeOyercs Oosnee TiiarenbHbId OTOOP
MAIMEHTOB C CO3JaHUEM OJHOPOAHOM TPYyIIbl WIH CO3JaHue oTaelbHoro mnporokona PKU nns
namuenToB ¢ C3CT. AHanu3 Takoi OAHOPOAHOM rpyniibl nanueHToB ¢ JIAIT mo3BoIUIT OT€YECTBEHHBIM
aBTopam  cdopmynmupoBars  koHHenuuio  JIAT-accormumpoBaHHOrO  (PEeHOTHIIA  CHCTEMHOI
ckieponepmun [345]. IlpusHakamu CUCTEMHOU CKIIEpOAEPMUU, B3UMOCBsI3aHHbIMU C JIAT, sBisitoTCA
JUTUTENbHOE TeueHune 3aboneBanus 10 pa3sutus JIAL (Oonee 12 neT ot mepBhIX MPU3HAKOB CUHIPOMA
PeliHO), MUHHManbHO BBIPAXXCHHOE YIUIOTHEHHE KOXKHU WIM €ro OTCYTCTBUE (BHUCLEpAJIbHAL
CKJIEPOAECPMHUsl), HAJIUYUE TEJICAHTUIKTA3UM, MOBBIIMICHUE YPOBHEW MOYEBON KHUCIIOThI, HAJIU4UE
AHTUIEHTPOMEPHBIX AHTUTEN, OTCYTCTBHE aHTUTEN K Tornouzomepasze-1. JlaHHbIH CUMITOMOKOMITIIEKC

MTO3BOJISCT BBIJICTUTD TPYIITY pucka pa3Butus JIAD mist 6onee paHHEH TUArHOCTUKH.



o PexomengoBano y marueHToB ¢ JIAIL, accouuupoBanHoii ¢ C3CT, npuUMEHATHh TOT K€ AJITOPUTM
nedenwus, uto u 'y narmentoB ¢ MJIAT [6, 9, 10, 188, 192, 199, 202, 206, 208, 242, 244, 245, 246].

« EOKIC (YI1A1 YYPA)

o PexomeHayeTcsi MPUMEHSIThH CTPATErHio0 JOCTHXKEHUS 30HBI HU3KOTO PUCKA JIETATBHOCTH B JICUEHUU
nauueHToB ¢ JIAT, accoumuposannoii ¢ C3CT [6, 9, 10, 206, 242, 244].

« EOKIC (VI11 YYPA)

Kommenmapuu: PKU, cpasnusarowux s¢hghekmusHocmos npenapamos paziudnvix epynn 8 Kawecmee
monomepanuu y nayuenmog ¢ JIAI-C3CT, ne nposoounoce. Eeponeiickue pexomenoayuu 2015 2o0a
He darom omeema O npenapame 6vlOOpa 6 kauecmee moHomepanuu 01 nayuenmos c¢ JIAI-C3CT.
Coomeemcmeenno, 8 NPUHAMUU peuleHUsl 8 OMHOUWEHUU MOHOMEPANUU PA3yMHO UCXOOUMb U3 PUCKA
NIeKAPCMBEHHbIX 83AUMOOCUCMBUL, HATUYUA NOPAXCEHUS] neueHU (OULTUAPHLIL YUppo3 nedeHu) u
nouex. Tem He MeHee, UHMEPECHbL De3VIbMAMbL MHOLOYEHMPOBO2O NPOCHEKMUBHO20 pecucmpa
PHAROS, 6 xomopuiii sxnouanuco nayuenmol ¢ CCI u enepgvie ouacnocmuposannou JII' I epynnoi.
bonvrvim nasnauwanu monomepanuio U®DNI-5 unu IPA, uru xombunuposanmyio mepanuio UD/I-5 u
IOPA. Cnycmsa 6 mecayes neuenuss OYeHUBAIU KOHEYHYIO MOYKY — 8peMsl 00 KIUHUYECKO20 YX)YOuleHUs
JII, komopoe eékn0ouaN0 6 cebs makue noKazamenu, KaK JemaibHOCMb, 2OCRUMANU3AYUSL 8 CEA3U C
JIAT, mpancnianmayus, Hauyaio mepanuu NAPEeHMePAIbHbIMU — CUHMEMUYeCKUMY — AHAN02AMU
npocmayukauna, yxyouieHue medenus. B uccieoosanus exmovunu 98 nayuenmos ¢ CCJ[ (OPA = 24,
HUDND-5 = 59, OPA + HUDAD-5 = 15). Bce mpu epynnei He pazimudanucb NnO UCXOOHbIM
xapakmepucmukam. B pesynomame xoumeunas mouka — 8pems 00 KIUHUYUECKO20 VXYOuleHus — Ovlid
3HAUUMENbHO XYJice y nayuenmos co cmapmosoti mepanueti IPA no cpasuenuro ¢ epynnamu UD/[I-5
u Kombunuposaunou cmapmosgou mepanuu UD/[I-5 + OPA (p = 0,0001). 3a nepuoo nabarooenus
bonee mpex nem 10 nayuenmos (41,6%) ymepnu 6 epynne IPA no cpasnenuro ¢ 4 nayuenmamu (6,8%)
6 epynne UDII3-5 u I nayuenmom 6 epynne komouruposannou mepanuu UD/[3-5 u IPA (6,7%) (p =
0,004). bazosvimu gpaxmopamu, He3a8UCUMO ACCOYUUPOBAHHBIMU C OONee KOPOMKUM NePUoOOM 00
KJIUHUYECKO20 YXyouleHus, oviiu cmapmosas monomepanusi IPA (OP 2,63, p = 0,009), nuzkasa DLCO
(OP 0,69 na 10% usmenenus, p = 0,04), evicokoe JICC (OP 1,10 na uszmenenue 6 1 eo. Byoa, p =
0,007)[244].

IIpumenenue cmapmogoti KOMOUHUPOBAHHOU U NOCLE008AMENbHOU Chneyuguyeckol mepanuu y
nayuenmos ¢ JIAI'-C3CT demoncmpupogano mom e noioicumeibHblil mpeHo, Ymo u y nayueHmos ¢
UJIAT, 8 omHowenuu ymeHvuerus puckos neonrazonpusmusix coovimuii [242]. Coenacno cucmeme
cmpamughuxayuu pucka REVEAL, CC/[ kax npuuuna JII' aenaemca camocmosmenvHulM (hakmopom
pUCKa HeONa2oNpusmHo20 UCxXo0d, HOIMOMY GO3HUKAEM B60nNpoc O yenecooopasHocmu bOonee
azpeccugrot cmpameauu nedenus y nayuenmosg ¢ JIAI-C3CT u pauwnem HaszHaueHuu cmapmosou
KombuHuposanHoul cneyuguuecxkou mepanuu. Ilpekpacnotl urnrocmpayueii 3¢ppexmusHocmu makoeo
nooxooa cmaino xopouwo cnaiarnuposannoe PKU AMBITION, 6 komopom 216 «naueubimy» nayuenmam
¢ JIAT-C3CT (24% eceii nonynayuu nayuenmos ¢ JIAI' I epynnui; 137 nayuenmos c JIAI'-CCJ]) 6vina
HA3HAYeHa cmapmosas KOMOUHUPOBarHHAas mepanus amopusenmanom™* u maoanragpunom# (n = 118) u
8 08YX 2pynnax — MoHomepanus amopuzeHmanom™* u monomepanus maoanraguiom# (n = 99).
llepsuunyto Koneuny0 mouKy, @pems 00 Kiunuyeckoeo yxyowenus JIAL, oocmuenu 32% nayuenmos c

HJIAT / nacneocmeennoii JIAI u 40% nayuenmos ¢ JIAI'-C3CT 6 epynnax monomepanuu, mo2oa Kax 6



2pynne cmapmogoli KOMOUHUPOBAHHOU mepanuu amopusenmanom™* u maoanaguiom# nepsuunyio
KoHeuHyto mouky docmuenu 19% nayuenmos ¢ UJIAI' / nacnedcmeennoii JIAI' (cnuscenue na 49%) u
21% nayueumos ¢ JIAI-CC/] (cnuoicenue na 56%) [245]. Hanpomus, 6 uccneoosanuu COMPASS-2
dobasnenue bozenmana™** x yoce umeroueticsi mepanuu cunoenaguiom y nayuenmos ¢ JIAI-C3CT (n
= 88, uz Hux nayueumos c JIAI-CCJ] — 38) ne mpuseno x ycuneuuio s¢hghexma monomepanuu
cunoenaghuiom; bonee moeo, ObLIO NpeKpawjeHo  OOCPOYHO 8 CB8A3U C  YBelUudeHUuem
cenamomoxcuiecxkoeo apgexma Oozenmana** 0o 22% 6 oobweti epynne JIAI' I epynnvl na gone
cosmecmuoco npuema c cunderagpunom [185]. Ilosmomy 66160061 0 HeyerecoooOpasHocmu KoMOUHAyUU
cundenaguna u bozenmana™** npumenumol u x nayuenmam c JIAI-C3CT [9]. B ooneocpounom PKU
GRIPHON oyenusanacs nociedosamenbHas KOMOUHUPOBAHHAS Mepanusi ¢ NPUMEeHeHUeM CeleKCunaad
v nayuenmos ¢ JIAI' I epynnoi, donsa nayuenmos ¢ JIAI-CC/] cocmaeénsna 15% (m = 170, 78% us3
KOMOPbIX Yoice Nomyuaiu cneyuguueckyio mepanuio, npudem 36% — KOMOUHUPOBAHHYIO Mepanuio
HUDD-5 u DPA. B epynne nayuenmos, ne nonyuasuux cenexcunae, ¢ UJIAI' / nacneocmseennou JIAI /
nexapcmeennou JIAI nepeuunyro koneunyro mouxky docmuenu 43% nayuenmos, moeoa Kax 6 cpynne
JIAT-CCJ] — 49%. B epynnax nayuenmos, noayuaguiux mepanuio celekCunazom, nepsuyHyo KOHe4Hyo
mouky oocmuenu 28% nayuenmoe ¢ UJIAI" / nacneocmeennoii JIAI' / nexapcmeennoii JIAI u 32,5% c
JIAT-CC/]. Takum obpazom, 0obasneHue cerexcunaza 6 Kkavecmee 8mopo20 U mpemve20 npenapamd
CONPOBONHCOANOCH YMEHbUIEHUEM PUCKA HexceramelvbHblx coovimuil y nayuenmos ¢ JIAI'-CCJ/] na
conocmasumom yposte ¢ oonvrvimu UJIAL [202]. B PKHU PATENT-1 u3yuanocv enuanue mepanuu
puoyucyamom** y nayuenmos c JIAI' I epynnot (n = 443) uepes 12 neoenv mepanuu na T®OH (TLLIX-
nepeuyHas KoHeuHas mouka) u emopuunvle kKoneunvle mouxu (PK JIAI' (BO3), yposenv NT-proBNP,
unoexc bopea, rauecmeo owcusznu, 6pems 00 KIUHUYECKO20 YXyOuwleHus, OeszonacHocms). [lons
nayuenmog ¢ JIAI'-C3CT cocmaenana 25% (n = 111, uz komopwvix 66 nayuenmoe co ckiepooepmuets).
B epynne naayebo 6wvino 25 nayuenmos, 71 601vHOU 6 epynne MAKCUMAIbHOU CYMOUYHOU O03UPOBKU
puoyueyama** 2,5 me 3 paza 6 denv u 14 nayuenmos 6 epynne, noayuasweti 1,5 me 3 paza 6 oenv
[199]. B PKH PATENT-1,2 y nayuenmos c JIAI-C3CT wua ¢one mepanuu puoyucyamom**
oocmosepro ygenuuueanacy oucmanyus 6 TIIX, cuuocanca DK JIAI' (BO3) u JICC, eo3pacman
cepoeunvili unoexc [199]. Iosviuwenue monepanmuocmu K ¢puzuueckou Haepyske u cHudiceHue DK
JIAT 6v110 ycmouuugvim u Ha 6mMopotl 200 HAOMOOeHUs. [[8YXTIeMHIS BbIHCUBAEMOCTNL NAYUEHMOE C
JIAT-C3CT cocmasuna 93% u Ovina conocmaeumou ¢ maxosou y nayuenmos c¢ HJIAL, umo
CyuwjecmeenHo omauuaemcs om pesynbmamos oonvuiuncmea PKU, 6 komopwix ewidcusaemocms
nayuenmos ¢ JIAI'-C3CT ovina cywecmsenno uudice. Y nayuenmos, noaydasuux ucxoorHo IPA
(6ozenman™*), ycunenue mepanuu puoyucyamom™** conposodcoanrocey ysenuuwenuem OUCMaHyuu 8
THIX. Ilpoghunsv 6e3onacnocmu puoyucyama™** ne paznuuanca mexcoy nayuenmamu ¢ UJIAI u JIAT -
C3CT [2406].

Taxkum obpazom, yenecoobpasHocms CmMapmosou KOMOUHUPOBAHHOU mepanuu y nayuenmos ¢ JIAI-
C3CT noomeepoicoarom Odanuvle memaanaiuza 6 PKU ¢ yuacmuem 963 nayuenmos ¢ JIAI-C3CT,
NPOOEMOHCMPUPOBABUIUE  CHUICEHUe pPUCKA HexceramenbHulx codovimuil Ha 27% 6 epynne
Kombunuposaunou cneyuguuecxor mepanuu (OP no nooepynnam 0,73; 95% U 0,60-0,89), u
mendenyuto K yeeauuwenuro oucmanyuu 8 TLIX na 21,38 m 95% JIH om -20,38 0o 63,14, p = 0,320
[206].



3.5.3. Jlerounasi aprepuajbHasi TUNEPTEH3Hsl, ACCOLMUPOBAHHAS C MOPTAJIbHON rUNepTeH3ueit

[TopronynbMOHaIbHAsE TUOEPTEH3Us — MPEKANWUIAPHAs JIErOYHas THUIEPTEH3Us C XapaKTepHBIM
noBeimeHneM cpennero JJIA > 25 mm pr. cr., A3JIA/KIOJ JDK < 15 MM pT. CT. B JICTOYHBIM
COCYZIUCTBIM CONPOTUBJIEHUEM > 3 en. Byzna B coueTaHnu ¢ TpaHCIIEYEHOYHBIM I'PAJJUEHTOM JIaBJICHUS
> 10 mm pr. cT. IlopronmyabMOHAJIBHYIO THIIEPTEH3UIO YacTO MYTAKOT C TIeNaronyIbMOHAJIbHBIM
CHUHIPOMOM, KOTOPBIM Pa3BHUBACTCSA y MAIMCHTOB C IMATOJIOTHEH MEYEHU, MOPTATbHOU THMIEPTEH3UEH
WIM BPOXKJIECHHBIMU MOPTOCUCTEMHBIMU IIYHTAMHM M COMPOBOXKIAETCS AWaTallied COCyIOB JIETKUX B
OTBET Ha Trunokcemuto, HO 0e3 mnosbieHus JICC [247]. 3aboneBaeMOCTh MOPTOMYJIbMOHAIBHOMN
TUIIEPTEH3UEN COCTaBIsIET OKOJIO | ciyyas Ha 3 MIH HaceleHHss B rof. B NpOCHEeKTUBHOM
uccienoBannu 1235 manueHToB ¢ mUppo3oM mneueHu (> 7 6amioB no knaccudukanuu Yaitnaa — [1b10)
BBISIBUIIM, 4YTO 5% MAalUKMEHTOB COOTBETCTBOBAIM KPUTEPHUSIM IOPTONYIbMOHAIBHON TUIIEPTEH3UU.
OOBIYHO MOPTOMYJILMOHAJIbHASA TUIEPTEH3Us pa3BUBaeTCs Ha 4—7-1 roJl CylIeCTBOBAaHUSI OPTaIbHOM
runepreH3uy. JKeHCKMH 1ol M ayTOMMMYHHBIM TEMAaTUT — HE3aBUCHUMBIC MPEAUKTOPBI Pa3BUTHUS
MOPTOMYJIbMOHAJIBHOW THIEPTEH3MU. BaXKHYIO pOJIb B MATOT€HE3€ MOPTOIYJIBMOHAIBHON THIIEPTEH3UN
UTPAlOT CEPOTOHUH, NPOBOCHAJIUTENbHbBIE LUTOKMHBI M (akropbl pocra. boénpmas dyactora
MOPTOIYJIEMOHAJIBHOW THUNEPTEH3UH Y KEHIIWH YKa3blBAET HA BO3MOXKHYIO ACCOLIMALMIO Pa3BUTHS

3a00sieBaHMs ¢ META0OIM3MOM ICTPOTEHOB.

[TanyeHTHl ¢ MOPTONYJABMOHAIBHOW TMIEPTEH3UEN MMEKOT HAUXYALUWK IMPOTHO3 U3 BCEX HO30JIOTHUU
JIAT' ¢ BBDKMBAaEMOCTHIO B TeUE€HHE roja 0Oe3 cremnuduyueckoro jedeHus ot 35 mo 46%. U xors
BBIPOKEHHOCTh TOPAXEHHUS TICUCHW W TOPTAIbHON TUIEPTEH3UM HE BIUSET HA CTETNECHb TSHKECTH
NOPTONYJIbMOHAJILHOW TUIIEPTEH3UH, OCHOBHOM MPUYMHON HEOJIAronmpUsTHOTO HCXO0AAa Y OTOH
KaTeropuu MalyueHToB ocTaeTcs naronorus nedyeHu. Kapananbable 0CIOKHEHUS, HECMOTPS HA TO YTO
10 40-50% manueHToB ¢ MOPTOMYJIbMOHANIBHOM runepreHsueil umeroT Hu3koe JICC u BBICOKUN

CepIICYHBIN BEIOPOC, 9aCTO MPUBOIST K cMepTH [248].

e PexoMeHIyeTCsl BBINIONHATH 3XOKapaAuorpaduio y CHMITOMHBIX MAIMEHTOB C 3a00jeBaHUSIMU
MEYEHU WM MOPTAIbHOW THUIEPTEH3HEN M Yy BCEX KaHAWAATOB HAa TPAHCIUIAHTAIMIO MEYEHU JIS
noucka npuszHakoB JII' [6, 43, 248].

« EOKIC (YOS5 YYPCO)

e Pexomenmyercs mpoBOIUTH 0OCIEIOBAHNE BCEM IMAIIMEHTAM, HAXOIAIMMCS B JIUCTE OXKHUIAHUS Ha
IIPOBEJICHUE TPAHCHIOTYJISIPHOTO BHYTPUIIEUEHOYHOIO MOPTOCHUCTEMHOIO UIYHTUPOBAHUS WIIU
TPAHCIUIAHTALMU [I€YEHU, Ui MCKIIOYEHHs IOPTONYJIbMOHAJIBHOW JIETOYHOM THIIEPTEH3UH,
KOTOpasi ABJISIETCS OCHOBHBIM HE3aBUCUMBIM ITPEAUKTOPOM JIETATBHOCTH [6, 248].

« EOKIB (Y114 YYPC)

e PexoMeHIyeTCcsi pacCMOTpPETh BO3MOYKHOCTh TPAHCIJIAHTALMU MEYEHU Y MAlMEHTOB C XOPOLIUM
OTBETOM Ha CIEHU(PUUECKYIO Tepalvio aHTUNEPTEH3UBHBIMU Mpenaparamu ais jedenust JIAD [6,
248].

« EOKIIbC (Y114 YYPC)

e He pexomenayercs mNOpoOBOAUTh TPAHCIUIAHTALMIO II€YEHUM MAUUMEHTaM C TSOKEIbId U
HEeKOHTposmpyemslii JIAT [6, 248].

« EOKIIIC (Y14 YYPCO)



o Pexkomenayetcst HanpaBisATh nanueHToB ¢ JIAT, accounnpoBaHHOW C MOPTAJIbHOM THIIEPTEH3UEH, B
LEHTPBI, UMEIOIIHE OIBIT PabOThI ¢ 000uMHU 3a00JeBaHusIMU [6, 248].

« EOKIC (YAI5 YYPC)

e He pexomeHnayercs Ha3Haue€HWE AHTUKOATYJASHTOB HEMPSMBIX (aHTaroHMCToB BUTamuHa K) u
NOPSIMBIX AHTUKOArYJISIHTOB JUIs IEpPOpajbHOrO IpUeMa MalUeHTaM C MOPTOIYJIbMOHAIbHON
TUIIEPTEH3UEN U3-3a pUCKa PA3BUTHUS TEMOPPAru4ecKux ociIokHeHun [6, 116, 156].

« EOK IIIC (Y45 YYPC)

Kommenmapuu: Ilayuenmovr ¢ nopmonyivoMOHANbHOU 2UnepmeH3ued UmMeom BblCoKUe pPUCKU
KpOBOmMeUe s, 4mo CEA3AHO C COYemdaHueM HAaApyUeHHO20 CUHme3d (QAaKmopos CeepmuvleaHus u
Henpeockazyemou cunoxoazynayuu Ha ¢one npuema HAK, nanuuuem 6apuxosno pacuiupeHHbulX 6eH
nuwesooa u 2emoppoudanviuix en. lepanus HAK moorcem obcyscoamves npu HAIUYUU HCUSHEHHO

BAIHCHbIX HOKGSGHMﬁ, maxKux Kak ocmpas mpOM603M60]luﬂ JNIe2OYHOU apmepuu.

Tpaouyuonno nayuenmol ¢ NOPMONYIbMOHANLHOU cunepmen3ueti He exmouaromces 6 PKU, 6 komopwix
oyenusaemcs 3Ippexkmusnocms cneyuguueckux npenapamos. Iloomomy 6v1800bl 0  GIUAHUU
cneyughuueckux npenapamoe 0na nevenus JIAI na ewiocusaemocms, 3ab0neeaemocms u meueHue
NOPMONYIbMOHANILHOU  JIe204YHOU  2unepmensuu 6 pekomenoayusax Eeponeiickoco obwecmea
Kapouonozoe u Eeponetickoeo pecnupamopnozo obwecmsea 2015 eoda ochoéaHvl HA MHeEHUU

IKCnepmoe u pesyibmamax nulomHblx uccie008aHuil.

e PexoMeHIyeTcss y TaIlMEHTOB C MOPTOMYJIbMOHAIBHON THNEPTEH3UEH MNPUMEHSITh alTOPUTM
JICUCHHUS, pa3paOOTaHHBIA JJIs ManueHToB ¢ Apyrumu Gopmamu JIAIL, yduThIBas TSKECTh
3aboseBanus nedeHu [6, 9, 10, 189, 199, 249].

« EOKIC (VIJI2 YYPA)

Kommenmapuu: Tpaouyuonno nayuewmam ¢ nNOPMONYIbMOHAIbHOU 2uUnepmen3uell, UMerouum
yMepeHHble U msdicenvle HapyuleHUus QYHKYuY nevyeHu u nosvluleHue mpaHcamunas, pekomMeHoyemcs
uszbeeamv HA3HAYEHUs 2enamomoKcuunvix npenapamos, maxux kax OPA. B PKU SERAPHIN c
yuacmuem nayuenmos c¢ JIAI' 1 epynnet  ecenamomoxcuueckoeo 3¢ppexma mayumenmana**
3apeaucmpuposano He oOvino. (OcCHOBbIBAACHL HA Oe30nacHoM npoguie mayumenmana™*, nposedeno
eouncmeennoe PKU y nayuenmoe ¢ nopmonynomonanvrou eunepmensueti PORTICO (n = 43 na
mepanuu mayumenmanom™** u n = 42 nayuemwma, nonyuasuwiue niayedo). B eceneze nopmanvHol
eunepmenzuu y 56% nayuenmog Ovl1 anko2onvbHblil yuppos nedenu, y 41% nayuenmos — eupycHulil
eenamum C. Ha ¢one mepanuu mayumenmanom™* x 12-ui nedene docmosepro crudicanrocov JICC u
cpeonee JIJIA, a makace ysenuuusaics cepoeurvlil unoekc. OOHAKO 3HAYUMBIX USMEHEeHUl
nepernocumocmu PH u OK JIAI ne eviasneno. He Ovino makaice 3ape2ucmpupo8ano Hu 00HO20 CyYas
3HAUUMO20 NoGblueHUss YposHsa mpancamunasz [189]. Taxum obpazom, y nayueHmos c
NOPMONYIbMOHANLHOU  2UNEepmeH3ueli Modcem o00CyrHcoamvcs HazHaveHue mayumenmana™* ons

Yaydiuernus nokazameinetl 2eMOOUHAMUKU.

Y nayuewmos c nopmonynvmonanvHou eunepmeHsuell mpaouyuoHHo npumensomces MP@]D-5. B
HeOONbUOM HEKOHMPOIUPYEMOM 00CEPBAYUOHHOM UCCLed08anuu, exkmouasuiem 11 nayuenmos c

HOPMONYIbMOHANbHOU eunepmen3zuet, y 9 nayuenmog nonyuenvt dannvle YBKC cnycmsa 3 2oda. V



ecex nayuenmos pecucmpuposanocv chudxcerue JICC, y 4 nayuenmos cHusunocv cpeouee /JIA, u

OOHOMY nayuenmy yCnewHo 8blnoaHeHa mpancnianmayus nevenu [249].

HaHHble 00 UCNONbL3068AHUU uironpocma ocpanHuvdensvl COUHUYHBIMU KAUHUYECKUMU cayuasiamu. Hanuuue
mp0M60uum0neHuu U 6bICOKOCO pucka cemoppdacudecKkux OCJIOJCHEHUU mpe6yem oCmopodcHocmu

NpUMeHeHUs: SMOoU 2pYnnvl NPenapamos.

B PKU PATENT-1 npunumanu yyacmue 13 nayueHmos ¢ nopmonyibMOoHAIbHOU cunepmensue, 11 u3
KOmMOopwuIX noayuaiu mepanuio puoyueyamom™** 2,5 me 3 paza 6 deuv [199]. Omoenvnozco ananuza
appexmusnocmu u bezonacHocmu mepanuu puoyucyamom™** y nayuenmos ¢ nopmonyibMOoHAIbHOU

JIAI ne nposoounocs.

Jlannbix 0 npumeneHuu cenekcunaza y RayueHmos ¢ NOpmonyibMOHANbHOU cunepmeHn3ueti NoKa Hem.
Lonzocpounvie PKH no oyenke enuanus cneyuguueckol mepanuy Ha Ucxoowvl U medeHus 3a0071e6anusl

He NPOBOOUNUCD.

3.5.4. Jlerounasi aprepuajibHas THIEPTEH3Wsl, ACCOUMUPOBAHHAs ¢ MH(eKUue BHUpPYCca

HMMYHOAe(UINTA YeT0BeKa

Pacnpoctpanennocts JIAD cpeau nanuenTos, xxuBymux ¢ BUU-undexuueit, cocrasnser okono 0,5%
[250]. Tlo manubM paznuyHbiX peructpoB JIAIL, acconmupoBannas ¢ BUY-undekmnuent, cocrapiser
okosio 10% Bcex cayuaeB JIAI. Ecnu cpaBuuth pacnpoctpaneHHocTs MJIAT, cocraBistomenn 1-2
cimydas Ha 1 MuH HaceneHus, To puck passutusa JIAI' y manuentoB ¢ BUY-undexnueir B 2500 pa3
Bbiie. C yuetom 30 mMuummonoB BUY-unduumpoBaHHBIX M00aNIbHAST PACIPOCTPAHEHHOCTH 3TOTO
Bapuanra JIAI' Mmoxet nocturares 150 000 caydaeB, HO Tosbko y 28% JIAI'-BUY coorBerctByet -1V
OK (BO3) [48].

[Tarorene3 JIAI' mpu BUY ocraerca HescHbiM. Her nmanHbIXx 0 nmpoHukHOBeHMM BUY B kileTkn
cocynuctoii creakn MKK. Bepositro, 6enkun BUY, takue kak Nef, Gp120, BbI3bIBatoT mpoiudepauio
SHJOTEJIMAIBHBIX KIJIETOK JIETOYHOW apTEepuH, BOCIHAJIECHHWE, OKCHIATHUBHBIM CTPECC M HapyLIEHHE
IpoIeccoB anonTo3a. IloarBepx1eHrneM 3TON TUIOTE3bI CIIyKaT dKCIEPUMEHTAJIbHBIE JaHHBIE, KOIIa
npucyrctBue 6enkoB BUY Ge3 aktuBHOro mHpuuupoBaHus Be3biBasio passutue JII' y kpwic [251].
Pasputue JIAT me 3aBucur ot craguu BUY-undexumuu, yposus CD4'-mumdorutos. JlaHHbIE
MHOTO(AaKTOPHOI'O aHaju3a MOKA3bIBAIOT, YTO KEHCKHUM I0J, BUPYCHAsl HArpy3ka, COIYyTCTBYIOILIUN
renatut C — Haubonee 3HauuMmble Qaktopsl pucka passutus JIAI, accomumpoBannoit ¢ BUY-
unpexmuenn. B pazsutun JIAI' y BUY-uHGUIIMPOBAHHBIX MOXKET HWMETh 3HAYCHUE NPUMEHEHUE
NalMeHTOM HapKOTUYECKUX IMpernapaToB. B skcrepuMeHTe Ha Makakax-pes3yc, WHOHUIMPOBAHHBIX
BUPYCOM HUMMYHOAE(MUILIUTA, HCIOJIb30BAHUE apeHO- U JONAaMHUH-CTHUMYJISTOPOB M OIHMOWJIOB
MPUBOAMIO K 0OoJiee TSKEIbIM CTPYKTypHbIM wu3MeHeHusiM aptepuii MKK [252]. Xapaxktep
pEMOJICIMPOBAaHUS JIETOUHbIX apTepuil y maunueHtoB ¢ JIAI-BUY He oTnnyaercs OT TakoBOTO Y
nauentoB ¢ WJIAI.  Jlns nmanuentoB ¢ BUY-undeknueil xapakTepHO NOpaX€HUE Pa3IMYHBIX
opraHoB u cucteM. [larmentel ¢ BUY-undekmueit B 70-80% ciiyuaeB koMHGULIUPOBAHBI reNaTUTaMU
B n C. Hannune nuTOIUTUYECKOTO CUHAPOMA U MTEYEHOYHON HET0CTAaTOYHOCTH MOXKET CYIIECTBEHHO

3aTpyaHATh NpuMeHeHne DPA U aHTUKOArylsiHTOB HENPSMBIX (aHTaroHUCTOB BUTamMHuHA K)/mpsiMbIX



AHTUKOATYJISTHTOB 1S iepopasibHoro npuema. Pazsutue XOBJI Takxke 10CTaToOuyHO pacpoCTpaHEHO U

MOJKET CIIOCOOCTBOBATh PA3BUTUIO TUIIOKCEMUH [48].

B menmom xmmHMYeckas cumnTomMatuka JIAIT y mammentoB ¢ BUY He wumeer Kakoh-mmbo
cnenuuuHOCTH U He oTauvaetcs oT TakoBou mipu MJIAT. Tlokazarenun UBKC Takke comocTaBUMBI ¢
nanHeiMu y nanueHToB ¢ MJIAT. JIAD — He3zaBucumblil (aktop pucka cMepTu nauueHtoB ¢ BUU-
nH(pEKIHe: cpeaHsis TPEXJCeTHSIS BbDKMBAEMOCTb 3TOM KAaTeTOpWH TAIMEHTOB cocTaBiseT 72—84%
[253, 254]. Haubonee yacTeiMu MIpUIMHAMH cMepTH y nanneHToB ¢ JIAT-BUY OwiBatoT mocnenacTBus

JIT" B BUJIE TPaBOXKETYIOUKOBOM CEpI€UHON HEJOCTATOYHOCTH U BHe3arHou cMmeptu (57-71%) [255].

e He pexomeHnmyercs BBIMIONIHEHUE »dXokapauorpadpuu y OeccMMNTOMHBIX manueHToB ¢ BUY-
uHpekuei [6, 43, 48].

« EOKIIIC (YOS5 YYPCO)

e He pexomenayercs pyTMHHOE Ha3HaY€HUE AHTUKOATYJISHTOB HEMPSMBIX (AaHTAarOHUCTOB BUTaMUHA
K) 1 npssMbIX aHTUKOAryasiHTOB JJIs1 IEPOPATIBHOTO MpreMa nanuentam ¢ JIAL, accouupoBaHHOM ¢
BUY-undexuueii [6, 116, 156].

« EOKIIIC (YOS5 YYPCO)

KommenTapuu: B  komnnexcnot mepanuu JIAI,  accoyuuposannou ¢ BHY-ungexyueti,
aHmuxoa2yiaHmol Henpsmvle (awmazonucmsl sumamuna K) u npawvie anmukoazynsimmel 0as
nepopanbHo2o0 npuema O0ObIYHO He PEeKOMEHOVIOMCS 8 CBA3U C 6bICOKUM PUCKOM KPOBOMeEYeHUl Ha
Gone mpomoOoOyumoneHuu U COnymcmeyrujell namoiocuu, a maxice 8CiedCmesue i1eKapCmeeHHbIX
gzaumooeticmeuti. OOHAKO NpU HANUYUU HCUZHEYSPOICAIOWUX KAUHUYECKUX cumyayuil (ocmpas
MpoMOOIMOONUSL TIe20UHOL apmepul,), 8bICOKUX pUckax mpombomudeckux coovimuti mepanusi HAK
modxcem oocyxcoamocsi 6 uHousuoyaivHom nopsioke. Illocieonue pexomenoayuu no 6e0eHUo
nayuenmos ¢ BUY ob6sazviearom naznavamv BAAPT ecem nayuenmam c¢ BUHY-ungexyueti ene

3agucumocmu om yposus CD4 u supycuou nazpysku [256].

o PexomenmoBano Bcem maruentaMm c¢ JIAT, accoumnnpoBannoit ¢ BUY-undexueit, ansa ymydiieHus
nporuo3a HazHauenue BAAPT [256, 257].
« EOKIC (Y113 YYPB)

Kommenmapuu: [lpumenenue 6vicokoakmueHou anmupempogupycrou mepanuu (BAAPT) ne
npeoynpexcoaem pazeumue JIAI' u ne enusem na cemoounamuyeckue napamempul. QOHAKO aHAIU3
509 cnyuaes BUY-JIAL, 3apecucmpuposantvix 6 aumepamype ¢ aueaps 1987 cooa no auseapv 2009
2004, NOKA3ai, 4mo NOoKAzamenu GulicusaeMocmu eviuie y nayueumos, noaydarowux BAAPT (55%
npomug 22%, p < 0,01), y nayuenmos, nonyyarowux moivko cneyuguuecxyro mepanuio (76% npomus
32%), u y nayuenmos, nonyuarowux BAAPT 6 couemanuu co cneyuguueckoii mepanueti (69% npomus
38%, p <0,01) [257].

e Pexomennyercs y naumeHtoB ¢ JIAI'-BUY npumeHsTh anropuTM Ha3HayeHUs crenuduyueckoin
Tepanuu, ucroyibdyeMblil s nedenus WMJIAI, ¢ yuyetoM KOMOpPOMIHOCTHM M CONMYTCTBYIOILLIEH
Tepanui [6, 9, 10, 174, 187, 259-264].

« EOK IIaC (YA2 YVYPB)



Kommenmapuu: Hanuuue BHY-ungexyuu sensemcs npomueonokasamuem K y4acmuro 8
oonvuwuncmee PKU. PKU, co30annvix umenno ona nayuenmos ¢ BUY-JIAL, no usyuenuro oeticmsus
cneyuguueckux npenapamos He nposoounocv. B eounuunvix PKU xonuuecmeo nayuenmog ¢ JIAIL-
BUY «xpatine mano, umo He no3eonsem npogecmu noocpynnosou awaius. Iloomomy npu aunanusze
oannvix PKU nayuenmvr ¢ JIAT-BUY obviuno exnmouanuce ¢ oowyio epynny JIAI' 1. Januvie 06
appexmusnocmu u 6e30nacHocmu cneyuguueckux npenapamos npeuMyueCmeeHHo Noay4arom u3

NUTOMHBIX UCCTIEO08AHULL u pecucmpos.

HUDI[D-5 npumenaiomca y nayuenumos c JIAI-BUY, necmomps ma u3zeecmnoe nogvluieHue
KOHYEeHmpayuu cuideHapuia 6 Kpoeu )y RAYUEHMO8 NPU COBMECMHOM npueme ¢ UHSUOUmopamu
npomea3s. OOHAKO KAKux-aubo nocieocmsuti mako2o 1eKapCmeeHH020 63auMO0eUCMBUsL 8bIsBNIEHO He
ObLIO, U OAHHBIX 34 pazsumue CUCMEeMHOU cunomeH3uu He noaydeno [258]. Haznauenue UPDI-5 y
nayuenmos ¢ JIAI-BUY cnocobcmeosano chusxcenuro @K JIAL, ysenuuenuro monepamnmuocmu K
Qusuuecxoli Haecpyske u ymeHvutenuro cpeonezo J[JIA [259]. Hcnonvzosanue napenmepanvbHulx
cunmemuyeckux auvanoeoe npocmayuxiuna (ATX - BO1AC, anmuacpecanmsi, kpome eenapuna) 6
eOUHUYHBIX cayyasax y nayuenmos ¢ JIAI-BUY umeno nonosxcumenvhwlii 3¢hghexm Ha KiuHu4uecxyro
CUMNIMOMAMUKY, 2eMoOuHamuxy. [losmomy unonpocm unu cenexcunaz mo2ym O0vims peKkoOMeHO08AHbL K
npumenenuro y nayuenmos ¢ JIAI-BUY [260]. Dpgexmvr unearayuonnoeo npenapama uionpocma
uccnedoganvl y 8 nayuenmos ¢ msaxcenou JIAI-BUY. Ommeuanocy chudxcenue JICC na 31% u
yeenuuenue cepoeuno2o umoexkca Ha 21% [261]. B nacmoswee 8pems onvima no NpuMeHeHUro
cenekcunaza y nayueHmos OAaHHOU Kame2opuu 6 mupe Hem. He 6bis61€HO KIUHUYECKU 3HAUUMO20
GIUAHUSA JTONUHABUPA/PUMOHABUPA HA (APMAKOKUHEMUK) CeleKcunaza y 300pPO06blX MYICUUH, 4MmO

ceudemenvbcmeyem 006 omcymcmsuu HeoobXo0UMoCmu CReYUaIbHo20 003Uposanus cerekcunaza [262].

Hcnonvzoeanue 6Oozenmana™* 6 ceasu ¢ e2o0 2enamomoKCUYHOCMbIO U OONbUWUM CHEKMPOM
MEHCTLeKAPCMBEHHBIX B3AUMOOCUCMBULL Modcem Obimb ocpanuuero y nayuenmos ¢ BUY. Tem we
MmeHee, mepanusi bozenmanom™** oyenusanace 6 npocnekmusnom uccieoosanuu BREATHE-4, u y 14
nayuenmos ¢ JIAI-BUY wuepes 16 nedenv pecucmpuposanrocv ymenvuwienue DPK JIAIT (BO3),
yeenuueHue cepoeurnoco unoexca na 39% u cnuscenue cpeoneeo /1A na 21%, ysenuuenue oucmanyuu
THIX na 91 £ 60 m. B opyeom uccredosanuu y 59 nayuenmos oyeHusaics 00a20Cpounblil d¢hghexm
bozenmana™**. Cnycmsa 29 mecsayes mepanuu 603eHmanom™™* maxowce nonyyervl NOIOHCUMENbHBLE
pe3ynomamsl 6 OMHOWEHUU KIUHUYECKUX NPOs6IeHUli 3a001e8aHUsl, 2eMOOUHAMUYECKUX noKazameneli
U monepaHmHocmu K uauyeckol Hazpyske. B oboux uccnedosanusx ommeuanacy Xxopouias
nepenocumocms 6ozenmana™* [263, 264]. B PKU ARIES-1 npunumanu yyacmue 7 nayueHmos c
JIAT-BUY, uz komopuix 3 nayuenma noayuaiu amopuzenman™* 6 dosuposxe 5 me/cym u 2 nayuenma
— 10 me/cym, moeoa kax 6 uccnedosanuu ARIES-2 — monvko 3 nayuewma [174, 260]. B PKU
SERAPHIN npunumanu yuacmue 10 nayuenmoe ¢ JIAI'-BHUY, u monvko 7 u3 HUX noay4aiu mepanuio
mayumenmarom** (6 nayuenmos — 10 me mayumenmana™** u I nayuenm — 3 me mayumenmana**)

[187]. B PKU PATENT-1 c npumenenuem puoyueyama** nayuenmot ¢ JIAI'-BUY ne exnrouanuces.

Taxkum ob6pazom, ybeoumenbHbvie O0O0KA3AMENIbCMEA NPEUMywecmea mo2o Uil UHO20 Kidcca
aHeunepmeH3UusHbvlx npenapamos oisn aevenus JIAI' y nayuenmos ¢ BUY-accoyuupoeannoti JIAI
omcymcmaytom. Llenecoobpaznocms UCNONb308AHUSL KOMOUHUPOBAHHOU mMepanuu y NaAyueHmos ¢

JIAT-BUY onupaemcs na my dice cmpamupukayuro pucka i1emaibHOCmu U OaHHble Memaaraiu308 u



pe2ucmpos, Kkomopvie npumensaiomcs y nayuenmos ¢ HUJIAI! Yuumwieass omcymcemeue paznuuuii 8
2UCMONI02UYECKOU KapmuHte, 2eMoOUHamuke u Kaunuyeckou cumnmomamuxe JIAI'-BUY npu cpasnenuu
¢ UJIAL, nooobnas cmpameeus eedenus npuemiema u obocuhosauwna. Y nayueumos c JIAI-BUY
mpeoyom GHUMAHUS PUCKU BO3HUKHOBEHUS HOBbIX COCMOAHULL U 3a001e8aHull, Komopwvie MO2ym
CYWeCmBEeHHO U3MEHAMb KAK medeHue OCHO8H020 3abonesanusi u JIAI, max u conymcmeyoweii

mepanuu ¢ COOmM8emcmeayOUUMU PUCKAMU TeKAPCMEEHHBIX 83AUMOOELCMEULL.
3.5.5. BeHOOKKJIH03MOHHAA 00J1€3Hb JIETKUX U JIETOYHbIH KANMMJLJIAPHbINA reMaHTMoOMATO3

Benooxkkmozuonnast 6omne3np jerkux (BOBJI) u nerounsiiit kanumisgpHbiii remanruomaros (JIKT) —
penkue ¢GopMBI JIETOYHOW THIEPTCH3WHU C XapaKTepHBIM peMopenupoBanremM BeHyn MKK [265]. B
knaccupukammu JIIT 2015 roga BOBJI u JIKI' Beigensiv B OTACHBHYIO MOATPYIITY, YTOOBI
aKLIEHTUPOBAaTh BHUMAHHME HA OOIIHOCTH KJIMHUYECKHX MPOSBICHUN M CYIIECTBEHHBIX Pa3INYHUAIX C
JIAT. Opnako oxonuatenbHas Bepudukanus auarno3oB BOBJI/JIKT Hepeako Bo3MOXHA TOJIBKO MpU
ayToncuitHbIX HccaenoBanusax. B 2014 r. 3aBepiieHo MOTHOI€HOMHOE TeHeTnueckoe o0cienoBanue 13
cemeii ¢ BOBJI, B pe3ynbrare KOTOpOro BbISBIEHBbI OuasuienbHble MyTanuu B reHe EIF2AK4, c
XapaKTEPHBIM ayTOCOMHO-PELIECCUBHBIM TUIIOM HacienoBaHus. [IpuyeM B OJHOM ciiyyae B KaueCTBE
ocHoBHOTO nauarHo3a ¢urypupoBan JIKI. brarogaps stum Haxomkam moka3ano, yto BOBJI n JIKT —
3TO JiBa KJIMHUKO-TIATOJIOTMYECKUX BapHaHTa OJTHOTO U TOTO e 3aboneBanus. Hapsiny ¢ reneTrnueckoit
IpeIpacioIoKEeHHOCThIO, K (akropam pucka pa3utus BOBJI/JIKT cienyer oTHECTH anKUIUMpPYOIINE
UUTOCTATUKH, OPTAHUYECKUE PACTBOPUTEIN M, BO3MOXHO, JYYEBYIO Tepanuro. Hemb3s UCKIIOYUTH
MOTEHIMpYIoliee neicTBUe Tabakokypenuss Ha pasButue BOBJI mpu Hamuymm yCTaHOBIICHHBIX
¢akTopoB pucka. CymectByet MmHerue, 4to npu C3CT u BUU-undekumu B maTtoiaoruueckuii npoiece
MOTYT BOBJIEKAaTbCSI HE TOJBKO apTePUU U apTEPHUOJIbl, HO U BEHYJbl MaJIOTO Kpyra KpoBOooOpalieHus,
YTO HEPEIKO OBbIBACT MPUYMHOM PE3UCTEHTHOCTH K Cenu(UuecKod Tepanuu y STUX IalMeHTOB.
[TosTomy B mepecMOTpeHHOM kinHuYeckod kiaccudukanuu 2019 roma mpeniokeHo HCIONIb30BaTh
tepmuHoioruto «JIAI' ¢ ¢enorunom BOBJI/JIKI» [11]. Takoii mnoaxon MO3BOJISIET IMOJHEE
OXapaKTepr30BaTh OCOOEHHOCTH KJIMHHMYecKoro TedeHus JIAI, mumanupoBaTh OXuJaHuWe OTBETAa Ha
crenuUYecKyto Teparrio ¥ BO3MOXKHO paHBIIE HAMpPAaBIATH MAIlMEHTa IS TMOCTAHOBKH B JIMCT
OKMJIaHWSI Ha TPAHCIIAHTALMIO JIETKUX. Y YUTBIBAs TPYAHOCTH JUArHOCTUKH, YETKUX IIPEACTABICHUN
o pacnpoctpanenHoctd BOBJI/JIKT' net. Bepositnas pacrpoctpanennocts BOBJI/JIKI cocrasmnsier
~1-2 cnyvas na 1 mun Hacenenus. Juarnoctuka BOBJI/JIKIT — ogHa 13 caMbIX CIOXKHBIX 3aj1ad, Tak
KaK TeMOJIMHAMHUYecKasl XapaKTepUCTHKa HEOTIMYMMa OT APYruX (HopM MpeKanuUIIpHON JIErOuHOM
runepren3nd. HecMoTpsi Ha MOCTKaNWUIAPHBIMA XapakTep narojorudeckoro mnpouecca, J3JIA gacro
obiBaeT < 15 MM pt. cT. Pa3BuTHe oTeka Jerkux B OTBET Ha IMPOBEICHHUE BA30PEAKTHUBHOTO TECTa
tunugHo i BOBJI. TemM He MeHee, OTCYTCTBHE OTE€Ka JIETKUX BO BpEMs IMPOBEACHUS OCTPOIO
Ba30pEAKTUBHOIO TECTa HE IMPEAYNPEkKIAECT €ro pa3sBUTHE IPU HA3HAYEHUHU JOJTOBPEMEHHOMN
cnenupUYecKoil Tepanuu aHTUNepTeH3UBHBIMU TpenaparaMu s jgedenus JIAL. MimenHno mostomy
PYTUHHOE TPOBEACHUE Ba30pPEAKTUBHOro Tecta mnpu nono3pennu Ha BOBJI He pexomenmyercs.
Tpanuunonnass peHTreHorpadus JIETKUX, KaKk MPaBHJIO, MaJOMH(OpPMAaTHBHA, HO MOXET BBISBHUTDH
aunun  Kepnu, yBenuueHwe nuM@(ATUYECKUX Y3JI0B  CPENOCTEHHUS U UHTEPCTULHMAIIBHYIO
MHQUIBTpALMIO B JIONOJHEHUE K JApyruM mnpusHakam JjerouHoil runeprensun. MCKT opranos

I‘p}Q[HOﬁ KIICTKKM B HACTOAIICC BPEMs IIPH3HAHA OCHOBHBIM MCTOAOM HEMHBA3UBHOM JAUarHoCTUKHU



BOBJI, BBISBISIONIMM TpUAAYy XapaKTEPHBIX NPHU3HAKOB: YBEIMYCHHE JHUMQPATUUECKUX Y3JIOB
CPEIOCTEHUs, LEHTPOIOOYISPHBII CUMITOM «MarOBOTO CTEKJIa» W YTONIIEHHE MEXKIOIbKOBBIX
neperopoiok. ITockonbky pazsurre BOBJI/JIKI compoBokiaeTcs: aibBEOISIPHBIMA KPOBOTECUCHUSIMH,
TO B OpOHXOAJIBBEOJSPHOM JIABAXKE YACTO NPHUCYTCTBYET BBICOKHMU MPOIEHT cuaepodaron. s
narrentoB BOBJI xapakrepHo pe3koe camxenue (< 50%) DLCO Ha ¢oHe OTCyTCTBUS CyLIECTBEHHBIX
HapyLIeHUI MEXaHWKHU JIbIXaHUS M JIETOYHBIX OObEMOB. ['MCTONIOrMYEeCcCKOe HMCCIIeOBAaHUE OCTAETCs
30JI0TBIM CTaHJAPTOM ISl MOATBEepkaeHus1 Auarno3a BOBJI, oqHako BBIMOMHATH OHOICHIO JIETKOTO Y
narueHToB ¢ JIAI' He pekomenayetcs. B ciyuae cemeitHbIx (popM BbIsiBIIeHHE OMaIeTbHON MyTalluu
reHa EIF2AK4 MOXeT cTaTh aJbTEPHATUBHBIM METOAOM MOATBEpkaeHUs AuarHo3a BOBJI. Anroputm

cpaBuurtenbHon quarnoctuku BOBJI/JIKT u JIAT npencrasnen B tabnune 14 (Ilpunoxenne b).

o Pexomenayercs manueHToB ¢ mogo3penreM Ha BOBJI/JIKIT OpicTpo HampaBisTh B 3KCIEPTHBIN
HEHTp JUIs JasibHEHIIero oocnenoBanus u Bepudukauu guardosa [6, 10, 43].

« EOKIC (YAI5 YYPC)

» He pexomenayercs criennduueckas Tepanus aHTUIEPTEH3UBHBIME Mpernaparamu ajs gedenus JIAT
nanueHtaM BOBJI/JIKT, yunThiBast BBICOKMI PUCK Pa3BUTHSI OTEKa JETKUX [6].

e EOK ner (YIS YYPC)

e PexoMeHyeTcs TpaHCIIaHTaIuMs Jerkux Juist tedenus nanueaToB ¢ BOBJI/JIKT [6, 265].

« EOKIC (Y45 YYPC)

3.5.6. JIlerounasi THMIEPTEH3UsI BCJACACTBUE MAaTOJIOTHH JIEBBIX KaMeEP Cepala

JII, acconuupoBaHHas C MaTOJIOTUEHN JIEBBIX KaMep cepAlla, OTHOCUTCA K MOCTKANWIISPHON JIETOYHOU
TUIEPTEH3UH W TPEACTaBIsIET COOOM OAHY M3 CaMbIX YacThIX MPUYUH MOBBIIICHUS JaBICHUS B
JeroyHo aprepuu. JlaHHble O €€ pacnpOCTPAHEHHOCTH BapbUPYIOT B 3aBUCHMOCTH OT METOHA
BeisiBieHus JIIT (axokapamorpadus wim UYKBC) u BapuantoB HapymieHus (QYHKIIUH JIEBOTO
KEJIyJJ0uKa: ceplieuHasi HeJOCTaTOUHOCTh C HU3KOM (pakuueit BeiOpoca jieBoro xenynouka (CHHDB)
U cepJieuHas HEJ0CTaTOYHOCTh C COXpaHHOU (pakuuel BeiOpoca seBoro xenynouka (CHcdB) [266].
Tak, pacmpoctpanenHocts JII' y mamuentoB ¢ CHH®B, mo nanHbIM 3x0Kkapauorpaduueckoro
UCCJIEIOBaHUSI M YPE3BEHO3HON KareTepus3alvud cepiala, Moxker pocturath 36—83%. Ilpu stom
KOMOMHHPOBaHHAs MOCT- U MPEKANMUUISIpHAs JIETrOYHasi TUIIEPTEH3Usl BCTpeyaeTcsi ToJbko B 12—-38%
ciyvaeB. [Ipupoct maBiieHHs B MPaBOM JKEIyIOUYKEe HA 5 MM PT. CT., 110 JIAHHBIM dXoKapauorpaduu,
YBEJIMYUBACT PUCK Pa3BUTHUS HEOMAronpusaTHeIX coObiTuil y nanuentoB ¢ CHH®B na 6%. Torga kax
aHAJOTUYHBINA MPUPOCT JABJIEHUS Y NALMEHTOB C CEPJCYHON HEIO0CTAaTOYHOCTHIO C HU3KOW (pakuuen
BBIOpOCA JIEBOTO JKENIY/I0OUKa COMpPOBOXKIAeTca yBenuueHuem cMmeptHoct Ha 30%. Kpurepusimu
HEOMaronpusATHOTO TPOTHO3a y mamueHToB ¢ JII, acconmuupoBaHHON C IATOJIOTHEH JIEBBIX Kamep
cepaua, Mo JaHHBIM pa3IMYHBIX UCCIEIOBAaHUN OBLIM TaKHe MOKa3aTeNlld, KaK TPaHCIYJIbMOHAJIbHBIN
rpagueHT > 12 MM pT. CT., AMACTOJIMYECKUN IMYJIbMOHAIBHBIN TpagueHT > 7 MM prT. cT., JICC > 3 en.

Byna, a Taxxe HapyleHrne NoJaTIMBOCTH JIETOYHOU apTepuu 1o JaHHbiM MPT.

B Hactosiiee BpeMsi HE BBISIBICHBI Kakue-IUOO ONpeAesieHHbIE (DAKTOPBI pUCKA, T€HETHYECKas
MPEaPaCIIONOKEHHOCTh [ pa3Butus JIIT mpu maronormm neBelXx kKamep cepaua. Bo3moxHO,
OIpe/ieJIeHHOE 3HaYeHHE UrpaeT JAJIUTEeNbHOCTh CylIeCTBOBaHUA 3a0oneBanus. CyllecTByeT TUIIOTe3a,

YTO IMAaTOJIOTHA JICBBIX KaMeEp cCcpana MOXKCET HMCXOOHO pa3BUBATLCA 110 ABYM CHCHApusM: C



NPEUMYIIIECTBEHHBIM  TMOPAKEHHWEM  JIEBBIX  Kamep  («ICBOXKEIYJOYKOBBIM  (PEHOTHUIT»)  WIU
OJTHOBPEMEHHBIM PEMOJAEIMPOBAHUEM JIEBBIX M IMpaBbIX KaMep cepAaua («IpaBoXKeTya0YKOBBIN
¢denorum»). Kak mpaBuiio, «mpaBoxenyJ0uKOBbI (PEHOTUID aCCOIMUPOBAH C BHICOKOM CMEPTHOCTBIO.
K coxanenuto, UKBC He Bcerga mo3BoJisieT pa3iMyuTh MEPEUUCICHHBIE BBIIE (PEHOTHUIIBI, TaK Kak
NpUMEHEHUE TMETIEBhIX TUYPETHKOB MOXKET MEHATh TIeMOAMHaMUYeckue IMoka3arenu. Haumbonee
CIIOKHAsl 3ajada MpoBecTH Iu(pPepeHlrnanbHyl0 JUATHOCTUKY MEXKIY JEro4yHOM THIepTeH3HeH,
aCCOLIMMPOBAHHOM C CEpIEYHOM HEJOCTAaTOYHOCTHIO C COXpaHHOM (pakiueil BeIOpoca JEBOTO
wenynouka, u JIAI. Hapsany ¢ UBKC, cyuiecTByIOT HEMHBAa3UBHBIE METOJIbI, KOTOPBIE MO3BOJISIIOT

npoBecTu 3TOT «Bogopazaem» (Tadn. 15) (Ilpunoxenue b).

OcCHOBHOW 3ajadyeil B JICYCHUU MALMEHTOB C JIETOYHOM THUMNEPTEH3UEH, ACCOLMHUPOBAHHOM C
NaTOJIOTMEN JIEBBIX KaMep Cepaua, SBISIETCS MaKCUMallbHas Tepamnusi OCHOBHOIO 3a00JeBaHUS.
O¢ddexTuBHOCTD crienupUUEcKOil Tepanuy aHTUNEPTEH3UBHBIMU TNpenaparamu Juis jgedenus JIAD y
MAlMEHTOB C TMAaTOJIOTHMEeW JIEBBIX Kamep Ccepjla OIEHHMBAIaCh B HEOONBIINX KPATKOCPOUYHBIX
WCCJICIOBAHUAX; Tepamnus He MpUBea K YBETUUCHUIO BEDKUBAEMOCTH, CHUKCHHIO 3a00JIEBAEMOCTH, a
y 4acTU MAalKEHTOB CIOCOOCTBOBAjA 3aJEPIKKE KUJIKOCTH, YBEIUUEHHUIO YaCTOThl FOCIUTAIN3AUN B

cBs3u ¢ yxyamenueM teueHuss XCH (Ta6m. 16) (Ipunoxxenne A3).

IlosToMy JleroyHass BEHO3Has THUIIEPTEH3US IO-IPEKHEMY OCTACTCS IPOTUBONOKA3aHUEM  JUIA
Ha3HA4YeHMs crenu(UuecKkol Tepanuu aHTMIEepTEeH3UBHBIMU mpenaparamu juist sedenust JIAI. Ee
Ha3HAYCHUE MOXKET OOCYXKJarbcsl mMalueHTamM ¢ KoMOuHuUpoBaHHOM JIIT W BbIpaKEHHBIM
MpEeKaNWUIAPHBIM KoMIOHEeHToM B ycioBusax PKW mon HaGmiomeHuMeM CHENMalIUCTOB SKCIEPTHOTO

LOCHTpa JIETOYHOM TUIICPTCH3NH.

o PexoMeH0BaHa ONTHUMHU3ALUS TEPallid OCHOBHOTO 3a00JIeBaHMS TIEpel pelIeHHEM BOIpoca o
HEOOXOIMMOCTH OIIGHKH CTEMEeHU TSHKECTH JICTOYHOW TUNEPTEH3WH Y TMAIMEHTOB C IMaTOJOTHEH
JIEBBIX KaMep cepaua [6, 266].

« EOKIB (Y115 YYPCO)

e PexkomeHyeTcsi pacCMOTPETh BO3MOXKHOCTh YPE3BEHO3HOM KaTeTEepU3alMKU CepAlla y MalUueHTOB C
MPOMEKYTOUHOU BEPOATHOCTHIO JII, accounnpoBaHHOW C MATOJIOTMEN JIEBBIX KaMep Cepla, Mpu
HaJIM4YUKM JUCYHKUMU MpaBoro xemyaouka, ¢akropoB pucka pazutus JIADT wmmm XTOJL
HMMEIOIINX ONTUMAJIbHBIN BoJieMUYeCcKHii ctaryc [6, 12,43, 101-114 267].

e EOK IIbC (Y3 YYPC)

o He pexoMenmyercs mpoBeicHUE Ba30pPEaKTHMBHOIO TecTa mamueHtam ¢ JII' Ha QoHe marosoruu
JIEBBIX KaMep, 3a UCKJIIOYEHUEM KaHAUAaTOB HA TpaHCIUIaHTaluio cepana [6, 12,43, 101-114, 267].

« EOKIC (Y113 YYPB)

o He pexomenayercs Ha3HaueHHE CHENMU(UUSCKUX AHTUIIEPTCH3UBHBIX IMPENaparoB I JICUCHUS
JIAT" nanmentam c¢ JII' Ha ¢oHEe maToNOruM JEBBIX Kamep Cepaua B CBSI3U C BBICOKUM PHUCKOM
YXYIAIMIEHUS KIWHAYECKOTO TEUCHHUsI OCHOBHOTO 3a00JICBaHUS, 3aCPKKHU KUIKOCTH WA Pa3BUTHI
daranpHOTO Hcxona [6, 267-271].

« EOKIIIC (Y112 YYPB)

3.5.7. Jlerounasi runepTeH3usi BCJeACTBHE NATOJIOTMH JerKMX W/WIH THINOKCMUM



o PexoMeHyeTcs BBIMONHEHHE dXoKapauorpaduu i quarHoctuku JIIT y manueHToB ¢ maTonoruei
nerkux [6, 43, 65-67].

e EOKIC (YAA5 YYPC)

o PexoMeHyeTcss TIpOBeEeHUE YPE3BEHO3HON KaTeTepHU3aIlMU CEpJlla MPHU TSKEIbIX 3a00JeBaHUAX
nerkux npu nono3penuu Ha JIAD mmm XTOJII, a takxke B ciydyae TSXKEIOM MPaBOXKETYI0UKOBOU
Cep/IeYHOM HEAOCTATOYHOCTH JJIi YTOYHEHMs] JMarHo3a, Mpu oOTOOpe KaHAWJIATOB Ha
TPAHCIUIAHTAITUIO JIETKUX U XUPYPTHUECKYIO0 PEAYKIIUIO JIETOYHOTO 00bema [6, 12, 43, 101-114].

« EOKIC (Y113 YYPB)

o PexkomeHayeTcsi onTUMaIbHOE JICYEHHE OCHOBHOIO 3a00JI€BaHUS JIETKUX, BKIIIOYAs UIUTEIbHYIO
tepanuto 02, y nmanuentoB ¢ JII' BciencTBue 3a00€BaHMUM JIETKUX U XPOHUYECKON THIIOKCEMHEH
[6, 28, 29, 30, 39, 40].

« EOKIC (YAA2YYPA)

o He pexomenayercst y manuentoB ¢ JII' BciaeacTBrue 3a001€BaHUM JIETKUX PYTHHHO HCIOJI30BaTh
OJIOOPEHHYIO CITeNM(PUISCKYIO Tepanrio aHTUIIEPTCH3UBHBIMU TIperapaTaMu s jedeHus JIADL [6,
28, 29, 30, 39, 40].

« EOKIIIC (YA2 YYPA)

o PekomeHayeTcss pacCMOTPETh BO3MOXHOCTb HAIPABICHHS B OKCIIEPTHBIA LEHTP MAlMEHTOB C
JIETKUM OOCTPYKTUBHBIM WJIM PECTPUKTUBHBIM 3a00JIEBAHMEM JIETKHX, HUMEIONINX KIWHUYECKH
sHaunmyto JII, as moobcnenoBanus U pelieHrs BOMPOca O Ha3HAYCHUU CTIEIU(PUICCKON Teparuu

aHTMIEPTEH3UBHBIMU IIpenaparamu st jieuenus JIAT [10, 28].
« EOK ner (Y5 YYPC)

KomMmentapuu: /o oannvim uneazusuvix ucciedosanuil, Haiudue JII' ne ecec0a noomeepowcoaemcs u
Kpaiihe peoKo BblAGNAEeMCs BblCOKAS NPEeKANUIAPHAA Jle20yHas cunepmensusi. MmeHno nosmomy
gvidensaom mpu eapuanma cocyoucmou namonoeuu MKK npu namonoeuu neekux: nepewii, 6e3
Nle20yHoU eunepmen3suu, koeoa cpeonee [JIA < 21 mm pm. cm. unu 21 —24 mm pm. cm. 8 couemaHuu ¢
JICC < 3 ed. Byoa; emopotul, ¢ ymepeHHbiM nogviuieHuem cpeone2o [JIA 21-24 mm pm. cm. 6
couemanuu ¢ JICC > 3 eo. Byoa unu cpeoneeo JJIA 25—34 mm pm. cm.; u mpemuti, ¢ msaxcenou JII,
Ko20a cpeonee JIJIA > 35 mm pm. cm. uau > 25 MM pm. cm., HO 8 COUEMAHUU CO CHUNCEHHLIM
cepoeyHviM unoekcom (< 2,0 amun/vi’) [28, 39, 40]. K coxcanenuro, PAHOOMUUPOBAHHbLE
KIUHUYECKUe UCCTe008aAHUS C UCNONb308AHUEM CneyuUduuecKol mepanuy, nposedeHHbvle y NaYUueHmos
¢ JIAI' nHa one 3abonesanutl neckux, He NOKA3AAU NONOHCUMENbHO20 d¢h¢hekma 6 OmHOUuleHUU
noxazameinetl 3a001€6aeMOCmMuU U CMEPMHOCMU UL 3HAYUMO20 VIVYULeHUS NePeHOCUMOCTU
Qusuueckoi nacpysku. Omuacmu 5mo C8A3AHO C HEOOXOOUMOCMbIO 0moopa NAYUEHMO8 C
«NPABUNbHLIMY heHomunom, koeoa 6 eenese JII' na ¢hone namonocuu neckux npeooraoaem
BACKYIAAPHLIIL KOMNOHEHM ¢ 8blCOKUM YyposHem cpeornezo JIJIA, JICC u nuzkum cepoedHbimM UHOEKCOM
npu 1eeKUX Uil YMepPeHHbIX (YHKYUOHANbHBIX U MOPOOLOSUYECKUX UBMEHEHUSX CO CMOPOHbL T1eSKUX.
Umenno nosmomy neuenue JII' na ¢hone 3abonesanuii neckux OONNCHO ObIMb COCPEOOMOYEHO, 8
nepeyio ouepeodwb, Ha JieyeHuu 0CHO8HOU namonozuu. Iloxazano, umo onumenvHas KUCI10pooomepanus
coeporcusaem npoepeccupoganue JII' y nayuenmos ¢ XObBJI. Tem ne menee, ona peoko npusooum K
HOpManu3ayuu OaeleHusi 8 Je204YHOU apmepuu, max KAK BA30KOHCMPUKYUSL COYEmAemcs Cco
CMPYKMYPHLIMU USMEHEHUSAMU COCY008 Mano20 Kpyaa KposoobpaujeHus. Ha koppexyuto eunoxcemuu

Hanpaeiena u cmaHOapmHa}z 6p0Hx0ﬂumuquKaﬂ mepanusl. Takue 6p0Hx0ﬂumuquKue npenapanisl,



KaKk aopenepeuveckue cpeocmea Oisl UHCANAYUOHHO20 66e0eHUs U Meouilun, o001aoarom
OONOIHUMENbHBIM  8A300ULAMUPYIOWUM OCUCMEUEeM HA COCYObl MAl020 Kpyed Kpo8ooOpauyeHus.
[numenvhas HeUHBA3UBHAS GEHMUNAYUS Je2KUX, OONOIHUMENbHLIM NPeUMyWecmeom KOmopou
CILYACUM CHUIICEHUE aAMIIUMYObl OMPUYAMETbHO20 HYMPUSPYOH020 0asleHusl, 61a200aps KoppeKyuu

SUNEPKANHUU U 2UNOKCEMUU, MAKIHCE CROCOOCMBYEM CHUINCEHUIO 0ABNeHUs 8 JIe20UHOLL apmepull.
3.5.8. Xpounueckasi TpoM003M00IMYECKAS] JIETOYHAS TUIIEPTEH3US

XpoHuueckass  TpomOosMOonuueckas JjeroyHas —runeprensus (XTOJII)  xapaxrtepusyercs
OOCTPYKTHUBHBIM PEMOJICITUPOBAHUEM JIETOYHOW apTEepUU BCIEACTBUE TPOMOOIMOOIUU JIETOUHOU
aptepuu, comnpoBoxaarorumcsi pazsutuem JII. CoBokymuas 3aboneBaemocth XTOJII' cocraBnser
0,1-9,1% B TeueHue MepBbIX 2 JIET MOCJE SMU30/la CUMIITOMHON TPOMOOIMOOINH JIETOYHON apTepuu
(T2JIA) [6, 33, 72]. XoTs TouHash PacCIpPOCTPAHEHHOCTb W e€xerogHas 3adoneBaemocTh XTOJII
HEW3BECTHBI, HEKOTOPHIE JIaHHBIE YKa3bIBAIOT Ha TO, YTO 3TO 3a00JIeBaHME MOXKET BO3HUKATH Yy 5
YeJI0BEK Ha MIJITHOH HacesneHus B rox [32]. [Ipu auddepennmansHoii auarnoctuke XTI cnenyer
UCKJIIOYaTh JPYyrMe BO3MOXHBIE BapUaHThl OOCTPYKLMHU JIETOYHOM apTepuM, TaKHE€ KaK capKoMma
JIETOYHOM apTepuu, SMOOIUS OMYXOJEBBIMH KJIETKaMH, Mapa3UTUYECKUe (I3XMHOKOKKO3HBIE KHCTHI),

SMOOJIHHI HHOPOJHBIMU TCJIaMHU, BPOXKXACHHLIC NI HpI/IO6p€TeHHBIe CTEHO3bI JIETOYHOMU apTCpHUN.

CBoeBpeMeHHass mnocraHoBka auarHo3a XTOJII' 3arpynHuTensHa, Tak Kak 3HAYUTEIBHOE YHCIIO
canyyaeB XTOJII' pa3BuBaeTcsi MpU OTCYTCTBUM MPEAIIECTBYIOLIETO oOcTporo snu3zofga TOJIA, a
KIIMHAYECKUE CHUMMTOMBI SIBIISIIOTCS HECTCNM(PUISCKUMHU WM OTCYTCTBYIOT HAa PaHHHUX CTaIusIX
XTOJII. Knunnueckue cumnrtombl XTOJII' moryr nHanmomuuare octpyro TOJIA wnu WIIALL B
MOCJIEAHEM CIIy4ae OTEKH M KPOBOXapKaHbe BO3HUKAIOT yalle y nauueHToB ¢ XTOJII, B To BpeMst Kak
obmopoxku daie BcTpedarorcs y nanneHToB ¢ MJIAT. quarno3 XTOJIIT ocHoBEIBaeTCsS Ha pe3yibTaTax
oOcieoBaHusA, MOJYYEHHBIX TMOcie 3 MecsleB aJeKBAaTHOM Tepanmuu aHTUKoaryiasHTamu. s
nocTaHoBKU AuartHo3a X TIJII' Heobxoaumel crenyronme kpurepuu: cpeanee JJIA > 25 MM pT. cT. 1
cpennee JI3JIA < 15 mm pT. cT., HecoracoBaHHbIE AedeKThl nepdy3un Npu CUUHTUTpa)UM JTETKUX U
cneruuyeckue auarnoctudyeckue npuzHaku XTOIJII, BeBiasiembie Ha MCKT opranoB rpymHoi
KJIETKH C BHYTPUBEHHBIM OOJIIOCHBIM KOHTpacTtupoBanuem, MPT wunm o0ObUHON JiIerouyHOM
aHTMOKMHeMmarorpaduu, Takhe KaK KOJIbIEBbIE CTEHO3bl, CETEBUIHBIC/IICIECBUAHBIC H3MEHEHUS
MPOCBETa COCyJa U XPOHUYECKHWE TOTAJIbHBIE OKKIIO3UM (M3MEHEHHUS B BHJE BbIOyXaHUS WIH
KJIMHOBUAHOTO cyxeHus). Eciam cpennee JIJIA <25 MM pT. CT., HO NPUCYTCTBYIOT OCTaJIbHBIE

BBIIIECTIEPEUYHUCIICHHbIE TPU3HAKU, IUArHOCTUPYETCS XpOHUYECKas TpoMOoiaMmbonuueckass O0JIe3Hb
(XTOB).

B 10 Bpems kak KoMIbIOTepHasi ToMOTpadusi OpraHOB IPYJHON MOJIOCTH C BHYTPUBEHHBIM OOJIFOCHBIM
KOHTPAaCTUPOBAHUEM SIBIISIETCS HCCIEOBAaHUEM BbIOOpa B AuarHoctuke octpoit TOJIA, mmanapHas
BEHTUJISIIUOHHO-TIEPQY3UOHHAST  CHUHTUTpadusi JIETKUX OCTAeTCd OCHOBHBIM METOJOM IS
Busyanuzaunn XTOJIT, Tak kak A MOCTaHOBKU JMAarHo3a oHa oOJagaeT YyBCTBUTEIBHOCTHIO 96—
97% u cneuupuunocteio 90-95% [47]. Xors XTOJII' u paccmarpuBaeTrcsi B paMKaX BEHO3HOM
TpoMO03MOONIHNH, KIacCUUYecKue TpomOoduinyeckre (HakTopbl pUcKa MPU STOM MATOJIOTUU HEPEAKO
oTCyTCTBYIOT. Tak, mo nanHbsiM eBponeickoro peructpa XTOJIIT mpeamecTByronme snu3onsr TOJIA

yaaeTcsl oATBepAuTh B 74,8% ciydaes, a TpoM003bI IyOoKux BeH — B 56,1% cinyuaeB. XTOJII yame



pa3BUBAaEeTCS y TMalUeHTOB ¢ aHTH(ochomunuaabiM cuuapomMoM (10-15%). Opnako nedwummt
antutpom6OuHa I, mporennoB C u S, romorucrennemusi, mytanust G20210A B rene npoTpoMOnHa He
yBenuuuBaroT puck pa3sutust X TIJII. [ToBropHbie BeHO3HBIE TPOMOOAIMOOINH U BBICOKHM YpoBeHb D-
JUMEPOB TIOCJIE OTMEHBI AHTHKOATYISTHTHOW TEparuu Tak)Ke HE acCCOIMHPOBAHBI ¢ O0jee YacThIM
passutrem XTOJII. Bmecte ¢ Tem, romMo3urorHele moiuMopdHbie BapwaHThl reHa V (dakTopa
BcTpeuatores vaimie npu XTOJIL, yem npu apyrux BapuaHTax JIETOYHOW rumnepreHsuu (29% mportus
7,8%).

UBKC siBisieTcsi BaKHBIM JIMATHOCTUYECKUM HHCTPYMEHTOM. YPOBEHb IMPEAONEPAIMOHHOTO U
nocieonepanuonHoro JICC sgBnsieTcss MapkepoM AOJTOCPOYHOro MpOrHo3a [272]. 3akiIFouuTeIbHBIM
ATAIlOM JUArHOCTHYECKOTO TMpoIecca SBIACTCS CeleKTHBHAS aHTHOMyIbMoHOrpadus. OHa BBISIBISCT
KOJIBLICBUIHBIE CTE€HO3bl, CETEBUJIHbIC M IICJICBUIHBIE M3MEHEHHUS IPOCBETAa COCYAOB, U3MEHEHUS
MEIIOTYATOTO THIA, HEPETYISIPHOCTh CTEHKH COCYIOB U TOJIHYIO OOCTPYKIIUIO apTepUH, KoJularepaiu
OpOHXHWANBHBIX apTEPHii, a TAKXKE IMOMOTAaeT B TEXHUYECKOM OIlEHKE OmepadelbHOCTH OOJBHOTO.
Anroputm ob6cnenoBanus 6ompHOrO ¢ mogo3perremM Ha XTOJII/XTOb mpencraBneH Ha pucyHke 3

(ITpunoxenue b).

OcHoBubIM MeTOooM JyedeHus: XTOJI' cumtaercs TpoMOIHAAPTEPIKTOMHS M3 JIETOYHOM apTepuH,
CMEPTHOCTb IpU KOTOPOH B  KPYIHBIX €BPONEHCKMX LeHTpax cocraBmier < 3,5%
[6,33,72,273,274,275]. Pemienue 00 onepabenbHOCTH 0O0JILHOTO MIPUHUMAETCS
MYJABTHAUCIUIUIMHAPHOW KOoMaH[0i. bonbHONM mpu3HaeTrcs HeomnepalelbHbBIM, €CIH IOJI00HOE
pelIeHre BBIHOCHTCS KaK MHHUMYM 2 HE3aBUCHUMBIMH OJKCHEPTHBIMHU IeHTpamu. OO0mmmu
KPUTEPUSIMU OTOOpA JUISl XUPYPrHUECKOTO JCUSHHs CIYKUT XUPyprudeckasl JOCTYyITHOCTh TPOMOOB B
OCHOBHBIX, JIOJI€BBIX WJIM CErMEHTAPHBIX JIETOUYHBIX apTepusx. Bo3pact mamuenra cam mo cede He
SBJISIETCS MPOTUBOIIOKA3aHUEM K ONEPATUBHOMY JIEUECHHIO, Tak ke Kak u BennunHa JICC m Hanmuuue
TUC(hYHKIIMN TIPABOTO Kemyaodka. B oTinuue oT Xupyprudeckoit sSMO0IIKTOMUH Tpu ocTpoit TOJIA,
neduenue XTOJII' TpeOyer OunatepanbHON 3HIAPTEPIKTOMUU C JIOCTYIIOM 4Yepe3 MeIUabHBIM CIoi
nerouHoit aptepuu. Omepanus BBIIOTHSETCA B YCJIOBHSX DIIYOOKONH THIOTEPMUU U OCTaHOBKHU
KpoBooOpamenus. [locieonepanmoHHblii penepy3uOHHBI OTEK MOXKET MOTPeOOBaTh MPOBEACHUS

BeHoaprepuanbHoii DKMO.

o Pexomenayercsi oOCykJeHHE BO3MOXHOCTHU BBIIOJHEHHS] TPOMOIHIAPTEPIKTOMUU W3 JIETOYHOU
apTepuu MYJIBTUAUCIUIUIMHAPHON KOMAaHIOM Kak MHUHUMYM 2 HE3aBHUCHUMBIMU 3KCHEPTHBIMHU
LEHTPaMH JUJIsl BCEX MAaMEHTOB ¢ JokyMeHTupoBanHo XTIJII [6, 33, 72,273,274, 275].

« EOKIC (YIS YYPC)

o PexoMeHyeTcsl mpueM aHTHKOATYJISTHTOB HEMPSMBIX (aHTaroHHucToB BuTamuHa K), naxe mocrne
BBINIOJIHEHUSI TPOMOZHIAPTEPIKTOMUU M3 JIETOYHOM aprepuu BceMm mnauumeHtam ¢ XTOJII mus
NpOo(HUIAKTUKY PELMIMBA OCTPOM TPoMOOIMOOIHH JIeTOuHOM aptepuu [6, 33, 72].

« EOKIC (YA5 YYPC)

Hannuwne anrnonarnu m npexkamwuiapHbid xapakrep JII' npu XTOJIIT oTkpeIiBaeT BO3MOKHOCTH ISt
MpUMEHEHUS crienu(UUeCcKoi Tepanuu aHTUIePTEH3UBHBIMU npenaparamu Jiis iedeHus JIAT. Jlannas

TCpamuss MOXET OBITH omnpaBJaHa Yy IMMAOUCHTOB, IIPHU3HAHHBIX HCOHepa6eHBHBIMI/I, a TaKXKe Yy



MAllMEHTOB C NEPCUCTUPYIOLIEH WIM PEUUIMBUPYIOIIECH JIETOYHOM THUIIEPTEH3UMEW TMOCie

TPOMOIHAAPTEPIKTOMUHU U3 JIETOUHON apTEepUH.

e He pexoMmeHmyeTCsi MPUMEHATH CIEM(DUUECKYIO Tepanuio aHTUIIEPTECH3NBHBIMU TperapaTaMu s
neuyenus JIAT' y onepaOenbHbBIX MAalMEHTOB C TXKEJIBIMU HApYIICHUSIMU T€MOIMHAMUKY B KaueCTBE
«MOCTa» TIEpe]l BBIIIOJTHEHUEM TPOMOIHIAPTEPIKTOMUN U3-3a OTCYTCTBHSI JI0Ka3aTeIbHON 0a3bl ee
s dexruBHOCTH [72].

« EOK et (YIS YYPC)

[lo pesynpraram wuccnenoBanuss CHEST-1,2 tepanust puomuryarom** y 261 mnamueHta c
HeornepadbenpHOW XTOJIIT mm mepcuctupyromeit/peruausupytomeid XTIJIIT B Teuenne 16 Hemens
Tepanuu npuBoawia K ysennueHuto TOH u ynyumennto napametpoB remoguaamukn MKK, Bkirouast
u camwxkenue JICC [277].

o PexoMeHayeTcs Ha3HAuCHUE pHoLUTyaTa™™ manueHTaMm ¢ HeomepalenbHOU/pesunyanbHo X TIJIT
JUTSL YAYYIISHHS TIEPSHOCUMOCTH (PU3UYECKUX HArpy30K M TeMOJAMHAMHYECKUX ToKa3arenei [6, 33,
72, 277].

« EOKIC (VA2 YYPA)

HoBbiM HampaBiennem B JjedeHun mnanueHToB ¢ XTOJIIT sBasercs karerepHas OallsIOHHAsS
anruoriactuka jgerounout aprepun (BAIIJIA). Or6op manuentoB Ha BAIIJIA ocymiecTBisieTcst TOIBKO
MOCJIe TMPUHATUS PEHICHUS O HEBO3MOXHOCTH BBITIOJIHEHUS] TPOMOIHIAPTEPIKTOMHUHN M3 JIETOYHOM
apTepul MUHUMYM B JIBYX 3KCHEPTHBIX LIEHTpax JErouHou rumnepreHsuu [6, 33, 72, 278]. Meronuka
BoinonHeHus: BAIIJIA mpu XTOJII' cnoxkHa, TpeOyeT HaBblKa M XOPOILIEro 3HAHUS AHATOMHHU U
remoanHamMuku MKK, mosTomy nokHa BBITIONHATHCS TOJNBKO B LIEHTPAX, UMEIOMINX OOJBIION OMBIT

1o Beaenuro naimeHTos ¢ X TIJIT.

e PexoMeHI0BaHO PAcCMOTPETh BO3MOXKHOCTH BBITIOJHEHUS OAJIOHHOW AHTHMOIUIACTUKHU JIETOUHOMN
apTepuH B Ka4eCTBE aJIETEPHATUBHOIO METOAA JiedeHUs HeornepadeabHbIX 00mbHBIX ¢ XTOJI s
yIy4IIeHUs] X Tporuosa [6, 33, 72, 278].

« EOKIIbC (YIS YYPC)

Anropurm nedenns XTOJII npencrasnen Ha pucyHke 4 (IIpunoxenne b).
3.5.9. Oco0eHHOCTH BeAeHUSI NALMEHTOK AETOPOAHOI0 BO3PACTA C JIETOYHOM rHNepTeH3uei

JIT' acconMupoBaHa ¢ BHICOKMM YPOBHEM MAaTE€pPHHCKOH W NepHHATajJbHOW JIeTalbHOCTU. Bo Bpems
OEpEMEHHOCTH B OpPraHU3ME >KEHIIUMHBI MPOUCXONAT CYLIECTBEHHBbIE aJalTallMOHHbIE W3MEHEHUS:
00pa30BaBIIUICS TIOAO0BO-TUIALICHTAPHBIN KOMIUIEKC MPEACTaBIsET CO00M TaK Ha3bIBAEMBIA «TPETUI
KPYT KPOBOOOPAIIEHHUS», M €T0 BKJIIOUYCHHUE MPUBOIUT HE TOJBKO K MOBBIIICHUIO MAcCChl Tea, HO U K
HapacTaHWio 4acToThl cepiaeuHbix cokpamieHuii (HCC), a taxxe k 3HauutTenbHoMy (0T 30 mo 50%)
YBEJIMUEHUIO KaK CEepAEYHOro BhIOpoca, Tak U 00beMa LUPKYJIUpYIoLeld KpoBU ((pu3nonoruveckas
runepBosiemusi). Co CTOPOHBI CHUCTEMBI JbIXaHWS OTMEUACTCS YBEIMYECHHME JbIXaTeIbHOTO 00BheMa
JIETKUX, KOTOPBIA K KOHIly IeCTallMOHHOTO mnepuoja Bo3pactaeT Ha 30-40%, a yacrora JapIXaHuUs

yBenuuuBaercss Ha 10%. YV xenmmH ¢ JII' 3TM HM3MEHEHHMS MOTYT MPUBECTH K KIMHUYECKOU



nexomrieHcanuu. Cam mpoiiecc AMarHocTuku u jedeHus JII' B meproa 6epeMeHHOCTH MPEICTaBIseT
ONPEIEIICHHBIE TPYAHOCTH, CB3aHHBIE HE TOJIBKO C OrPAHUYEHUEM JTUATHOCTUYECKUX BO3MOKHOCTEH,
HO U C BBIOOPOM MEIMKAMEHTO3HOM Tepanuu. B HacTosiiee BpeMs B MHUpPE OTCYTCTBYIOT €IUHBIE
COTJIACOBAaHHBIC TOJXOMbI K BeJAeHUI0 OepeMeHHbIX ¢ JII, BCreacTBUE HATUYMs STUYECKUX ACTIEKTOB
npo6sIeMbl IPOBEIEHUS KPYIHBIX PaHIOMU3UPOBAHHBIX MIAIE00-KOHTPOIUPYEMBIX MHOTOLIEHTPOBBIX
KJIIMHUYECKUX MCCIENOBAHUI, W BCE JOCTYNHBIE PEKOMEHJAIMU HOCAT B OCHOBHOM YPOBEHb

J0Ka3arCJIbHOCTHU C, OCHOBBIBAsICb HAa OIILITC SKCIICPTOB U OTACIIbHBIX LICHTPOB.

» He pexomenayercs 60epeMeHHOCTh MallMeHTKaM ¢ JIETOYHOU runeprensuen [6, 279, 280].

« EOKIIIB (Y114 YYPC)

o PexoMeHayeTcsi MpOBOAUTH CTPATU(UKALNIO MATEPUHCKUX PUCKOB BO3HUKHOBEHMS CEpCUHO-
COCyOUCThIX OocioxHeHui mo mkaie mWHO npu mnaHupoBaHuM OEpEeMEHHOCTH, a TaKXKe MpU
HACTYIUIeHUU OepeMeHHocTH nanuenTkam ¢ JII' [279, 280].

« EOKIC (Y114 YYPC)

o PexoMeHyeTcsl HCKyCCTBEHHOE TIpephIBaHUE OEPEMEHHOCTHU B ClIydae HACTYIJICHUSI OEpEeMEHHOCTU
[279, 280].

« EOKIC (Y114 YYPC)

KommenTapuu: Coeracno moouguyuposannoii xiaccuguxayuu BO3 no oyenke pucka cepoeuro-
COCYOUCMBIX OCIONCHEHUI O Mamepu u homomcmea bepementvle ¢ JII' omunocames k 1V kamezopuu
pucka, npu xkomopou bepemennocms npomusonoxazawa [279, 280, 281, 282, 283]. Pezyrvmamoi
AHAU3A UCX0008 OepeMeHHOCMU U pPO008 6 KPYNHLIX MEOUYUHCKUX YEeHmpax NoKa3aiu, ymo
bepemennocms  y ocenwun ¢ JIAIT no-npesicnemy accoyuupyemcsi ¢ 6blCOKOU MAmMepuHcKou
nemanvHocmvto — om 25% 0o 56% [284, 285], evicokoil wacmomotii npexcoespemenubix pooog — 85—
100%, cunopomom 3adepicku pazeumusi nioda 6 3—33% cnyuaes, a makdce eubenvio nuooa/
HOoB80opodcOeHnvix 8 7—13% cayuaes [6, 279]. B ceéazu ¢ smum nayuenmxe c JIAI' dondxxcrno 6vimo
npeonodceHo npepvleanue OepemMeHHoCmu IUb0 00CPOUHOe pooopaspeuilenue (8 3a8UCUMOCU OMm
cpoka npozpeccupyloweri bepemenHocmu). B ciyuae omkaza om npepwieanusi Oepemennocmu /
00CPOUHO20 podopaspeuterust bepemeHHocmsb sedemcs Kak oepemennocms Il knacca (mWHO), m. e.
OepeMeHHOCMb bICOKO20 PUCKA DA3GUMUSL CEPOEUHO-COCYOUCbIX OCTO0NMCHEHUU, 8 MOM 4Yucie U
Gpamanvublx, ¢ npueiedenuem MYIbMUOUCYUNIUHAPHOU KOMAHObL € COCmAase 6pavd-kapouonoza,
8paua-akyuepa-euHexkonozd, 8paUa-aHecmesuon02a-peaHumamonoa, 8paua-neouampa u
cneyuanucma NoO  J1€20YHOU — cUNepmeH3uu U pooopaspeuienuem 8  CheyuarusUpoSaHHbIX
nepunamanvusix yeumpax Il ypoeus [280, 282, 286]. B cryuae coenacus nayuenmku Ha npepvléanue
bepemennocmu, MeOUYUHCKULL abopm 0ojiced Oblmb 8binoiHeH 00 22 Hnedenvb bepemennHocmu. [287,
288]. Ilpepvisanue bepemennocmu Ha Oolee NO30HUX CPOKAX NO PUCKAM DA3BUMUSL OCLONCHEHUL
CONOCMABUMO C PUCKAMU OOCPOYHO20 podopaspeuterus Ha 32—34-u nedene bepemennocmu. Haubonee
ONMUMATILHBLIM CPOKOM Ol npepuléanus bepemenHocmu aensemcs cpok 6 10 + 3 nedenv cecmayuu
[287, 288, 289, 290]. Meouxamenmosuvle u Xxupypeuuecxkue memoovbl Npepvléarus OepemMeHHOCmu
00UHAKOBO IGhheKmueHbl U CONOCMABUMbBL NO YACTOME PA3BUMUSL CePbe3HbIX 0caoxcHeHuu. OOHako,
no OaHHBIM TUMEPAmMypol, Yaue npoeoosimcs xupypauveckue manunyasayuu (2,1 npomus 0,6%) [291,

292].  Ilpoyedypa npepvisanusi OepemMeHHOCMU OOINCHA NPOBOOUMbCSA 8 CHeYUAIUIUPOBAHHOM



yeumpe. Meouxkamenmosnoe npepvléanue OepeMeHHOCmU UYenecooopasHo paccmampueams 00 9

Heoelb bepeMeHHOCMU C UCNOIb308aAHUeM HU3KUX 003 muzonpocmona (100 me) [280].

o PexoMeHIyeTCsl IPOBOAMTH OCMOTP OCPEMEHHOM BPaYyOM-KapAHOIOroM Kaxkble 2—4 HECNH, a IpU
HEOOXOMMOCTH — €XKEHEACIbHO (B TPEThbeM TPUMECTpe OCPEeMEHHOCTH B Ciydyac IPOJIOHTAIUN
o6epemennoctu) [287, 288].

e« EOK ner (YI15 YYPCO)

Kommentapuu: [lpu nepsuunom obpawenuu oepemennou c JIAI' nposooumcsa ¢uszuxkanrvrhoe
obcnedosanue, oyeHka MONEPAHMHOCIU K @u3uueckou Hazpyske, nyavcoxcumempus, IxoKI c
npuYenbHoll 0YeHKol yHKyuu npasoo dxcenyoouka u onpeoenenue yposus N1-proBNP é cvigopomke
Kposu ona cmpamuguxayuu pucka JIAIT B ciyuae nuszrkoeo pucka (®K I-1I) nayuenmru ¢ JIAI 6 1
mpumecmpe ocmampuearomcs He pedxce 1 paza 6 mecsay. Bo Il mpumecmpe kpamnocmsv 6u3umos
nayuenmku modicem ovimo ysenuverna 0o 1 pasa 6 2 nedenu. B kadicowiil suzum, Hapsoy ¢ 0CMOMPOM,
cnedyem evinonuamo IxoKI, TIIX, oyenusamo yposenv NT-proBNP u oannvle nynvcoxkcumempuu. B
Il mpumecmpe Oadce npu Onaconpusmuom meyenuu oOepemennocmu u Huzkom DK JIAI' (I-1])
NOKA3aHA NAAHOBASl 20CNUMANUAYUSL 6 CNeYUANUSUPOBAHHBIN NEPUHAMANbHLIUL YEeHMD, UMeIouull
onvlm OuazHocmuku u aedenus JII, 6 c6A3U C BbICOKUM PUCKOM NPEHCOEBPEMEHHBIX POO08 U
2eMOOUHAMUYECKUX HAPYWEeHUU, a makadce 01a eepughurayuy cpokos u cnocoba pooopaspeuieHus,
anecmesuonoauiecko2o nocoous. llayuenmku c JIAI' II-1V @K (BO3) odonocnul nabniooamscs 6
VCR08UAX CMAaYUuoHapa eecb nepuood bepemennocmu ¢ IxoKIl -konmponem ne pesce 1 paza 6 4 neoenu
UY npu UMeHeHuu Kiunudeckou xapmunul. IIpu nosenenuu npusHakos yxyouenus meuenus JIAI' na
n1060M cpoke bepemeHHOCmU (Hapacmauue 00blWKY, NOAGIeHUe CUMNIMOMO8 OUCHYHKYUU NPABO2O
JHCENYOOUKA, 2UNOKCEMUU, HAPYWEHUU PUMMA, 201080KPYHCEHUN UIU CUHKONATbHBIX COCMOSHULL)

NOKA3aHA 20CNUManu3ayus nayueHmku 8 cneyuanuzuposanusi yenmp [280, 282, 292].

e PexoMeHryeTcsi IpoBeAeHUE HXOKapAOorpapuu BO BpeMsi OEpeMEHHOCTH Kax ible 4—6 Henemb 100
MIpY YXYAILIEHUU COCTOSIHUS ManuenTku [6, 279, 280, 282, 292].

« EOKIC (Y114 YYPCO)

e PexoMeHlyeTcsi pacCMOTPETh BO3MOXKHOCTbH IPOBEIEHHUS UYPE3BEHO3HOW KaTeTepu3alliM cepiaua
o6epemeHHbIM C JII' ¢ AMAarHOCTUYECKOH 1EJIBI0 TOIBKO IO CTPOTHM TokazaHusiM [280, 287, 288].

« EOKIIbC (Y5 YYPC)

e PexomeHzyeTcs BBINOJIHEHHE YPECHUIIEBOAHON sxokapauorpadhuu OepemenusiM ¢ JIIT ans
uckimouennss BIIC B ciyyae HeonTHMMaJIbHOW — BU3yaju3allMd IPU  TPaHCTOPAKAIbHOMN
axokapauorpaduu [6, 280, 287, 288].

« EOKIC (Y45 YYPO)

e PexomeHIyeTcs BBINOJHATH KOMIIBIOTEPHYIO TOMOTpaduio OpraHoB TPYAHON TOJOCTH C
BHYTPUBEHHBIM OOJIOCHBIM KOHTPACTUPOBAHUEM TOJIBKO 10 KU3HEHHBIM IOKa3aHUSIM, B TOM YHCIIE
Y TIPU TIO/IO3PEHUH Ha OCTPYIO0 TPOMO03IMOOIHIO JIeTOUHOU aptepuu [6, 280, 287, 288].

« EOKIIbC (Y5 YYPC)

Kommenrapuu: Ilpeonoumenue 011 ucnonvzosanus omoaemcs KT ¢ Huzkum ypogHnem Jiyuesoll
naepysku (0,01-0,66 mI p) [280, 293, 294].



o PexoMeHyeTcsl POAOIKUTh CHEIU(PUISCKYIO Tepanuio aHTUTIEPTCH3UBHBIMU TpernapaTtaMu s
neuenus JIAIT Bo BpeMss OEpeMEHHOCTH TMallMEHTKaM, IOJYYaBIIMM €€ 110 OepeMEHHOCTH, C
3aMEHOM  JIEKApCTBEHHBIX IIpemaparoB, OOJaJarONMX IMOTEHIHAIBHBIM TEPaTOTEHHBIM W
AMOPHOTOKCHYSCKUM JICUCTBUEM, Ha Oosee Oe3omacHsie [6, 280, 287, 288].

« EOK IIaC (YIS YYPCO)

o PexoMeHIyeTCs HHUIIMMPOBATh CIIEIU(PUUESCKYIO Tepanuio aHTHIIEPTEH3UBHBIMH TTpeTriapaTaMu JiIs
neaerust JIAI' Bo BpeMs OepeMEHHOCTH IMAIlMEHTKAM, HE IMOJIy4YaBIIMM €€ JO0 OCpeMEHHOCTH, C
Y4€TOM TOTEHIIMATBLHBIX TEPATOTCHHBIX B SMOPHOTOKCHYECKUX I deKToB mpenaparos [6, 280, 287,
288].

« EOK IIaC (VA5 YYPCO)

KommenTapuu: Ob6vem cneyuguueckou mepanuu (Monomepanus uiu KOMOUHUPOBAHHASL Mepanisi)
onpeoensiemcs Ha OCHOBaHuu cmpamugpukayuu pucka nemanvhocmu [10]. B xauecmee npenapama
nepeoll TUHUU YACMO UCNONb3Yemcs culoenagun 6 cmapmosoi 0ose 20 me 3 paza/cym. Hasnauenue
UHCATISIYUOHHO20 UONPOCMA 80 8peMsl bepeMeHHOCmU U Nocie po008 NOKA3aHo nayuenmkam ¢ -1V
@K ((BO3). B nooepynne nayuenmos ¢ NONOHCUMENbHBIM 6A30PEAKMUBHBIM MECMOM HeoOX00UMO
NPOOOIHCUMb UTU UHUYUUPOBAMb MEPANUI0 OOKamopamu «MeOJeHHbIX» Kalbyuesvlx Kauanios [0,
266, 280, 282].

e He pexomenayercs HazHauaTh DPA OepeMeHHBIM UM TUIAHUPYIOIIUM O€pEMEHHOCTh NallUEHTKaM C
JIAT B CcBsI3M ¢ TepaTOTEHHBIM W IMOPHOTOKCHYECKUM JIecTBHEM mpenaparoB [280, 287, 288, 295,
296].

« EOKIIIC (Y45 YYPCO)

e PexoMeHjlyeTcsi paccMOTpeTh BO3MOXKHOCTh Ha3zHaueHus ¢ypoceMuua™™* g KOppeKuuu
MPaBOXKEITYIOUKOBOM CEPACUHON HEOCTaTOYHOCTH BO BpeMs 6epemeHHocTH [280, 282].

« EOKIIbC (Y5 YYPC)

KommenTapuu: He pexomenooeano pymunnoe Ha3HaueHue MOYe€2OHHOU mepanuu y bepemeHuvix. B
cayyae HeoOX00UMOCMU — UCNONb308AMb Nemiegvle OUYPEMmuKU ¢ OCMOPONCHOCIbIO 8 C8A3U C
ONnacHocmvio 06eOHeHUsT NI00080-NIAYEHMAPHO20 KPOBOMOKA, U NOO OUHAMUYECKUM KOHMPOLEM

COCMOAHUSA NI0OA.

e He pexkomenayercss Ha3HAa4aTh CIUPOHOJAKTOH™* BO BpeMsi OEpEeMEHHOCTH B CBS3H C BBICOKUM
pUCKOM (heMHHM3ALMN HOBOPOKJIEHHBIX MY>KCKOT0 mona [280, 289, 292].

« EOKIIIC (YIS YYPC)

o PexoMeHoBaHa Koppekuusa neduimTa xeine3a BO BpeMs OEPEMEHHOCTH B CBSI3M C HETaTUBHBIM
BIIMSIHMEM Ha Tpoliecchl pemoaenupoBanus cocyqoB MKK [280].

« EOK ner (Y15 YYPC)

o Pexomenmyercs ormeHa Bapdapuna** OepemenHsiM ¢ JIAI, momy4aBIIUX aHTUKOATYJSHT
HenpsiMoil (anTaroHuct BuTamuHa K) no OepemMeHHOCTH, U3-3a 3MOpUO- U (HETOTOKCHUYECKUX
a¢hdexToB mpemapara (cpasy MOCiI€ TMOATBEPKICHUS COCTOSIHUS OCPEMEHHOCTH) W WHHITHAIWS
Tepanuy rernapuHaMH B TEPANeBTHUECKUX J03aX (B pacueTe Ha BeC M0 OEpEeMEHHOCTH), KOTopas

JoJKHA OBITH TIPOIOJKEHA B TeUeHHE Beell OepemenHocTH [156, 280, 295].



e EOK IIaC (VA5 YYPC)

o Pexomennyercs nponoskuth 6epemeHHbIM ¢ XTOJII' Tepanuio remapyuHamMu B TEpaneBTUYECKHUX
J103aX B pacuere Ha Bec 0 OEpeMEHHOCTH B T€UEHHE Bcell OEpEeMEHHOCTH WJIM MHUIIMMPOBATH €€, B
Clydae e€CIId aHTHKOATryJISTHTHAs Teparus He TPoBoauiIack 10 oepemennoctu [280, 297].

« EOKIII C (Y115 YYPCO)

e PexoMeHI0BaHa MMOBTOPHAs OLEHKA MOKAa3aHUM K Ha3HAYEHUIO NMPOPUIAKTUYECKUX 103 TelapuHOB
B TedyeHHe Bcell OepeMeHHOcTM TeM OepeMmeHHbIM ¢ JIAI, KoTOpblE HE TMOIyYaiau
aHTUKOATYJISTHTHYIO Teparuto 10 OepemeHHocTH, [6, 280, 292, 297, 298].

« EOKIIb C (Y3 YYPB)

o PexomenoBaHo BceM OepeMeHHBIM ¢ JIAL, He moy4aBImIMM aHTUKOATYISHTHYIO TEPANUIo 10 U BO
BpeMsi OEpEeMEHHOCTH, HHUIIMMPOBATh aHTUKOATYASHTHYIO Tepanuio remapunamu B Il Tpumectpe
OepeMEeHHOCTH B MPOMUIAKTHUECKUX J03aX (IMpU OTCYTCTBUM MOKa3aHUU K JiedueOHbIM J03aMm) [6,
280, 292, 297, 298].

« EOKIIb C (Y43 YYPB)

» He pexomeHnayercsi MpOBOANTH TEPANUIO MPSIMbIMU aHTUKOATYJISTHTAMHU /ISl IEPOPATILHOTO IIpreMa
y 6epemennbix nanueHTok ¢ JIAI' u XTOJII' B cBsizu ¢ OTCYTCTBUEM JIaHHBIX 00 3(h(PEKTUBHOCTHU U
Oe3omacHocTH 3TUX npenaparos[280, 292].

« EOKIIIC (YOS5 YYPCO)

o PexoMeHyeTcsl MOJAABIATh JakTaluio nanueHTok ¢ JIAIT mocne popopaspemienus 1 CHUKEHUS
pHUCKa pa3BUTHS HeOIaronpusaTHeIX coobiTui [280, 292, 299, 300].

e EOK IIaC (V15 YYPC)

Kommenmapuu: Kopmnenue cpyovio — memabonuvecku 3ampamuwsiii npoyecc. Kpome moeo, 6
nociepooosom nepuode nayuenmru c¢ JIAI' nyscoaromes 6 pannel onmumuzayuu cneyupuiecKoll
mepanuu npenapamami, IKCKpemupylouwumucs, ¢ 2pyoHbiM MONOKOM. Jlakmayuio nooasnsirom c
nomowblo cmanoapmuuvlx 003 kabepeonuna (0,25 me kaoxcovlie 12 u 6 mevyenue 2 OHeu) uiu
opomokpunmuna (2,5 me 6 deHvb podopaspeuienus, a 3amem 2,5 me 06a pasa 6 OeHvb 6 meueHue 14

OHeti), eciu kabepeonun Heoocmyner [280, 299, 300].

e« He pexkomeHnayeTcs HUCHOIB30BaTh OOLIYI0 AHECTE3UI0 IPU ONEPATUBHOM POJOPA3PELICHUN
nanueHTok ¢ JIAT' B cBA3M ¢ Tem, 4TO O0Iasi aHEeCTe3Usl y ITUX MALMEHTOK SIBISIETCS OJHUM U3
(haKTOpOB pUCKa MaTepUHCKOM jeTaapHOoCTH [6, 280, 282, 285, 292, 301].

« EOKIIIC (YAASYYPCO)

o PexoMeHyercst onpenensaTh IaH poaopaspeiieHus oepeMeHHbix ¢ JIAIT MynbTUANCIUIUIMHAPHOM
KOMaHJIOM, BKJIOYas OIEHKY OPHEHTHPOBOYHOTO  ONTHUMAIbHOTO CpOKa U  crmoco0a
poIopaspenieHus, a TaKXKe TUIaH BEJIEHUs MOCIEPOA0BOT0 ieproaa (He0OX0MUMOCTh MEXaHUIECKOU
MOJIJICPKKH, MpeObIBAHUE B MajaTe UHTEHCUBHOMU Tepanuun) [280, 292].

« EOKIC (Y45 YYPC)

Kommenmapuu: Ocmaemcsa OuckymabenvHblM 80NpOC CPOKO8 U  Cnocoba pooopaspeuletusl.
IIpeonoumumenvuvim cnocooom pooopaspeuienus A6aAI0Mmcs poobl uepes ecmecmeenHvle poooable
nymu, — AcCOYUUpPOBAHHbIE €  MEHbUUMU  DPUCKAMU  2eMOPPASUYECKUX,  UHQDEKYUOHHBIX U
MPOMOOIMOOIUYECKUX OCTONCHEHUL, A MAKIHCe C MeHee PEe3KUMU 2eMOOUHAMUYECKUMU USMEHEeHUAMU

no CpasHeHUr ¢ KecapeeviM ceUueHuem. C 0py201:2 CNniOpPOHDbL, OONLUIUHCIEO IKCnepmoe CKIAOHAEemCA K



momy, umo nayuenmox ¢ JIAI' Il ®K u eviwe crnedyem pooopaszpewamv OnepamuGHulM NYmem C
MOHUMOPUPOBAHUEM NAPAMEMPO8 YEHMPATbHOU 2eMOOUHAMUKU U 2A308020 cocmasa Kposu [295,
302, 303]. Bo mHOocux cneyuanusupo8aHHbIX YEeHmMpax peKoMeHOyemcs nposooums pooopaspeuleHue
00CpouHO 6 cpoku 34—36 Hedenv OepemenHOCMU, NPU IMOM MUHUMATbHBIL PEKOMEHOYeMblll CPOK
pooopaspeutenuss — 32 Hedelu, MAKCUMANbHbIU (Apu  YCI08UU HOPMATLHO NpomeKarouje

bepemeHHOCMU U 2eMOOUHAMUYECKOU cmabunbHocmu nayuenmku) — 37—38 nedenw [287, 295].

» B mocneponoBom mepuope pekoMmeHmayercs npuMmeHeHrne NO WM HMHTaJIsSIMOHHOTO HJIOMPOCTa
[303, 304].
e EOK ner (Y114 YYPC)

KonTpanenuusi ¥ ropMOHO3aMeCTUTeIbHASI TEPANUS

o PexomeHayeTcs KOHCyIbTalMs Bpada-KapAuoa0ra U Bpada-TMHEKOJI0ra B LIEHTPE C ONBITOM BEICHUS
o6epemennbix ¢ JIAI' nns mombopa oNTUMATBHOTO METO/Ia KOHTPALICTIIIMK C YIETOM BBICOKOTO PHCKa
nporpeccupoBaHusi 3a0osieBaHus Ha (oHE OEpeMEHHOCTH Yy MAalMEHTOK JETOPOAHOTO BO3pacTa
[280, 284, 288, 302, 305].

« EOKIC (Y114 YYPC)

o He pexomenayercss Ha3HayaTb 3ICTPOrEH-COAEpIKALIME KOHTpauenTuBbl nauveHtkam ¢ JIADT u
XTOJII" B CBSI3M C BHICOKUM PUCKOM TPOMOOIMOOIMYecKux ocnoxuenuut [282, 287, 292, 306, 307,
308, 309, 310].

« EOKIIIC (Y412 YYPB)

e PexoMeHJyeTcsi coueTaHuWe JIByX METOAOB KOHTpAUENUUU JJs JIOCTHKEHHUS HaJEKHOTO
KOHTpalenTuBHOro ¢ ¢ekra y narmentok ¢ JIAI' [280, 311].

e« EOK et (Y15 YYPC)

Kommenmapuu: Memoo kxonmpayenyuu oo6cyscoarom 6 UHOUBUOYANbHOM NOpPsOKe C Yuemom
conymcmayrouett namonocuu. bononvie JIAI u XTOJII' cmpamuguyupyromes kax 1V epynna pucka
mamepunckou nemanvHocmu (BO3), npu komopoii 6epemennocms npomusonokasana. llosmomy ona
HUX DEeKOMeHOYemcsi UCNONb308aMb Memoobl KOHmpayenyuu ¢ ypoeuem neapgexmuenocmu <I1%.
Cro0a omHocamcess cmepuauzayusi Mysxcuunvl/scenuyunsvl [287] u eHympumamounvle yCmpoucmaa.
Bmopas epynna koumpayenmugos (2opmonocooepicaujue maoiemuposanHvie npenapamsl, UHbeKyuu,
niacmolpu) Hesppexmuena ¢ 6—12% ciayuaes u He peKomeHOyemcs 6 Kauecmee eOUHCHBEHHO2O
memooa kowmpayenyuu [305]. Ilepopanvueie KoHmpayenmugvl, cooepicauwjue npo2ecmepoH
(meopoxcunpozecmepon™*, smonoeecmpen), oonaoaiom 3¢hpexmusnvim oeticmauem u AUULeHbvl MHO2UX
NOOOUHBIX IPHeKmos, NPUCYUUX ICMPOLEH-COOEPAHCAUUM NPENaApamam npedvloywux nokonienui [o,
309], Ho mpu ux Ha3HaueHuu HeOOXOOUMO YYUMbBIEAMb, UMO 3IPHexmueHocms KOHMpAyenyuu
cHudicaemcsi Ha pone npuema  Oozenmana**. BrympumamouHvle YCmpoucmea ¢ MeOJleHHbIM
8b1CB0D0NCOCHUCM 1eBOHOP2eCpend ABIIOMCA COBPEMEHHBIM U BbICOKOIDDEKMUBHBIM CPEOCTBOM.
Oouaxo cywecmsyem 6epOsSmMHOCHb PA36UMUS 8A308A2ANbHBIX PEAKyUll Npu UX UMNIAHMAYUU Y
nayuenmok ¢ JIAI! B ceazu ¢ smum OaHHas npoyeoypa OOJNHCHA GbINOIHAMbCSA 8 CHMAYUOHADHBIX
VCI08UsAX, 0CODeHHO V nayueHmok ¢ guzuonocueti Poumena u uzenmenzepa. Taxoce HeobOXOOUMO

yuumosleanib PpUucCKu 603HUKHOBEHUA uH¢€KL}MOHHle OCJIOJCHEHUL B8O 8peMA UMniaumayuu cucniembsl



[306]. Bapvepuvie memoowvl Oe3onachvl 05 NAYUEHMOK, HO He Oalom HAOENCHOU capanmuu Om
Hacmynienusi oepemennocmu [280, 287, 288, 292]. Ilpumenenue rombuHayuu 2eecmaceHos u

ICMPO2EHO8 MOdHCEM 00CYHCOAMbCs Y NAYUCHMOK, NPUHUMATOWUX AHMUKOA2YIAHMHbIE NPEenapamol
[282, 287, 292, 306, 307, 308, 309, 310].

3KCTpeHHaﬂ KOHTpPalmenumus

o PexoMeHI0OBaHO B KauecTBE OJKCTPEHHOW KOHTPALICTIIIMA HCIIONb30BaTh OJAHOKPATHYIO 03y
JeBoHOprecTpena 1,5 Mr B TedeHWe 72 4 MOCIE HE3AIIMIIEHHOTO CeKca WM TOPMOHATbHBIN
KOHTPAIENTUB ISl CHCTEMHOTO NMPUMEHEHUS YITUIIPUCTAN, TOKa3aBIIUK 00JbITyI0 3((HEKTUBHOCTh
B CpaBHEHUHU ¢ JieBoHOprecTpesoMm [312, 313, 314, 315].

« EOK uer (Y/11 YYPB)



4. PeaOuauranus

B 2017 romy N. R. Morris ¢ coaBropamu npoBenu metaananus 6 PKU u 5 nexontponupyembrx KU,
MOCBAIIEHHBIX BIUSHUIO (U3MUECKOM peadmiuTanud Ha (PU3NYECKYI0 pabOTOCIOCOOHOCTh H
KauecTBO >ku3HU manueHtoB ¢ JIAI. B OonbmmHCTBE cioydaeB moaOOp peaduIuTalMOHHON
IpOrpaMMbl OCYIIECTBISUICS B YCJIOBHSX CTalMOHapa, 4To, O€3yCJIOBHO, OBUIO 3aJI0TOM €€
oe3onacHoctu. [Iporpammbl ¢u3nueckoil peadWIMTAlMd MOIVIM BKJIIOYaTh a’poOHbIE (hU3MUECKUE
Harpy3KH, CHJIOBBIE HAarpy3KH, JbIXaTEIbHYI0 TMMHACTUKY U AJIEMEHTHI oru. Peanusanusa nporpamm
dusznueckoit peaOMINTAIIMN TO3BOJIMIA HE TOJBKO YBEIMYUTH AUCTAHIMIO mpoxoxaeHus B TIIX B
cpenneM Ha 60 M, mukoBoe TmoTpediieHne kuciaopona (mukVO;) Ha 2,4 MJI/KI/MUH, HO ¥ YIYyYIIUTH
MMOKA3aTeNIM KauyecTBa KU3HU MO0 CPABHEHUIO C KOHTPOJIbHOU rpymnmoi [135]. Hamnyumme pesynbrarbl
OBLIIM TIOCTUTHYTHI B KIIMHUYECKHUX UCCIIENOBAHUAX TIPU MPOBEACHUH TPEHUPOBOYHBIX MPOrpaMM 5 pa3
B HENENI0, B TEUCHHE 2 4YacOB B JI€Hb, NIPU COUYETAHUM a’POOHBIX HATPY30K Ha BEJIOIPTOMETPE HIIU
TPEIMUJIIE HA BBIHOCJIMBOCTb, CHJIOBBIX TPEHHPOBOK C MCIOJIb30BAHUEM MAJIOTO BECa U YIPAKHEHUU
Uit aeixatenbHor myckynarypel [136]. B npocnektuBaom PKM N. Ehlken ¢ coaBropamu (2016) B
KA4eCTBE BTOPUYHBIX TOUYEK OILICHMBAJIOCH BIMSHHE TPEHUPOBOK Ha MOKA3aTe€NM T'e€MOJWHAMHUKH Y
nanuenTtoB ¢ JIAI' u neonepabensHoit XTOJII. IlpomemoncrpupoBano ysenudenne CU na 6,5%,
camkenue cpeanero JJIA na 16,1% u JICC Ha 34,5% no cpaBHEHHIO C KOHTPOJIbHOU Tpynmoii [137].
Pa3HooOpa3ue uCmonb3yeMblX TPEHUPOBOUHBIX CXEM U OTCYTCTBHE METOMOJIOTMM KOHTPOJIS HE
MI03BOJIIET BBIPAOOTATh OCHOBHBIEC MPUHIIMIIBI M TIPOTOKOJ (PU3NYECKOMN peaOumuTanuu il MariueHTOB
c JIAI. Tewm nHe menee, ¢ yuetom nposeaeHHoro PKU, nokaszaBiiero mo3suTUBHOE BIUSTHUE TPEHUPOBOK
Ha mapameTpbl T€MOAWHAMMKH, a TaKkKe JAaHHbIX MeTaaHanu3oB [138, 139, 140] ma KenpHckOM
koHceHcyce akcriepToB JIAIT 2018 roma BeIHECEHO TIPEIIIOKEHUE 00 YCHUIICHUHN Klacca PEKOMCHTaIluit
U ypoBHs jokazarenbHocTH ¢ [1aB no [A mig pexomenganmu Gpusnueckux TPEHUPOBOK Yy MALUEHTOB C
JIAT. Ydyacthe B TpeHUPOBOYHBIX MpOrpamMmax MPOTHUBONOKa3aHO nauueHram ¢ JIAI' ¢ mpusHakamu
TUC(HYHKIIMKA TPaBOTO >KEIYI0YKa, KIMHUYECKUMHU CHUMIITOMAMH IPABOKETYIOYKOBON CepIeuHON
HE/JI0CTAaTOYHOCTH, HENAaBHEH TOCMUTATU3alMe WM OO0CIeJOBAHUEM B CBSI3U C KIMHHUYECKUM
yXyALIEHUEM, HEJaBHUMHU jkajo0aMu Ha O0JNM B TPyAH, NPUCTYNbI CEpALICOUEHHUS], TOJTOBOKPYKEHHUSI,
MPECUHKOMAIBHBIMU U1 CHHKOMAaJbHBIMU cocTostHusiIMA Ha ¢one DOH [136]. Vuactue B
TPEHUPOBOUHBIX MIPOrpaMMax CIeAyeT Mpeasiararh nanuenTaMm, norydatoumm JIAI- cnerududeckyro
TEpanuio, HaXOISAIIUMCA B CTAa0MJIBHOM COCTOSHUM M MCKJIIOYUTENIbHO B DKCIEPTHHIX ILIEHTpaXx,

HMMEIOIIUX OTBIT BeJleHus narueHToB ¢ JIAI u peabunuraruy TsKeNIbIX nanueHTos [116].

o PexoMeHyeTcs okazaHue YCIyT IO MEIUIIMHCKON peabuInTaluy B BUJE TPOBEICHHUS €KETHEBHBIX
JO3UPOBAHHBIX U PETYIHPYEeMbIX (U3MYECKUX HArpy30K IO HaOIIOJCHUEM CIEIHaTUuCTOB
skcriepTHOTO 1eHTpa JIAD ctabmnpHbM maneHTam ¢ JIAI, HaxomsmmMcs B 30HE HU3KOTO PHCKa
JETATbHOCTH W TIONYYAIOIMIUM aJEKBATHYIO CHEIU(UYECKYI0O TEpamnuio AaHTUMEePTEeH3UBHBIMU
npenaparamu Jyuis geuenust JIAT [6, 116, 135-140].

« EOKIA (YAA2YYPA)

e PexomengoBano mnamuentaM ¢ JIAIT u30erarb M30BITOUHON (PU3NYECKON AKTHUBHOCTH, KOTOpAs
MPOBOIMPYET BO3HUKHOBEHHE TAKUX IMOTEHUIHUAIBHO OMACHBIX CHUMIITOMOB, KaK BBIPA)KEHHAs
OJIBIIIIKA, TOJIOBOKPYKEHUE, CHHKOIIE, 00U B IPYIHOM KIIETKE, BhIpaykeHHas ciabocts [6, 139].

« EOKIIIC (YAASYYP )



S. IIpopunakTuka

o PexkomeHyeTcst OlleHKa KIMHUYECKOTo cTaryca namueHTa ¢ onpeneineHueM OK JIAT kaxabie 6—12
MECSIIEB U 4epe3 3 MecsIa Mocjie M3MEHEHHS CHelnu(puieckoil Tepanuu, aHTUIEePTEH3UBHBIMU
npenaparamu Juis jedenus JIAT winu npu yxyamenuu coctossaus [6, 10].

« EOKIC (VIJ5 YYPCO)

Kommenmapuu: Oyenka raunuuecko2o cmamyca OONbHO2O AGNAEMCA GAICHLIM IMANOM OYEHKU
MANCECMU COCMOSHUA U CMPAmu@uKkayuu pucka U GblNOIHAEMCs 8PAYOM HA KANCOOM Gu3ume
nayuenma 6 yeump. Ciredyem noOcCie008amenbHO OYeHUmMb OUHAMUKY HCA0O 60NbHO20 (YpoGeHs
OO0bIWKY, HAIUYUe CUHKONAIbHLIX COCMOAHUL U OMEeKo8, NpUCymcmeue u Xapakxmep Hapyuienui
pumma, Haauyue KIUHUKU CMEHOKAPOUU HANPANCeHUs), USMeHeHue MOoNepanmHocmu K Qusuieckot
Hazpy3Ke, a Makdce NPuBepI’HceHHocms K pekomenoyemou mepanuu. Ilayuenmam c II-1V OK JIAT
peKomeHoo8ano eedenue OHesHuka AJ/l, nynrbca u eeca c nocrnedyoweii oyenkou Ha eusume. Ilpu
QuU3UKATLHOM OCMOmMpPe 8PAYOM OYEHUBAIOMCS HANUYUE NPUSHAKOE NPABONCENYO0UKOBOU CepOeyHOll
He0oCmamoyHocmuy U camypayus nepugepuyeckou Kpoeu ¢ HOMOWbIO  NYIbCOKCUMEMPUL.
Pesynomamom onpoca u ocmompa 6onvHoeo ssensiemcs oyenka @K (BO3), komopulil, Hecmomps Ha
CcyObeKMUBHOCMb €20 OYeHKU, 001adaem BblCOKoU npedckazamenvhol yennocmoio (OP 6,729; 95%
U 4,219-10,733) He moavko Ha MOMEHmM NOCMAHOBKU OUACHO3d, HO U 80 8pemMsi HabIOoeHuUs 3a
nayuenmom [130, 316, 317]. Veewuuenue @OK sersemcs O00HUM U3 BAJICHBIX NOKazameneu

npozpeccuposanus 3a601e8anus u mpedyem noucka NPUYUH KIuHu4ecko2o yxyoulenus [19].

o Pexomennyercst BoinonHeHue IXoKI™ kaxapie 612 mecsieB u yepe3 3 Mecsila 1nociie U3MEHEHHs
cnenu(uueckoil Tepanmuu aHTHIEePTeH3UBHBIMU Mpenaparamu st jedenuss JIAD umu mpu
YXyAUIEHUU cocTosiHus [6, 10].

« EOKIC (YAI5 YYPC)

Kommenmapuu: Oxoxapouocpagpuss ocmaemcsa O00CmynHviM U 0OE30NACHLIM — UHCMPYMEHMOM
OUHaMUYecko20 Hab0oenuss 3a nayuenmom. lIpomokon oyenku npagvix Kamep cepoya OO0adHCeH
BKIIIOUAMb ONUCAHUE PAZMEPO8 NPABO20 dceny0ouka u npasoco npeocepous [318], coommnowenue
OUAMempo8 npasozo U J1e8o20 HceIYOOUK08, UHOEKC IKCYEHMPUUHOCTU N1e68020 HCeTYOOUKd, Haniuyue
gbInOMa 8 nepukapoe U OYeHKy COKPAMUMENbHOU CNOCOOHOCMU NPABO20 JCely0ouKa 6 Kauecmee
OCHOBHOU O0emepMUHanmyvl (QYHKYUOHANbHO20 cmamyca u npozcnoza 6onvno2o. CokpamumenbHasl
CNOCOOHOCb NPABO20 JHCENYOOUKa Modcem Obimb 0XAPAKMEPUI08AHA HECKONbKUMU NOKA3AMENAMU:
@paxyuonnoe uzmenenue niowaou (OUII, %) 6 2D-pedcume uru ppaxkyus 6vibpoca npasozo
acenyoouka 6 3D-pesicume, cucmonuyeckas IKCKYpPCUs WNIOCKOCMU KOAbYAd MPUKYCHUOATLHO20
knanana (TAPSE) [319], unoexc Tei, oeghopmayus muoxapoa (Strain) u cxopocms Oeghopmayuu
muoxapoa (Strain rate) 6 2D- u 3D-pescumax [320, 321, 322, 323]. K mapxepam oucghynxkyuu
npagsoco HcenyoouKa OMHOCAMCA. niouads npagozo npeocepous (OP 1,54 95% [N 1,13-2,10; p =
0,005), cmenenu mpuxycnuoanvrot Heoocmamounocmu (OP 3,89, 95% JIU 1,49-10,14; p = 0,003),
Hanuuue evinoma 6 nepuxapoe (OP 0,90; 95% JIU 0,62—1,31; p = 0,591) [324], npodorvuas
oeopmayus u ckopocmov oeopmayuu Muoxapoa npasoco xcenyoouka [325]. Yuumuvieas cuosicnyio
2e0Mempuio nPago2o AHceny0ouKd, HU OOUH IXOKAPOUOSPAPDUUECKULl NOKA3AmMelb 6 OMmOelbHOCU He

docmamouer 05 ONUCAHUSL (DYHKYUU NPAB020 HCeNYOOYKA U HeoOX0OUMa KOMNIEKCHAS OYeHKd



OUHAMUKU pAa3mMepos8 U COKPAMUMENbHOU CNOCOOHOCMU NPABO20 JHCENYOOUKA V KOHKDEMHO20
O0bHO2O. 3onomeim  cmanoapmom 6 Guzyanuzayuu npasoco iceryoouxka sensiemcs MPT,
NO360MAI0WAsL  MOYHO OYEeHUmsv YOapHulli obvem U cepoeunslii evlOpoc [326]. Haubonee
UHGDOPMAMUBHBIMU NPOSHOCMUYECKUMU NOKA3AMENAMU ABIAIMCA CHUNCeHUe @pakyuu evlopoca
npasozo xcenyoouxa (OP 1,23; 95% /AU 1,07—1,41; p = 0,003), Koneuno-ouacmonuyeckuti uHOeKc
npasozo dxcenyoouxa (p = 0,049) u xoneuno-ouacmonuveckuii UHOeKc 1e8oco ducenyoouxa (p = 0,045)
[327]. [lpoenocmuueckas yeHHOCMb nOKA3ameneu HCeCmKOCMU CHEHKU Je20YHOU apmepuu U
ounamudeckux nomokogvix MPT-noxazamenei Ha ce2oOHAWHUL MoMeHm menee uzyueHa [95, 328,
329, 330].

e Pexomennyercs BeimonHenne YBKC nmpu HeoOXoquMOCTH mepecMOoTpa/yCuieHus crienuduaeckoi
Teparuy WIM NOCTAHOBKH OOJILHOTO B JIMCT OXKHMIAaHUS Ha TpaHCIulanTanuto [6, 10].
« EOKIC (YIS YYPC)

Kommenmapuu: Ocmaemcs omkpvimvim 6onpoc o nokazanusx K evinoanenuro YBKC oOns
ouHamuvecko2o Haonrooenus nayuenma. I100x00v1 omauuaromes mexcoy yeHmpamu, HAYUHds Om
pe2VIAPHOL UHBA3UBHOU OYEHKU 2eMOOUHAMUKU 00 NPEeUMyUjeCmEeHHO HeUHBA3UGHOU Ccmpameuu
Haontooenuss 3a oonvHviMu. Hem Huxaxux noomeepocoenuti, umo evinonuenue pecynsipuolx YBKC
ACCOYUUPOBAHO C JIYYUUUM UCX000M OJisl OONLHO2O0, HedCelu HeUHBA3UBHAS cmpameus HaOI00eHUs.
Oouaxo cywecmeyem coznauienue cpeou sxcnepmos o mom, ymo YBKC cnedyem nposooumu 6csakuil
pas, Ko20a Heobxoo0um nepecmomp obvema cneyu@uueckou mepanuu uiu 00cyxicoaemcs NOCMaHoB8Ka

nayuerma 6 jaucm 01CUOAHUS HA mpancnjiarmayuio.

o Pexkomennyercs BeinosHeHne TIIX kaxzabsie 6—-12 mecsueB u yepe3 3 Mecsua MOCIE U3MEHEHUs
cnenupUyIecKo Tepanuu WK MpU YXyAIeHuu coctosiaus [6, 10, 130].
« EOKIC (Y114 YYPC)

Kommenmapuu: TIIIX ocmaemcsa mecmom ¢ CyOMAKCuManibHOU Qu3uueckoll Hazpy3Kou, KOmopblil
Haubolee WUPOKO UCNONb3Yemcs 8 Kauecmee HazpyzounHoco mecma 6 yewmpax JII' [130]. Ha
pesyromamul TIIX enustom maxue ¢hakmopul, Kax 603pacm, pocm u 8ec OOIbHO20, HATUYUe ) He2o
conymcmeyrujeltt namoniocuu, nompeoHocms 8 Kuciopooe**, obyuaemocmv nayuenma u e2o
momusayus. Pezynemam mecma 6 uoe npoudenHol nayuenmom OUCMAaHyuu 8 Mempax uKcupyemcs
8 abcomomHulX yYugpax u ucnoavzyemcs 0oas cmpamuguxayuu pucka. OyeHusaemcs makoice
usMeHenue npoudeHHol oucmanyuu medxcoy eusumamu. OOHAKO NPOSHOCMUYECKOe 3HAYeHUe
ounamurxu oucmarnyuu 6 TIIIX ocnapueaemcs u na cecoOnswHull OeHsb. Tak, no OauHbiM pecucmpa
REVEAL cuuoscenue oucmanyuu 6 TIIIX 6onee uem na 15% accoyuuposano ¢ nioxum npocHo30m
[331]. Ilpu smom memaananruz 22 KIUHUYECKUX UCCTE008AHUL, NOCBAUJCHHBIX IeUeHUI0 NaAYUEHMO8 C
JII, ne noxazan ceasu npupocma OUCMAHYUU 6 mecme ¢ MAaKuMu NOKA3AMeNAMU OmoaleHHO20
NpPOCHO3A, KAK CMEPMHOCMb OM 8CeX NPUYUH, 8peMs 00 MPAHCHAAHMAYUU 1e2KUX (Ulu KOMnieKca
cepoye-nezskue) u epems 00 eocnumanuzayuu no npudure yxyowernus JIAI' [127]. JJonornumenvrou
ungopmayuel, noayuaemou 8  pe3yibmame  GLINOIHEHUS —mMecmd U Xapaxkmepusyroujeu
@DYHKYUOHATbHBLIL cIamyc O0IbHO20, A81emcs cmenetlb 00bluKU no wkane bopea, oyenka ounamuxu
camypayuu nepugepuveckou Kkpoeu, yposua A/ u YCC na ¢hone naepysxu. Ilpoenocmuueckas

3HAYUMOCMb OAHHBIX NOKA3AMeNell MAKHCe HyHcoaemcs 8 00noaHumenvHou oyerke [332, 349].



e PexkoMeHyeTCsl BBIIIOJIHEHUE PTrOCIUPOMETPHUH MPU MTOCTAHOBKE AMArHO3a M Jajiee Kaxjaple 6—12
MECSLEB WIN NPU yXyAUIEHUU cocTosiHus nauuenta ¢ JIAIL [6, 10, 333-339].
« EOKIC (Y114 YYPC)

Kommenmapuu: DOpeocnupomempus 0dObluHO npo8oOumcs Kak mecm ¢ MAKCUMATbHOU uzuieckou
Hazpy3Kou, no3eonArwul npoeecmu ouggepenyuanvusiii. ouacnos ¢enomuna JIAIT 6 croocHvix
CYYAsX, OYeHums msdcecmsv u npocHos nayuenma. Ilayuenmor ¢ JIAI' 06viuno OemoHcmpupyiom
MUNUYHBLU NAMMEPH C HUBKUM NAPYUATbHBIM 0aslieHuem ouoxkcuoa yenepooa (pCO») 6 konye gvlooxa,
8bICOKUE BEHMUNAMOPHbBIE IKEUBALEeHMbl 071 Ouokcuoa yenepooa (VE/VCQO;), nuskuil KUciopoouwlii
nynvc (VO»/HR) u nHuzkoe nukogoe nompebnenue xuciopooa (peak VO,) [333, 334, 335, 336, 337].
Haubonvweri npocHocmuueckou YeHHOCMblo 001a0awm makue UHmezpalbHble noxKazamenu
sappexmusHocmu 2a3000MeHa 8 NecKux, KaKk nuKkogoe nompeonexue KUCiopood U GeHMUISMOpPHbLe
9K8UBAIEHMbL N0 OUOKcudy yaenepooa [338]. 3nauenus nuxosozo nompebdnenus kuciopooa VO, <I1,4
a/mun/xe u VE/VCO»> 45% accoyuuposarnvi ¢ HU3KOU 8blocusaemocmoio y nayuenmos ¢ JIAI' [337,
339].

e PexoMeHayercsi wuccienoBaHuE YpoBHA N-TepMUHAIBHOTO (parMeHTa HaTPUMYpPEeTHUYECKOTO
nponentuaa Mo3roBoro (NT-proBNP) B kpoBu, nccieqoBanne KUCIOTHO-OCHOBHOTO COCTOSTHUSI M
ra3oB KpOBU IPHU MOCTAaHOBKE JMArHo3a M Jajee Kaxiaple 6—12 mecsleB WM MpU YXYALICHUH
cocrosinus nauuenta [6, 10, 340-342].

« EOKIC (Y113 YYPB)

Kommenmapuu: [lepeuenv 6uomaprepos, oyenusaemvix y nayuenmos c JIAI' ona cmpamugpuxayuu
pucka, nocmosHHo pacmem, oOHaxko 0o cux nop BNP u NT-proBNP ocmatomcs eouncmeeHHbiMu
ouomapkepamu, Komopvle WUPOKO UCNONL3YIOMCA 6 DPYMUHHOU KIUHUYECKOU Npakmuke u 6
Kaunuyeckux ucciedoganuix [340]. Vposenv BNP/NT-proBNP «xoppenupyem ¢ msasicecmoio
ouc@yHkyuu Mmuokapoa u oonaoaem HNPOSHOCMUYECKOU UH@opmayuelu Ha MOMEHm HOCMAaHOBKU
ouacHo3za u 80 epems nociedyrouje2o Haoarodenus 3a nayuenmom [341]. Konyenmpayus BNP/NT-
proBNP umeem 6onvuyto eapuabeibHOCms, NOIMOMY pe3yibmam ciedyem UHMepnpemuposams ¢
yuemom KauHuyeckou cumyayuu. Henvix npeumyuiecms 6 ucnonvzosanuu BNP uiu N1-proBNP nem.
Xoms BNP umeem 6onee mecHyio KOpperayuoHHyio césa3eb ¢ cemoounamuxot MKK u menee 3asucum
om ¢yukyuu nouex, NT-proBNP npeocmasnsiemcs 6onee CUuibHbiM NPOSHOCMUYECKUM MAPKepOM
[342].

o PexkomeHyeTcst MPOBOAUTH ITYyJIbCOKCUMETPHUIO Ha Kax oM Busute nanuenta ¢ JII' [6, 10].
e« EOK et (VA5 YYPCO)

ANTOPUTM TpOBEAEHUsS OOCJIEAOBaHUS B paMKax JIWHAMHUYECKOTO HAONIONCHHS TIPEACTaBICH B

tabmure 17 (Ilpunoxenue b).

Opranuszanus 0Ka3aHUs MeIUIUHCKOU MOMOIIH



IMoxazanusa A5 NJIAHOBOM rOCNUTAJIU3ALNH

Bepuduxarus eroqHoii rTunepTeH3ny, €€ TeMOJNHAMUYECKOTO BapUaHTa U STHOJIOTHH;
BrinoiaHeHnre Ba3opeakTUBHOTO TecTa (IIPU HAJTMYHUK TTOKa3aHU);

Omnpenenenune moka3zaHuM sl Hadasia CreruUIecKol Teparui aHTUIICPTCH3MBHBIMY TIperiapaTaMmu
s neuenust JIAI u ee 00bema;

Ornpezenenue NoKa3aHUM K TPAHCIUIAHTAIIUY JIETKUX WIJIM KOMILJIEKCa Cep/ilie-JIerKHeE;
bepemeHHOCTH M ponOpa3pelIEHUE;

DKCTpakapanaabHble XUPYypPrUueCcKUue BMENIaTeIbCTBRA;

HespdexruBnas cneunduueckas tepanus Ha aMOyJIaTOPHOM dTarle.

Ioka3aHus AJ IKCTPEHHOU TOCIUTATUZALMHU:

OcnoxxHeHus JIAT, TpeOyrorime MHTEHCUBHOMN TEepauu: JIEKOMIICHCUpOBaHHas
MIPABOXKEITYIOUKOBAS CEP/ICUHAS] HETOCTATOYHOCTh C CHCTEMHOM TUIIOTEH3UEN W/WUJTN OJTUTOyPHEH;
OcTtpast TpoMO03MO0IHsL JIETOYHOMN apTepHH;

Jlerounoe kpoBoTeueHue;

['emogHAMUYECKH 3HAYUMBbIE HAPYIICHUS PUTMA/TIPOBOANMOCTH;

PGHI/IIII/IBI/IPYIOHH/IG CHUHKOIIAJIBHBIC COCTOSHUA KaK IIPOABJIICHUA CHHAPOMaA MaJioro BI>I6pOCEL

Iloxa3aHusi K BBINKUCKE NALMEHTA U3 CralMoHapa:

I'emomnramMudeckas cTaOMIBHOCTH MAIIMEHTA, OTCYTCTBUE MOTPEOHOCTH B MHOTPOITHOU TOIEPIKKE

Y IapEHTEPAIbHBIX JUYPETUKAX.



6. JlonoaHuTeabHAsA HHGoOpMAaLMs, BJIUSIONIAs HA
TeUeHHe U UCX01 3200/ IeBaHUSA

KiroueBsiM (pakTopoM, yimydIiaromuM MPOrHO3 M BIUSIIOMIMM Ha ucxon nanueHToB ¢ JIAT u XTOJIT,

ABIIACTCA DOCTHIKCHHUC KPUTCPUECB HU3KOI'O pUCKa JICTAJIbHOCTH.
I[pyrI/IMI/I BaXHBIMH O CJIIMU JICHCHUSA ITALIUCHTOB C JII' ssBastIoTCS:

e KOppekius Bcex Moauduiupyempix @OP (mpodummakTka WHTEPKYpPPEHTHBIX HWHOEKIUH,
npeaynpexaeHue 0epeMeHHOCTH, ONTUMAaJIbHOE JIeYeHHE COMYTCTBYIOIIEH aTOJIOTHH);

e 3aMeJUICHHE TEMIIa MPOTPECCUPOBAHMS W/WIM YMEHBIIEHHE YaCTOThl TOCHUTAIN3aLUUNA B CBSA3U C
JIAT myTem OCyIIECTBICHHS PETYJISIPHOTO HAOMIONEHUS U CBOEBPEMEHHOM KOPPEKIIMH CUMIITOMOB

MTPABOKEIYIOUKOBOM CEPACYHON HEAOCTATOUHOCTH, HAPYLICHUN PUTMA.



Kpurepun onieHKH Ka4yecTBa MeIUIIUHCKOU MOMOLIH

[Ipu ananuze padotel JIIIY ¢ nmamumentamu c JII' memecooOpa3Ho aHaNM3UpPOBATh CIEAYIOLINE

IIOKa3aTcCJIn:

e TIPOIEHT MAaIMEHTOB, KOTOPHIM BBITIOJIHEHO aJIEKBaTHOE OOCIEIOBAHME B 3aBUCUMOCTH OT YPOBHS
JITY;

e IPOLIEHT NAUWUEHTOB, KOTOpbIM BbIONHEHA UYBKC B SKCnepTHOM ULEHTpE [0 WHULHALUU
cnerupUYeCcKOi Tepanuu aHTUIePTEH3UBHBIMHU TIpenaparaMu Jyist neuenus JIATL;

o nporeHT nanuentoB ¢ MJIAT / nacnencreennoit JIAD / nexapctBennoit JIAI™ II-IIT @K, kotopsim
BBITNIOJIHEH Ba30PEaKTUBHBIN TECT B AKCIIEPTHOM LIEHTPE 10 Ha3HAYEHUs crienuUuecKoi Teparuu;

o mporeHT mamueHToB ¢ JIAI, momydarommx o0beM cheruduUecKor Teparmuu, COOTBETCTBYIOMICH
cTpartuduKaIy prucka JeTaaIbHOCTH;

e IpoUEHT OepeMeHHbIX mnauueHTok c¢ JIAL, nonydaronmmx cHequpuyecKkyro Tepanul 1o
PEKOMEHIAIMHU YKCIIEPTHOTO LEHTPA;

e MPOILEHT TMAIMEHTOB, NEPEHECIINX HKCTpaKapIUaJbHbIE XUPYpPrUYECKUE BMENIATENIbCTBA B
YCIOBUSX DKCIIEPTHOTO LEHTPA;

e mpoueHT nanueHToB ¢ JIAI, nabmomaromumxcss B aMOynaTOpHbBIX YCIOBUSX, Y Bpada-KapauoJiora-
crnenmanucra 1o JIAT

e TIPOIEHT TMAIMEHTOB, OOCCIEUYCHHBIX  CHenu(UUecKor  Tepamuell  aHTUNEPTCH3UBHBIMU
npenaparamu Jyis euenust JIAD B reuenue 1 mecsiia nocie Bepuduxanuu quaraosza WIAT

e IIPOLIEHT NALMEHTOB, KOTOPBIM CBOEBPEMEHHO OIPEAEIIEHBI MOKa3aHHUs K TPAHCIUIAHTALUU JIETKUX
WJIU CEP/ICYHO-JIETOYHOTO KOMILIEKCA;

e mporeHT nanueHToB ¢ XTOJII, HanpaBIeHHBIX B SKCIEPTHBIA LEHTP JJIsl ONPEACIICHUS TTOKa3aHUI
K TpoMO3HapTepskromun, BATIJIA unm MmeankaMeHTO3HOM Tepanuu.

e HaJW4yuE€ Pa3BEPHYTOIO KIMHUYECKOTO AuarHo3a, coorBercTBytomero MKB-10 ¢ ykazaHuem
byHKIMOHANBHOTO Kiacca jerouHol runeprensuu NYHA/BO3;

e BBINOJHEHUE CTaHAApTa OOCIENOBAaHUS B 3aBUCUMOCTH OT YPOBHS MEIMUIIMHCKOIO YUYPEKICHUs
(Tabn. 18) (ITpunoxenue b);

e BepudUKalUs TUarHo3a I ONpeeIeHUe NaabHEHIIeH MapIIpyTU3alNY MTallUeHTA;

e MpOBE/EHUE CTPATH(PHUKAIIMH PUCKA JIETATbHOCTHU MAllMEHTOB;

e 000CHOBaHHOCTh Ha3HAUCHHUs CIEUU(PUUECKON Tepanuu aHTUIEPTEH3UBHBIMU IpernapaTraMu s
neuenust JIAI u ee oObeMa;

e 000CHOBaHHOCTH MPOBEJACHUS XUPyprudeckoro jgeueHus nanuenton ¢ JIAI u XTOJIT;

e HaJIMYKE PEKOMEHJAIUI 10 aMOyJIaTOPHOMY BEJEHUIO MALMEHTOB.

e CBOEBPEMEHHOCTH HalpapieHUs: OepeMEHHbIX MalueHTokK ¢ JII' B SKcrepTHBIN LIEHTD;

e HampaBieHue mnauumeHta ¢ JIAD' s BBINOJTHEHHS AKCTpaKapAUAIbHBIX XHUPYPrUYECKUX

BMEIIATENIbCTB B OKCIIEPTHBIA LIEHTP.
Kpurtepuu 3xcnepTHoro neHTpa

PGKOMCHI[yeTC}I CUUTAaTh OKCIICPTHBIM TCHTPOM JIETOYHOM TUINICPTCH3NUNU L CHTP, OTBG'—IaIOHII/Iﬁ

CIeAyIOIMUM TpeboBaHusIM [6]:



e HaJW4yue€ MYJIbTUAUCUUIIMHAPHON KOMAaH]Ibl CIELUAIMCTOB (Bpau-KapuoJIOr, BPay-IyJIbMOHOJIOT,
Bpau-peHTIEHOJIOT, Bpay-aHECTE3UOJIOr-PEaHUMATOJIOT, Bpay-pEBMATOJIOT, IICUXOJIOT) ;

e BO3MOXKHOCTH OBICTPOrO IEpEeHaNnpaBieHUsl B CHELUAIU3UPOBAHHBIE OTAENEHUs (PEBMATOIOTHS),
BBITIOJTHCHUE TPOMOIHIAPTEPIKTOMUU M3 JICTOYHOW apTepuu, Xupyprudeckoit koppekmuu BIIC,
TPAHCIUIAHTALUH JIETKUX WIM KOMILJIEKCA JIETKHE-CEPLIE;

o Jlunamuueckoe HaOmoaeHne He MeHee 50 manueHToB ¢ BepupuIupoBaHHbIM quario3oM JIAL u He
MeHee 2 HOBbIX cityyaeB quarHocTuku JIAT i XTOJII™ exxemecsdHo;

o Brinonnenue He meHee 20 Ba30peakTUBHBIX TECTOB B rof] y narueHtoB ¢ MJIAT, HacnenctBeHHbIMU
dbopmamu JIAT u JIAT, accolmupoBaHHO# C JIeKapCTBEHHBIMU IperapaTaMu;

e nposeneHue kauHuueckux ucciuenoBanuii 11 u I ¢a3 no remaruxe JII.
« EOKITaC (YA SYYPCO)

Tabauua 19. Kpurepun oneHKu KauyecTBa MeIMIUHCKOH MOMOLIHU

Ne EOK
Kputepuii kayectBa Knacc n YYP yan OueHka
YPOBEHb BbIMNOJIHEHUSA
1 BbinonHeHo 3KI IC A 2 Aa/HeT
2 BbinonHeHa axokapanorpadums IC A 2 Oa/Her
BbinosiHEHO uccneaoBaHMe HeCnpOBOLMPOBAHHBIX IC A 2 Oa/HeT
3. AblXaTeNnbHbIX 06bEMOB M MOTOKOB, WCCieAoBaHue
anddy3noHHOM cnocobHoCcTn Nnerkux. Mpwn

TEXHNYECKON HEBO3MOXHOCTWU BbIMOSIHEHWS AAHHOMO
nccneaoBaHuA B yCcnoBuax MEANLIMHCKOIo
ydypexaeHna, nauneHT HanpaB/ieEH B 3KCMNEPTHbIN

LeHTp.

a BbinosiHeHa nepdy3noHHas CUMHTUIpadus nerkmx B IC A 2 Oa/Her
. coyeTaHum co CcUMHTUrpaduen nerkmx
BEHTUNALMOHHOMN. Mpwn TexXHU4YecKom
HEBO3MOXHOCTU BbIMOJSTHEHUS AaHHOro

nccnenoBaHus B yCNOBUSAX MeAULMHCKOro
yupexaeHusi, MaumeHT HanpasneH B 3KCMepTHbIN
LeHTp.

BbiNo/HEHa KoOMMblOTEpHasi ToMorpadusa opraHos

5. rPyAHON TMOMOCTU C BHYTPMBEHHbIM 6O0/IOCHBIM IIaC B 2 Oa/Her
KOHTpacTUpOBaHMEM.
6 BbinosHeHO yNbTpa3sByKoBOE nccnenoBaHue IC A 2 Aa/Hert
. opraHoB 6piOLWHON MNOAOCTU (KOMMIEeKCHOE)

MauveHT ¢ nogo3peHneMm Ha JIAT wn  XT21T¢
7. HanpasJ/ieH B 3KCNEepPTHbIM LIeHTp ans IC A 2 Oa/Her
BepuduuMKaumMm agnarHosa, crpatudukauum pucka
1 BblbOpa oNTUManNbHOro MeToAa nevyeHuns

HanpasreH B 3KCI'IepTHbIl‘/‘I LUEHTP AN1A BbINOJIHEHUA

8. Ype3BEHO3HOM KaTeTpm3aunmn cepaua. IC A 2 Aa/HeTt
9 B 3KCNepTHOM UeHTpe BbIMOJIHEH Ba30peaKTUBHbIN
. TecT naumeHTam ¢ WAL, Hacneagyemon JIAT v JIAT, IC A 2 Oa/Her

MHAYLMPOBAHHOM npveMom JIeKapCTBEHHbIX
npenapaToB WM TOKCUHOB

10 MauneHtam JIA C HenoCTAaTOYHbIM OTBETOM Ha
. HayanbHYO MOHOTepanuo Ha3Ha4yeHa IB A 2 Aa/HeT
nocnepoBaTtenbHas KOMOMHMPOBaHHasA Tepanus

11. MauneHTy JIAI  BbLICOKOrO puCKa NeTasibHOCTU
Ha3HayeHa KOMbMHMPOBaHHasa Tepanus ITIaC A 2 Aa/HeTt
12. [JocTurHyta uUenb MeAWKaMeHTO3HOW  Tepanuu:

HU3KUA PUCK NETANbHOCTMU IC A 2 Aa/HeT




13. MauveHt ¢ XTIJZI  obcyxaeH Ha npeaMer
BO3MOXHOCTW BbINOJIHEHUS TPOMB3IHAAPTEPIKTOMUMN IC Oa/Her
M3 JIero4HON apTepum
14. [MauuneHT B3AT Ha AUcCnaHcepHoe HabnwaeHne
IC Aa/HeT
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Ipuaoxenue Al. CocTaB padouer rpynibl

1. ABneeB Cepreit Hukonaesuy (Mocksa). Poccuiickoe pecriupatopHoe 0011IecTBO

2. bap6apai Onsra Jleonnnosna (KemepoBo). Poccuiickoe kapanonoruueckoe 001ecTBo

(98]

00 3 N L K~

10.

11

12.
13.
14.
15.

16.
17.
18.

19.
20.
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. bayrun Annpeit EBrenbesuu (Cankr-IletepOypr). @enepaiust aHeCTE3M0I0OTOB M PEAHUMATOIOTOB
Poccun

. BonkoB Anekcanap ButanseBuu (MockBa). Acconuaius pesMmarosioroB Poccuu

. Becenosa Tarbsina HukonaeBna (MockBa). HaninonanbHBIM KOHTpeCC JTy4YeBbIX JUArHOCTOB

. lansBuu Ans6ept CapBaposuu (Kazans). Poccuiickoe kapauonornyeckoe o0IiecTBo

. Tonuapoa Haranbs Cepreesna (Cankt-IletepOypr). Poccuiickoe kapauonoruueckoe o0mecTBo

. Topbauesckuit Cepreii BanepbeBuu (MockBa). Acconuanusi CepIe4HO-COCYIUCTBIX XHUPYpProB
Poccun

. HanwnoB Hukonmaii MuxaiinoBuu (Mocksa). Accouuanusi CepIeYHO-COCYIUCTBIX XHUPYpProB

Poccun

Epemenko Anekcanap AnaronbeBud (MockBa). denepaiiusi aHECTE3UOJIOTOB U PEaHUMATOJIOTOB

Poccun

. Mapteiatok Tamuina ButanseBna (Mocksa). Poccuiickoe kapanoaoruueckoe o0niecTBo

MouceeBa Onbra Muxaiinosna (Cankr-IlerepOypr) Poccuiickoe kapanonoruueckoe 001ecTBo

CamnoBa Mapuna A6aynarunoBHa (MockBa). Poccuiickoe KapIHOI0rndecKoe 00ImecTBO

Cepruenko Bianumup bopucosuu (MockBa). HanimoHnanbHbIN KOHIpECC JIyYEBbIX THArHOCTOB

CumaxkoBa Mapus AnekcangpoHa (Cankr-IletepOypr). Poccuiickoe kapauonorudeckoe

00111eCTBO

Crykamosa Onbera BrmagumupoBaa (MockBa). HanimoHanmbHBIN KOHTPECC JTYYEBBIX JUATHOCTOB

Yazosa Upuna EsrenneBna (Mockga). Poccuiickoe kapAroaoruueckoe o01ecTBo

Yepusasckuii Aunekcanap Muxainosuu (HoBocuOupck). Accommanusi cepiedyHO-COCYIUCTHIX

xupypros Poccun

[ITanaeB Cepreit BacunbeBuy (Tromens). Poccuiickoe kapanoaornaeckoe 001mecTBo

manei AnTon AnekceeBnd (MockBa). Acconmanus cepaeqyHO-COCYAUCTBIX XUpypros Poccun

. HapeBa Haranbst AnaronseBHa (Mocksa). Poccuiickoe pecriuparopHoe 00111ecTBO

Unensl paboued rpynmbl MOATBEPAMUIN OTCYTCTBUE (PMHAHCOBOM MOAJIEPKKH / KOH(DIMKTA HHTEPECOB.

B

cillydae COOOILEHHUSI O HaJu4YuM KOH(IMKTa HHTEpecoB, WieH(bl) padodeil rpynmbl ObLI(M)

UCKITIOYEeH(bI) U3 00CYKICHUS PA3/IENIOB, CBA3aHHBIX C 00JIACThIO KOH(DINKTAa HHTEPECOB.



IIpunoxkenne A2. MeronoJiorusi pa3padoTKku
KJINHUYECKHUX PeKOMEHIAIMT

BcenenctBue Toro, 4ro uneHsl PoccHIICKOro KapIuMOJIOrMUECKOro OOIIecTBa BXOAST B COCTaB
EBpomeiickoro ooOmiecTBa KapaMOJIOrOB M TaKXKe SBISIOTCA €ro 4jie€HAaMH, BCE PEKOMEHIAINH
EBponeiickoro o6mectBa kapauonoroB (EOK) dopmupytoTcs ¢ ydyacTueM pOCCHUCKHX JKCIEpPTOB,
KOTOpBIE SIBISIIOTCS COABTOPAMM E€BPOIEHCKUX peKOMEHJauuid. TakuM o0pa3oM, CyIIEeCTBYIOLINE
pexomenaanuu EOK oTpakator o01iee MHEHHE BEAYyIIUX POCCHUUCKUX M €BPOMEHCKUX KapIHOJIOTOB.
B cBa3u ¢ atum  ¢opmupoBanue HamnmoHanmbHBIX pEKOMEHIAIMK TPOBOAMIOCH HA OCHOBE
pexomenaauuit EOK, ¢ yueroM HanumoHanpHOU crienupuku, ocoOeHHOCTEH 00cIenoBaHusl, JIeUeHus,
JOCTYIMHOCTHM MEIUIMHCKOM momomu. llo »3ToM mnpuyMHE B TEKCTE HACTOSIIMX KIMHUYECKUX
pEKOMEHJAIMK, OJHOBPEMEHHO HCIIOJIb30BAHbI JIBE IIKAJIbl OLEHKH JOCTOBEPHOCTH JIOKA3aTEIbCTB
TE3WCOB PEKOMEHAAIM: ypoBHU gocToBepHOCTH mokazatenbcTB EOK ¢ VVP u VIJI. JoGaBneHs
MO3BOJISIIOIINE OLIEHUTh HEOOXOJUMOCTH BBINIOJIHEHUS Te3uca

kiaccsl  pekomenpaunii  EOK,

pexomenaaruii (Tabmuier 20, 21, 22, 23, 24).

Ta6mauma 20. Knaccel nmoka3zanuii cornacHo pekomeHaanusm EBporieiickoro o0iiecTBa KapauoaoroB
(EOK)

Knacc pekomeHpauuii OnpepeneHue NMpeanaraemas
EOK cdopmMmynuposka
I [JokazaHo nan obwenpusHaHo, 4YTO AMarHocTMyeckas npoueaypa, PekomeHpgoBaHo/
BMeLLAaTeNbCTBO/ leyeHne ABnatoTca 3PPEKTUBHBIMU 1 NONE3HBIMU nokasaHo
II MpoTuBOpeunBble AaHHble W/UNKM MHeHua o6 addekTuBHoCcTU/
nosib3e AMarHoCTUYEeCKOn npoueaypbl, BMewaTenbCTBa, 1eYeHuns
BonbWMHCTBO AaHHbIX/MHEHWI B NONb3y 3DPEKTUBHOCTM/ NONb3bI LlenecoobpasHo
ANAarHOCTMYECKOM npoueaypbl, BMelaTeNbCTBa, JlIeYeHns NPpUMEHSATb
ITa SddeKTMBHOCTL/NONb3a ANAarHOCTMYeCKOoM npoueaypesl,
BMelWlaTeNnbCTBa, Jie4eHnda yCTaHOBJ1IEHblI MEeHee y6e,u,V|Teano
I1b Mo>HO
NPUMEHSATb
I11 [aHHble nin eguHOe MHEeHue, 4YTO AMarHocTuyeckas npouenypa, He
BMeLlaTeNbCTBO, NleyeHne 6ecnonesHbl/HeaddeKkTUBHbI, a B psaae PekomeHayeTcs
cny4dyaeB MOryT NMPUHOCUTbL Bpea. NPUMEHATb

Tab6muua 21. YpoBHHM JOCTOBEPHOCTH JI0KA3aTEJIbCTB COMIACHO pekoMeHaanusM EBpomnenckoro

obmectBa kapauosioros (EOK)

YpOBHM [OCTOBEPHOCTU AOoKa3aTenbcTB EOK

A [JaHHble MHOMOYMUCNEHHbIX PAaHAOMU3NPOBAHHbIX KIIMHUYECKNX nccneaoBaHUim UNM MeTaaHannsos

B [aHHble nonyyeHbl Mo pesynbTaTaM OAHOIMO0 PaHAOMM3MPOBAHHOIO KJIMHWMYECKOrO WCCNEeAO0BaHUs WM KPYMHbIX
HepaHAOMU3MPOBAHHbIX UCCNeA0BaHUM

(o CornacoBaHHOe MHeHUe HebonbLnx

nccnenoBaHUn, perucTpoB

3KCNepToB n/vnm pe3ynbTaThbl nccnenoBaHun, PETPOCNEKTUBHbBIX

Ta6muma 22. Illkama OIEHKHM ypOBHEH JOCTOBEpPHOCTH jokaszarenbceTB (YIJI) i meromoB

JUAarHoCTHUKH (III/IaFHOCTI/I'-IeCKI/IX BMeHIaTeJ'IBCTB)

yaan Pacwumdcdposka

1 CuctemaTtmyeckme 0630pbl MCCNeAoBaHUM C KOHTpPoseM pedepeHCHbIM MeTOAOM WM CUCTEMATUYEeCKUn 0630p
pPaHAOMU3NPOBAHHbIX KITMHUYECKUX UCCIeA0BaHMA C MPUMEHEHWEM MeTaaHannsa

2 OTpenbHble MCCNeaoBaHUS C  KOHTponeM pedepeHCHbIM  MeToAOM WAW  OoTAefibHble  paHAOMM3NPOBAHHbLIE



KNMMHU4YecKkne wuccnengoBaHnsa M cucreMmaTtundeckue 0630pbl nccnegoBaHuii nboro ,ClM3aVIHa, 3@ WUCKNHYEHUEM
PaHAOMU3NPOBAHHbLIX KIMHUYECKNUX nccnegoBsaHnn, C npuMeHeHMeEM MeTaaHaIn3a

3 WccnenoBaHus 6e3 nocneaoBaTeNlbHOrO KOHTPONs pedepeHCHbIM MEeTOAOM WM WUCCNeaoBaHus C pedepeHCHbIM
METOAO0M, HE SBMSIOWMMCS HE3ABWCMMbIM OT WCC/IEAYEMOro METoAa MM HEpPaHAOMW3WPOBAHHbIE CPAaBHUTENbHbIE
MccnefoBaHus, B TOM YnCne KOrOPTHbIE NCCNEf0BaHMS

4 HecpaBHUTENbHbIE UCCNIEA0BAHUSA, ONMUCAaHNE KIIMHWUYECKOro cay4as

5 NmeeTcsa nuwb 060CHOBaHWE MexaHM3Ma AeNCTBUS NN MHEHne 3KCNepToB

Tabomuma 23. Illkanma OLEHKKM YpOBHEH JOCTOBEPHOCTH jokazarenbcTB (YJ) s meronos

npo(UIaKTUKK, JIedeHUsT U peabunuranuu (MpoUIakTUYECKUX, JeUeOHBIX, pPeadMIMTalMOHHBIX

BMEIIATENIbCTB)

yan PacwudppoBka

1 CucremaTtnyeckuit 063op PKU ¢ npumeHeHneMm meTaaHanmnsa

2 OTtpenbHble PKWM  wn  cuctematmdeckme 0630pbl uccnegoBaHuin nboro amsariHa, 3a uckawdeHvem PKU, ¢

NMPpUMEHEHNEM METaaHasIn3a

3 HepaHAOMU3NPOBaHHbIE CPAaBHUTENbHbIE UCCNIEA0BAHUS, B T. Y. KOrOPTHbIE UCCNEA0BaHMSA

4 HecpaBHWTENbHbIE UCCNEA0BaHWsA, OMUCAHUE KIMHUYECKOro C/lydYas WM Cepun ClyyaeB, WCCIeAOBaHWUS «Ciy4daii-
KOHTPOsb>»

5 MimMeeTcs nuwb 060CHOBaHME MexaHu3Ma AeWCTBUS BMellaTeNnbCcTBa (LOKIMHWYECKME WUCCNEeAO0BaHUSA) UM MHeHue
3KCnepToB

Tabauua 24. Illkama omenku ypoBHe#H yOeautenbHOCTH pekoMeHmanui (YYP) ana meronos
npo(UIaKTUKU, TUArHOCTHKHU, JICUECHUS U peabunutanuu (MpodUIaKTUYECKHUX, AUArHOCTUYCCKHUX,

Je4eOHBIX, peaObMINTAIIMOHHBIX BMEIIATEIbCTB)

YYP Pacwumdcdposka

A CunbHaa pekoMeHaauus (Bce paccMaTpuBaeMble KpuUTepum 3PEPEKTUBHOCTU (MCXOAbl) SABASIOTCA BaXHbIMU, BCe
nccnenoBaHMs MMEKOT  BbICOKOE WM yAOBETBOPUTESIbHOE METOAONOrMYeckoe KayecTBO, WX BbIBOAbl MO
MHTEPECYLWNUM NCXO0OAaM ABNAKTCA COFJ’]aCOBaHHbIMVI)

B YcnoBHasa pekoMeHpaums (He BCe paccMaTpuBaeMble Kputepuun 3PpheKTUBHOCTU (MCXOAbl) SBASIKOTCS BaXXHbIMU, He
BCE MCC/ef0BaHWNS MMEKT BbICOKOE UM YAOBNETBOPUTENIbHOE METOAOSI0OrMYecKoe KauyecTBO U/UAn UX BbiBOAbI MO
WHTEpECYOLWMM NCX0AaM He SBASIOTCA COrslacoBaHHbIMM)

C Cnabass pekoMeHzaumsi (OTCYTCTBME [A0OKa3aTeNbCTB HaAfleXxallero kKavectBsa (BCE paccMaTpMBAEMble KpUTEPUN
3 dHEKTUBHOCTU (MCXOAbI) ABNSIOTCA HEBAXXHbIMU, BCE UCCNEA0BAHMA UMEIOT HU3KOE METOA0/I0MMYEeckoe KayecTBo M
MX BblBOAb! MO UHTEPECYIOWMM UCXOAAM He SIBAIAIOTCS COrNacoBaHHbIMM)

HeneBasi aynuTopus JAHHBIX KIMHUYECKUX PEKOMEHIALMIi:

Bpau-kapanonor
Bpay-niyneMoHoI0T

Bpau-pesmaromnor

Bpau -cep/ie4H0-COCYIUCThIN XUpYypr

l.
2.
3.
4. Bpau aHeCTEe3MO0JIOr-pEaHNMAaTOJIOT
5.
6. Bpau iyueBoi IMarHOCTUKHU

7.

Bpau o6mieii mpakTuku
IHopsinoxk 00HOBJICHUS KIMHUYECKUX PEKOMEH AUl

MexaHu3M OOHOBJICHUS KIMHUYCCKUX PEKOMEHIAIUMA TMpeaycMaTpUBaeT WX CHCTEMaTHYECKYHO

AKTyaJIn3aliui0 — HC PCKE 4YCeM OAUH pa3 B TpU TOHdd,a TAKKC IIPU IIOABJICHHHN HOBBLIX JaHHBIX C



IMO3NIIUHU )IOKaBaTeHBHOﬁ MCIWIIMHBI IIO0 BOIpOCaM JHArHOCTHKH, JICUCHM, HpO(l)I/IJ'IaKTI/IKI/I u
p€a6I/IJ'II/ITaI_II/II/I KOHKPCTHBIX 3360H€B3HHﬁ, HaJIUYUU 000CHOBAHHBIX HOHOHHGHHﬁ/SaMeanHﬁ K paHEcC

yTBepxkAEHHBIM KP, HO He vamie 1 pa3za B 6 mecsues.



Ipuaoxkenue A3. CBsi3aHHbIE JOKYMEHTbI

Taﬁ.lmua 10. CTapTOBI)Ie U MaKCHUMAJIbHBIC TCJICBBIC HTO3UPOBKHU 6J'IOK8,TOpOB «MCOJICHHBIX»

KaJbIUEBBIX KaHAJIOB, IPUMEHSEMBIX y ManueHToB ¢ uauonarndeckor JIAIL, nacnencreennon JIAT,

JIAT, acomuupoBanHoii ¢ mnpuemoM Jjekapcts, II-III ®K (BO3), umeronmmx MOI0KATEIbHBIN

BazopeakTuBHBIN TecT (amantupoBano u3 Galie N. et al. 2015 ESC/ERS Guidelines) [6]

Mpenapar CraptoBas no3sa MakcuManbHasa cyTouyHasi 4O3UPOBKa
Hudbeannun** 30 Mr x 2 pa3sa B AeHb 120-240 mr

AMnoannuu** 2,5Mr x 1 pas B AeHb 20 Mr

Onntnasem** 60 Mr x 3 pasa B AeHb 240-720 mr

Ta6muma 11. CpaBHurenbHas ¢apmakoguHaMuKka W ¢papmakoknHeTnka OPA W HeXelareabHbIS

SIBJICHMS, CBSI3aHHBIE C MX MPpUEeMOM (aganTupoBaHo u3 Aversa M, et al., 2015)

BoseHTaH** AM6pu3eHTaH** MauuteHTaH* *
A6copbums (6MoaOCTYNHOCTb) 50% 80% BuoaocTynHoCTb HeEM3BECTHa
MK KOHUEeHTpaunm, 4 3-5 2 8
Pacnpenenexue (cBsi3blBaHME  C 98 99 > 99
6enkamn), %
MeTabonusm CYP 3A4, CYP 2C19 NIOKOpOHM3aLms. CYP 3A4, CYP 2C19
OkucneHune yepes

CYP3A4, CYP 2C19

AKTUBHbIE METaboNnThbI Ectb Het Ectb

SNMMUHaLmA [MeyeHouHasn MoueuHas MNoueuHasn, neyeHouyHas

Mepwoa nonyebiBeaeHUS, Y 5-8 13,6-16,5 16

MosbiweHne AT nnn ACT 10 2,3 3,4

> 3 BEPXHUX rpaHuL, HopMmbl, %

Mepudepunyeckne otekn, % 16,7 28,4 18,2

CHMXeHne ypoBHS remornobuHa, % 15 10 13,2
Ta6muma 13. Pexomengamuu 10 A(PQPEKTHBHOCTH  MOCIAEAOBATCIIBHOW  KOMOMHUPOBAHHOM
HeKapCTBeHHOﬁ TCpanuu I JIETOYHOM apTepHaHBHOﬁ TUIIEPTCH3NH (rpyrma 1) B COOTBETCTBHUHU C

(YHKIIMOHAJIBHBIM KJ1accoM BceMupHo opranuzanuu 3apaBooxpaHeHus (anantuposano uz Galie N,

et al. 2015 ESC/ERS Guidelines) [6]

Tepanus PekoMmeHpgauum

®K II BO3 OK III BO3 OK IV BO3

EOK YYP EOK YYP EOK YPP YAOA

yan yan

MauuTeHTaH** B gononHeHue K cungeHadpuny 1B A2 1B A2 IIaC B2
Prouuryat** B gononHeHue k 603eHTany** 1B A2 1B A2 IIaC B2
Cenekcunar B gonosiHeHne K OPA n/vnun cungeHadpuna 1B A2 1B A2 ITaC B2
MNnonpocT MHransuMoHHbIM B A0MOSHEHUe K 603eHTaHy** I1bB B3 1IbB B3 IIbC C3




AMb6pu3eHTaH** B fonoNHeHWe K cungeHabuny IIbC C3 IIbC C3 IT1bC C3
BoseHTaH** B gononHeHne K cungeHapuny I1bC C3 IIbC C3 IT1bC C3
CunpgeHadun B gononHeHue kK 603eHTany** IIbC C3 I1IbC C3 I1bC C3
Opyrve aBoliHble KOMBUMHaLMK IIbC C3 IIbC C3 I1bC C3
Opyrve TpoliHble KOMBMHauMm IIbC C3 IIbC C3 I1bC C3
Puouunryat** B gononHeHune K cungeHabuny I11B A2 IIIB A2 I11B A2

Tadnuma 16. AHanu3 KIMHUYECKUX HCCIEIOBAHUN, MOCBSAIIEHHBIX OlEeHKe 3((eKTUBHOCTH WU
0€30MacHOCTH TMPUMEHEHHUs Cleuu(pUuecKord Tepanuu JIErOYHON apTepHalbHOW THIEPTEH3UH Y

MAIMEHTOB C JICTOYHOM THIEPTEH3MEH, aCCOIMUPOBAHHOM C TTATOJIOTHEH JICBBIX KaMep Cep/lia

UccnepoBaHune Mpenapar Konunuectso Sddekr
nauueHToB

REACH-1 BoseHTan** n=174 [MpekpaleHo AOCPOYHO.
CHHOB J1XK YBenMunBaeT 3a4EpPXKKY XUAKOCTU

ENABLE BoseHTaH** n=1613 1 YyactoTy rocnuTanusauuin, noBbllWaeT TpaHCaMMHA3bI,
CHHO®B /XX npekpawlieHo 4OCPOYHO

RELAX CunpeHadun n=216 Ynydwaet dusnyeckyto pabotocnocobHoctb (TLUX, nuk VO,)
®B > 50% N KayecTBO XM3HU

O3N1A > 20 MM pT.
CT.

Guazzi M., 2011 CunpeHadun n =44 LONA, 1 dyHkumio X 1 JIK, NonoxuTenbHo BAMSET Ha
®B > 50% BOAHbIN 06MeH

O3N1A > 20 MM pT.
CT.

LEPHT Puounryat** n =201 XoTsa | cpeaHee AJ1A HepocToBepHo (p = 0,1),
CHHOB J1XK cepAeYHbl MHAEKC U yaapHbIh o6beM 1

[Tpumeuanune: CHH®B JDK — cepaeuHas HEIOCTaTOYHOCTh C HU3KOM (pakimeil BrIOpoca JEBOTO
xenynouka; @B — dpakmus Beiopoca; JICC — nmerouno-cocymuctoe compotuBierue; J3JIA —
JABJICHUE 3aKJIMHUBAHUS JIerouHbIX KanmwuisipoB; TIHIX — Tect ¢ 6-munyTHOM xompOoit; JIJIA —
JaBjieHHe B JIETOYHOW aprepuu; nuk VO, — nukoBoe mnorpedneHue kucinopoaa; 1K — mpasbiid

xenynouek; JIK — neBblil xkery1ouexk.



Ipuiaoxkenue b. AJropurMbl BeieHUA MAIMEHTA

IHpuioxkenune b1. Anropurm aeidcTBuili Bpadya npu 00C/jieI0BAHUM MMAIMEHTA C
JIETOYHOM r'unepreHsuen

Ta6auna 4. Pactipenenenne JeKapCTBEHHBIX MPEMapaToB M TOKCHHOB B 3aBHUCHMOCTH OT CTCIICHHU

pHUCKa pa3BUTHS JIETOYHON apTepUalibHON rurnepreHsuu [6, 11]

OnpeaeneHHbIn BeposiTHbIN
o AMWHOpeKC o KokaunH
o QdeHdbnropamumH lekcheHdbnopaMmH e deHunnponaHonaMuH
e ToKcM4yeckoe parncoBoe Maco e 3Bepo60si NpoAbIPSIBIEHHOrO TpaBa
o beHdnoopekc e AmdeTamnHonofobHble npenapaTbl
e [azaTtuHmnb e WNHTepdepoH anbda-2b n UHTepdepoH beTa-1a
e MeTamdpeTaMuHbl e AnkunupyroLime npernapaTthbl
e B03yTnHMG
e [1pOTMBOBMPYCHbIE NpenapaTtbl NPSAMOro AeNCTBUS
e HAMPY6UH

Taﬁ.]mua 5. OHpCI{GHGHI/Ie BEPOATHOCTHU JIETOUHOM TMICPTCH3MM Ha OCHOBAHHWM JAaHHBIX

axokapauorpaduu [6, 43]

CkopocCTb TPUKYCNUAasbHOMN Hannume pononHutenbHbix IOxoKrI- BepositTHocTb JIF MO AaHHbIM
peryprutauum, m/c npu3sHakoB 3xoKIr

< 2,8 nnu He nsMepseTcs HeT HU3Kas

< 2,8 nnu He nsMepseTcs na cpeaHsas

2,9-3,4 HeT cpenHsas

2,9-3,4 na BblCOKas

> 3,4 He TpebyeTcs BblCOKas

Tabauua 6. JlonmonmHuTenbHBIE 3XOKapAHOrpadUUEeCKWe MPU3HAKM, TMOBBIIIAIONINE YPOBEHD
BEPOSATHOCTU JIETOYHOW THUIIEPTEH3UM B JIONOJHEHUE K HM3MEPEHUIO CKOPOCTH TPUKYCHUIAIBHOU

peryprutanuu [6, 43]

Xenyaoukm JlerouHas aprepus HumxHAs nosas BeHa WM npasBoe
npeacepave

CooTHoOWeHMe pAnamMeTpoB npasoro/ | Bpems  yckopeHus KpOBOTOKA B | Avametp HMB > 21 MM B CO4YeTaHUu C
JIEBOrO  KENYAOYKOB Ha YpPOBHE | BbIHOCALWEM TpaKTe MPaBoOro Xenyaodka | yMeHblueHWeM cnafeHus Ha Baoxe (< 50%

6asanbHbix cermeHToB > 1,0 < 105 m/c n/vnn cpegHecmcTonnyeckoe C pe3knM BAOXOM HOCOM MU
MpUKpbITUE < 20% Ha ¢dOoHe CMOKOMHOro AbIXaHUs)

YnnouweHue MEeXOKenyA0o4KoBOM CkopocTb paHHen AMacToNM4YecKom Mnowaab NpaBoro npeacepams

neperopoakm (nHAaekc ny/bMOHaNbHOW peryprutaumm > 2,2 M/ > 18 cm?

3KCLEHTPUYHOCTM NIEBOMO Xesyao4yka C (M3MepeHne B KOHLE CUCTONbI)

> 1,1 B cucTtony u/vnu gnacrony)

[JnameTp nero4yHom aptepum
> 25 MM




lpumeyanme: X - npasBbl xenypoudek; JIA - nerodyHasa aptepus; HIMB - HuxHAA nonas BeHa; MM - npasoe npeacepave. N3 -
MHAEKC aKcueHTpuyHocTu; AT BTIDK — cuctonnyeckoe BpeMs YCKOPeHUs NoToKa B BbIXOAHOM TpakTe MpaBoro Xenyaoudka.

Tabauua 7. AJTOpUTM AMArHOCTUKH B 3aBUCHMOCTH OT BEPOSTHOCTH JIETOYHOW THIEPTEH3UU IO
JaHHBIM SXoKapAuorpaduu y TMalMEeHTOB € KIMHMUYECKMMHU CHUMITOMAMHM TpPU HAJIUYUU  WIIH
OTCYTCTBUU  (D)aKTOPOB  pHUCKAa JIETOYHOM  apTepHalibHOM  TUNEPTEH3UH U  XPOHUUECKOU

TPOMOOIMOOTMYECKOM JITOYHOM THIEpTeH3UH [6, 43, 65—67]

BeposaTHOCTb Mpwu OTCYTCTBUMU YYP EOK Mpwm HaInumm YYP EOK
JIC no AaHHbIM cdakTopoB pucka JIAl/ yan cdhakTopoB pucka yan
AxoKIr XTa)r NAr/
XT3r
Hwn3kas PaccmoTpeTb B3 ITa-C PexomeHpoBaTh B3 ITa-C
anbTepHATUBHbIN ANArHO3 OXOKI-KOHTpONb
CpeaHsas PaccmoTpeTb B3 ITIa-C PexkomeHpoBaTb B2 ITa-B
anbTepHaATUBHbIN AMarHo3 u poobcnenoBaHue,
OXOKI-KOHTpOSb Bkntovasa YBKC
Bo3mMoxxHO paccMmoTpeTb C5 IIb-C B2 IIa-B
poobcnenosaHue
Bbicokasi [NoobcnenoBaHue, BKOYad A2 I-C PekomeHpoBaTth A2 I-C
4YBKC poobcnenoBaHue,
BKktoyas YBKC

Tabamnna 8. OcHoBHBIE POpPMYIIBI ISl pacueTa FreMOJMHAMUYECKHUX TTOKa3aTenen

[MokasaTtenb dopmyna

CpegHee OJ1A, MM pT. CT. (COANA + 2*xaAanA)/3

CepaeuHblii nHaekc (CW), n/MunH/m?2 MOK/nnowaab NoBepxHOCTU Tena
JICC, en. Byna (cpea. ANA-A3N1A)/MOK

TMAr, MM pT. CT. cpean. ONA-A3N1A

anr, mm pr. cT. OONA-O371A

Mpumeuanne: OSIA - paBneHue B neroyHon aptepuun; COJIA - cuctonuyeckoe paBrieHWe B JierodHor aptepun; OONA -
AnacTonmMyeckoe AaBrieHne B nerodHorn aptepumn; MOK - MUHYTHbIW 06beM kpoBoobpaleHus; JICC - nero4yHoe coOCyAucroe
conpotusnenue; A3J1A - naBneHue 3akMHNUBaAHUS.

Pucynok 1. J/[narHocTrka JIETOYHOM TUTIEPTEH3UU U €€ PUYNH: IEPBUYHOE 00CIIeIOBaHNE MAIIICHTOB
C HCKJIIOYEHUEM YaCTBIX NPUYMH U UX MapUIpyTU3alus B 3aBUCUMOCTH OT BEPOSTHOCTH HAJIUYMS
JETOYHOM  apTepHallbHOM TUMEPTEH3UM WM XPOHHYECKOM TpPOMOOIMOOINYECKON  JIETOYHOU

runiepTeH3nn (amantupoBano u3 Frost A, et al. Eur Respir J. 2019; 53(1). pii: 1801904) [43].



[ AHAMBEE, CHMTTOMEI, 130, TECTH, }

YHAIbIDAMEALHE Ha TIT
Huzran MoMce g MpEIHH
BEPOATHOCTE WM Halnopense

OLEHI BEPOATHOCTH

[ IxoKl

BaicTpoe
HaNpagneHwe
BEIABASHHE

BLIABAESHHE NALWEHTOR
BRICOHOND PMCHA

NALHEHTOS l
- ™
BT am nepdysaouaas
":'“:;::TFH HACTLIX cymHTHrpagen sKT+SE 8
P | MEMECTBE (MPMMHMIA XT3nr )
N 1 BTl cxa wopsa MNaTOROTHA MEELIN KAMEP CepaLa
- ™ MM NETEHX NOATBERHEEHA.
E HCHAAMTE NATOADTHED NEBLIX BEAGHHE B COOTRETETBIM ¢
] HAMED CEPLA MM HETRHY | ANOPHTMOM QAR STHX
] 1 zafioneaanmii
E HET HAHHHYECRH IHAUMMOH
= MATOADTAMN BERLIK HaMEp
CEPALD HAH AETHEL
DHATHOCTHNA P I’
nprsHH AT l IHENEPTHLIA LEHTD }
I
[Ipumeuanue: Bentwnsuuonno-nepdysuonnas (B/II) cuunTurpaduss nmerkux B KauecTBe

CKPUHMHIOBOTO METOJla MOXET ObITh 3aMeHeHa Ha Mepdy3MOHHYIO CIMHTUTPAa(UIO JIETKUX B
coyeTaHuu c peHTreHorpadueit rpynnoi kietku win KT opraHoB rpyqHoOi KJIETKM B COYETAHHUM C
KOMILJIEKCHOM OLIEHKON (DYHKIIMM BHEIIHETro JAbIxaHus. [Ipy OTCYTCTBHHM BO3MOXHOCTH BBITIOJTHEHUS

nepy3uOHHON CIUHTUTPpadUN JETKUX MOXKeT ObITh BhitoiHeHa MCKT-anruomnyasMoHorpadusi.
Tabauua 14. Kpurepun 1uarHOCTUKH JIETOYHON apTepHAIBHON TMIIEPTEH3UU U

BEHOOKKJTIO3MOHHOM 0osie3HM (agantupoBaHo u3 Montani D. et al., 2016)

JlerouHas
runepTreHsus

apTepuasibHas BeHOOKK/1I03MOHHaA 60/1e3Hb JIerkux

[eHeTunka

KaHavpaTHble reHbl

BMPR2, ALK1, ENG, SMADY, CAV1,
KCNK 3

EIF2AK4

Tvn HacnepoBaHUs

AYyTOCOMHO-AOMUHAHTHbIN

AyTOCOMHO-peLEeCcCUBHbIN

2nMaeMmnonorus

PacnpocTtpaHeHHOCTb 15 cnyyaeB Ha 1 MAH HaceneHus 1-2 cnyyas Ha 1 MNH HaceneHus
Mon XeHwmnHbl npeobnagatoT HeT npeobnaganHus

KypeHune Bo3MoxHasa accounauns Yawe yem npu JIAT

MpodeccrmoHanbHbie
BPeAHOCTU

OTcyTCcTBYIOT

OpraHunyeckune pacTtBoputenu

®dakKTopbl pucka

JlekapcTBa M TOKCUHbI

MpenapaTbl AN NeYeHUsT OXUPEHUS
LeHTPanbHOIro AeNcCTeun4,
Aa3aTuHUG, nHTepdepoH

Ankunupyrowme UUToCTaTUKU

AccounmpoBaHHble
COCTOSIHUSA

C3CT, BIC, BUY-uHpekums,
nopTasibHas rmnepTeH3sns

C3CT, B ocHoBHOM CC/J]

CMNTOMBI




KpoBoxapkaHbe Bo3mMoxHO Bo3mMoxxHO
Xpunbl OTcyTCTBYIOT Penko, npu pasBuTun oTeka sierkmx
MneBpanbHbIN BbINOT Bo3moxeH Bo3moxeH
YUpe3BeHO3Has KaTeTepmsaums cepaua
CpeagHee OJ1A, O3NA, J1CC 1 cpegHero [J1A, HopMmanbHoe 1 cpeaHero AN1A, HopMmanbHoe [3J1A,
O3NA, 1 JICC
1 JICC

OcTpblii
TecT

Ba30peaKTUBHbIN

MonoxwutenbHbln y 10% nauMeHTOB
Cc nanonatmnueckon JIAI

~10% (He cny>XXWUT OCHOBaHWeM Ans Ha3sHadyeHusa BKK)

OYHKUMNSA BHELIHEro AblXaHus

O®B1, ®XEN, OEN Hopma unm He3HauuTenbHoO HopMa nnu He3HauYnUTENbHO CHUXEHbI
CHUDKEHBbI

DLCO Hopma unu He3HauyuTenbHO Pe3ko cHmxeHa
CHMXeHa

PaO, B nokoe Hopma nnm He3HayuTesIbHO YacTo pe3ko CHUXeHa
CHMXeHa

Jecatypaumsa npu ®H

YacTto npucyTtcTeyeT

YacTo pe3Ko CHMXeHa

Busyanusupytolime MeToabl

nepdy3smMoHHas B COYETaHUMU
CO cumHTUrpaduen nerkmx
BEHTUNSLUNMOHHOM

MCKT  opraHoB  rpyaHou O6bI4HO MNapeHxuMMa JNerkux He LleHTponobynsapHoe «MaToBOe CTEKN0», YTOJLEHne
KNeTKNn C  BHYTPUBEHHbIM n3MeHeHa MeXA0JIbKOBbIX neperopoaoxk, yBenm4yeHme
60/10CHBbIM nnMdaTUYecKnx y310B CpefoCTEeEHNS

KOHTpacTMpoBaHueM

CunHTurpadms nerknx O6bI4HO HOpMa O6bI4HO HOpMa

BpoHxockonus

BAJ1

Hopma

[Mp13HaKM CKPbLITOro EroYHOro KPOBOTEYEHUS

JleyeHne

TapreTtHasa JIAl-Tepanus

PaHAOMU3MpPOBaHHbIE KIMHUYECKME
nccnenoBaHus noaTBeEpXAatoT
3PEeKTUBHOCTL B OTHOLUEHUU
reMoAMHaMMU4Yecknx MokasaTtenemn,
dusnyeckon paboTocnocobHOCTH,
BbIXXKMBAEMOCTHU

PUCK pasBUTUSA OTeKa JIErKuX.
MpoTMBOpEUMBLIE NaHHble
HabnoaeHuin

HEMHOIMOYMNCNEHHbIX

[Ipumeuanue: JIAI' — nerounas aprepuanvHas runeprensusi; C3CT — cucremHble 3a0oieBaHus

coequHuTensHo Tkanu; BIIC — BpoxaeHHsle mopoku cepaua; BUY — Bupyc mmmyHonepuuura

yenoBeka; JI3JIA — nmaBneHue 3aKIMHUBAHUA JIETOYHBIX Kamuwuisipo; JICC — merouHo-cocyaucToe

conpotusiienne; ODBI — oobem opcupoBannoro Boigoxa; OIKEJI — dopcupoBanHas ku3HEHHAs

emkocTh Jerkux; OEJI — obmas emkocts nerkux; DLCO — aud¢y3nonHas cnocoOHOCTh JIETKUX 1O

okcuay ymiepona; paO; — napumanbHoe napinenue kucnopona; ®H — ¢usznueckas narpyska; MCKT —

MYJNBTUCIIMpaIbHas KOMIIbIOTepHas ToMmorpadus; V/Q — BeHTWIsUMOHHO-Tiepdy3uoHHas; BAJl —

6p0HXO&J’IBBCOJI$[pHBIﬁ JJaBax.

Tab6auua 15. Jluddepennmanbuas TMarHoCTHKa MEXTY JIETOYHOU TUTIEPTEH3UEH, aCCOIIMUPOBAHHOMN C

NaToJOrHel JIeBBIX Kamep Cepila, W JITOYHOH apTepualbHON TUINEPTEH3WEH (aIanTHPOBAHO U3
McLaughlin V.V, et al., 2016)

Mpepnonaraemasn

NeroyHas
apTepuvaJZibHasa rmneprteH3uma

Npeanonaraemas neroyHas runepreHsus,

accouummpoBaHHaa C natoJsiorme JneBbiX




KamMep cepaua

KnnHnyeckmne npmusHakm

Monoxe, ceMenHbIln aHaMHes,
daKkTopbl pucka, accounMMpoBaHHbIE
3abonesaHusa (C3CT, BINC, BUY n ap.)

CTaplle, apTepuanbHas rmnepTeH3nsi, caxapHblii
avabet, UBC, nHaekc maccol Tena

> 30kr/M2, KIMHWYecKas KapTMHa 3acTOMHOM
cepaeyHolr HefoCTaTOYHOCTU, cepaeYyHas acTMma/
OTEeK JIerknx B aHaMHe3e, OpTOMHO3

JKIr MOBOPOT 3/1EKTPUYECKOA OCKM BMpPaBo, MosopoT 3N1eKTPUYECcKon ocun B/IEBO,
runepTtpodus MX runeptpodus JIXK, dubpunnaums npeacepani

Oxokapaunorpadus

MpaBbli Xxenyao4yek YBenuyeH MoXeT 6bITb yBennyeH

JNleBoe npeacepave Hopma YBenumyeHo

CooTHOLWEHNE MpaBoro M 1eBoro MNpaBoe npeacepave 6onblue neBOro Mpasoe npeacepane MeHbLUe neBoro

npeacepani npeacepavs npeacepans

Mex>kenyao4ukoBasl neperopojka

Mporn6 Bneso

Mpormn6 Bnpaso

obeAHeHne NeroyHoro KpoBOTOKA Ha
nepudepun

TpaHCMUTpanbHbI KpPOBOTOK, <1 > 1

COOTHOLeHne E/A

JonnneporpaMmma  natepanbHOro <8 > 10

cermMeHTa (Gubpo3HOro  Kosbua

MUTpasibHOro knanaHa E/Em

PeHTreHorpamma opraHoB rpyaHon YBenuyeHue npasblX Kamep, 3acToliHble U3MEHeHUs B nerkux, nuHun Kepnw,
KNeTKN paclmnpeHa neroyHas apTtepus, nseBpasibHbIN BbINOT, YBE/IMYEHNE JIEBbLIX KaMmep

cepaua

WccneposaHnue
HeCnpoBOLIMPOBAHHbIX
AblXaTeNbHbIX 06bEMOB U MOTOKOB,
nccnepoBaHue A dy3noHHOM
CMOCOBHOCTU Nerkmx

Hopma wnu nerkune o06CTPYKTMBHbIE
HapyweHusa, OJICO - HopMa uWau
Nerko cHWxeHa, kanunnspHoe pCO, <
36 MM pT. CT.

HopMa unu nerkme o6CTPYKTUBHbIE HapyLlUeHus,
ONCO - HopMa, kanunnapHoe pCO, > 36 MM pT.
CT.

Brnomapkepsl

BNP/NT-proBNP nosbiwweH

BNP/NT-proBNP nosbiwwieH

dprocnupomMeTpus

Hunskunn PetCO,, cHmxaeTca npu OH.
Bbicoknin Ve/VCO,, noBblwaeTcs npu
OH

PetCO, - HoOpMa wnuM cnerka CHWXEH, He
CHuxaetcs npu ®H, Ve/VCO,, He noBbllwaeTcs
npn ®H

MCKT opraHoB rpyAHOlM KNeTKu C

Mcnonb3yetca anga wucknwodedus JII

Ncnonb3yeTtcsa ansa ncknatodenmsa JI rpynnel 3 n 4

Anr >7 mm pr. CT.

BHYTPUBEHHbIM 60M10CHBIM rpynnel 3 1 4

KOHTpacTupoBaHneM

CumHTurpadms nerkux Mcnonb3yeTcs ons VCKJTIOYEHUS Ncnonb3yeTtcsa ansa ncknadeHmnsa XTIJ1I
nepdy3mMoHHas B co4YeTaHuu Cco XTI

CUMHTUrpaduen nerkmx

BEHTUNALMOHHOM

YpesBeHoO3Has KaTeTepusaums O3N1A < 15 MM pT. CT., AO3N1A > 15 mm pT. CT.,

ceppua NICC > 3 en. Byaa, AOMNr < 5 MM pT. CT., HO MOXET 6bITb U > 7 MM PT.

CT.

[Ipumeuanue: JIAI' — nerounas aprepuanbHas runepreHsus; C3CT — cucteMHble 3a00J€BaHUS
coenunutensHoil Tkanu; BIIC — Bpoxnennbslie mopoku cepaua; BY — Bupyc ummyHoneduuura
yenoBeka; Al' — aprepuanpHas runeprensus; UbC — nmemmdeckas 6one3ns cepana; UMT — uaaekc
maccel Ttena; CH — cepumeunas HemocrarouHocTh; ODKI' — snexrpokapaumorpamma; IDK — mpasbiii
xenynouek; JOK — nesbrit xenynouek; JJICO — nuddys3nonHas crnocoOHOCTh JIETKUX IO OKCHAY
pCO, - BNP/NT-proBNP —

HaTpuiypeTudeckuil nentul u N-KoHIeBOl HaTpuiypetndeckuil mponentun; PetCO, — napuuansHoe

yIepoaa; napuuajbHOE  JABJICHHUE JIBYOKHMCH  YIVIEPOAA;
JlaBJIeHUE YTIIEKHUCIIOTO ra3a B KoHIle Bbiioxa; Ve/VCO, MUK — BEHTHISATOPHBIA SKBUBAJICHT JBYOKUCH
ymiepona; MCKT — mynbTucnupaiibHas KommbioTepHass ToMorpadus; V/Q — BEHTWIALMOHHO-
nepdysuonnas; [3JIA — npaBnenue 3akiMHMBaHHUS JerouHbix KanuuisipoB; JICC — njerouno-

cocyaucroe conporusienue; A" — nnacTonnueckuil myJIbMOHAJIbHBIN I'PAIUEHT.



Tabauuna 17. AJaropuT™M JAMHAMHYECKOTO HAONIONEHUS TMAIMEHTOB C JICTOYHOW apTepHabHON

TUIEepTEeH3Hel (aJanTUpOBaHO MO Marepuaiam 6" World Symposium on Pulmonary Hypertension,
2018) [6]

NcxoaHo Kaxxpablie Kaxxpablie Yepes 3-4 mMecsua nocne B cny4dae
3-6 6-12 U3MEeHeHUs Tepanum yxXyaweHus
Mecsiues mecsiueB
KnnHunyeckas  oueHka U + + + + +
onpegeneHe ®K
SKr + + + + +
TLWX / wkana bopra + + + + +
MynbcokcumeTpus + + + + +
SprocnmpomMeTpus + + 4%
Oxokapauorpadus + + + +
CraHpgapTHoe nabopaTopHoe + + + + +
obcnepoBaHue
BNP/NT-proBNP + + + + +
Ype3BeHO3Has + +* +* +*
KaTeTepusaumnsa cepaua

[Ipumedanue: * — peKOMEHyeTCsI pACCMOTPETh BO3MOXKHOCTb.

Pucynoxk 3. Auroputm oOciefnoBaHuss OONBHOTO € TOMO3PCHHEM HAa  XPOHHUYECKYIO
TPOMOOIMOOIMUYECKYIO JIETOUHYIO THIEPTEH3UI0 U XPOHUYECKYI0 TPOMOOIMOOIUYECKYI0 OOJE3Hb
(amanrrupoano u3 Wilkens H, et al., 2018) [33]

AHBMHE Y, CHMITOMITHID W

NPESHAKK, CBHAETEARCTEYIOUHE
o XT36/XTIAr

[ Tpanctopakanswan IxoHl ]
Huasan aepontHocTs M, WO coxpasmeTon

—— nogaIpeHne Ha XTHINATI6E
NpomencyTounan foscoxasn
sepoRTHOCTR T KapaMonyAumMoHansHoE
HATPYI0UHOE TECTHROBAHKE
DNavmsie 3a XTITFETIE Her aassibix 38 XTINMXTIE
CymHTripadua nerks NepdyInouuan + ] [
* MeMcE APEYIHE NPHaMH
[ BEHTHAALMOHHIA CUMHTHIRAHA Aerumx J HeT aibix s KTIE/XTIAT L
Hak rame v 1 cer P WAk 2
cyfcermenTapHmx gedesta nepdy s

[ Pedepentimi yewtp AMETIAT

DHYTRHDEHHLIM GONCHLM HOHTPACTHRODAHHERM,

YBHEC, MCHT opranos rpyaHoR nomoctd
MHBAYMEWAR BhfHOfYABMONOT padan

Ta6muna 18. BremonHenune cranmapra oOCle0BaHWS B 3aBUCUMOCTH OT YPOBHS MEIUIIMHCKOTO

YUPCIKACHUA

Yposenb MCI YpoBeHb MeAULIMHCKOM
HanMmeHoBaHne MeAULIMHCKOW yCnyru opraHumsauuvm




Perncrtpaumnsa anekTpokapaAnorpaMmbl MepBuyHas PervoHanbHbIN

XontepoBckoe MoHUTOpupoBaHue DKI MepBuyHas PervoHanbHbIM

MpuuensHas peHTreHorpaduns opraHoB rpyaHOM KNeTKu MepBuyHas PervoHanbHbIM

YnbTpa3BykoBOe  ucc/leqoBaHWe  opraHoB — OprOWHOM  MOA0CTU MepBryHas PernoHanbHbI

(koMnnekcHoe)

Sxokapauorpadus MepsuuHas/ PernoHanbHbIl

cneunanmMsnpoBaHHas

Dxokapauorpadus ypecnuiuiesoaHas CneunanuampoBaHHas PervoHanbHbIN

MCKT opraHoB TrpyAHOM KNeTKM C BHYTPUBEHHbIM 60MIOCHbIM CneumanusnpoBaHHas PervoHanbHbIN

KOHTpacTupoBaHueM

CuunHTurpadwmsa nerknx nepdy3moHHas CneumanusnpoBaHHas PernoHanbHbIl/
SKCMNEPTHbIN LEHTP

CunHTUrpadms nerkumx nepdysnoHHas B coyeTaHum co CneunanusmpoBaHHas DKCMNepTHbIA LeHTp

CuMHTUrpadmen nerknx BEHTUNSLUOHHOWN

KopoHaporpadwusa (npy HanMumm nokasaHuii) CneunanunsmpoBaHHas PervoHanbHbIM

AHrMonynbMoHorpadus CneunanunsmpoBaHHas PervoHanbHbIn/
SKCMNEPTHbIN LEHTP

CraHgapTHoe nabopaTtopHoe obcnenosaHue MNepBuyHas PervoHanbHbIM

Onpepenenve awtuten knaccos M, G (IgM, IgG) k Bupycy MepBryHas PernoHanbHbI

nMMyHoaeduumTa yenoseka BMY-1 (Human immunodeficiency virus cneunanmsmpoBaHHas

HIV 1) B kpoBu, OnpegeneHne aHtuten knaccos M, G (IgM, IgG) k

npycy VIMMYHO,CI,edJVILl,MTa yesnioBeka BUY-2 (Human

|mmunodef|C|ency virus HIV 2) B kpoB#m

NMMyHonornyeckune TecThl CrneunanuianpoBaHHas PernoHanbHbIN

FeHeTMyeckoe obcnepoBaHue CneumanusnpoBaHHas DKCNEepTHbIN LEHTP

N-TepMuHanbHbIN dbparmeHT MO3roBoOro HaTpUmypeTnyeckoro CneumanusnpoBaHHas PernoHanbHbIl

nponentnaa (NT-proBNP)

WccnepoBaHne HeCnpoOBOUMPOBAHHLIX — AblXaTefNbHblX 06bEMOB M CneunanuampoBaHHas DKCMNepTHbIA LeHTp

NOTOKOB, nccnenosaHne anddy3MOHHON CNOCOBHOCTU NTErknx

MonucomHorpaduyeckoe nccnenoBaHune CrneunanuanpoBaHHas DKCNepTHbIN LEeHTP

BpoHxockonunsi € UMTONOINMYECKUM  UCCNeAOBaHMEM  JlaBaXKHOM CrneunanuanpoBaHHas PernoHanbHbIN/

XKMAKOCTHU SKCNEPTHbIN LEHTP

MarHuTHO-pe3oHaHcHas ToMmorpadusa cepaua W MarucTpasnbHbIX CneunanusmpoBaHHas DKCNepTHbIA LeHTp

cocynos

Ype3BeHO3Hasa KaTteTepusauums cepaua CneumanusnpoBaHHas DKCMNEepTHbIA LLEeHTP

SprocnmpomeTpus CneumanusnpoBaHHas DKCMNEepPTHbIA LLEeHTP

PopnopaspeweHne CneumanusnpoBaHHas DKCMNEepPTHbIA LLEHTP

Xupypruyeckme sMellaTeNbCTBa CrneunanuanpoBaHHas DKCNepTHbIN LEeHTp

IIpuioxkenune b2. AnropuT™m aeicTBUil Bpaya NpH onpeaejeHNu TAKTUKH

JICYEHHU MAMUEHTA C JIETOYHO! apTepUaIbHOU rHIepTeH3nen

PucyHok 2. AnropuT™ BeIOOpa ONTUMATBHONM TAKTUKH JICYCHUS TTAIMEHTOB C JIETOUHOM apTepHabHON

runeprensueit [10]
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IHpuiaoxenue B. Unopmanusa 1/ NAIMEHTOB

Jlerounasi runepTeH3us — 3TO COCTOSIHUE, IIPU KOTOPOM ITPOUCXOJINT TOBBIIICHUE JABICHUS B COCYAaX
JETKUX B pe3ylibTaTe pPa3HOOOpa3HbIX TMpUYMH W 3aboneBaHuil. Hawmbonee wuacto merounas
runieptersus (JII') pasBuBaercsi Ha (POHE HMCXOAHO CYIICCTBYIOMIMUX 3a00JICBAaHWUN CepAra, JETKHX,
TPOMOOTHUECKHX COCTOSHUM W CHUCTEMHBIX 3a00JeBaHMI COEAMHUTEIbHON TKaHU. bonee peakumu
OpUYKMHAMHU JiJ1s1 BOSHUKHOBeHUS JII' sBistoTCS XpoHndeckue 3adosneBanus nedueHn 1 BUU-undexums.
Opnako OBIBAIOT CUTyallMM, Korna He ynaercs oOHapyxuth npuuuny JII, u B Takom ciyuae JII'

Ha3bIBAIOT WIMONATHICCKON JIETOUHON apTepuanbHoi runeprensuei (JIAD).

Cumnromaruka JII' HecnmeuuduuHa M OOBIYHO XapaKTEPU3YeTCsl OABIIIKOM NpuU (PUINYECKUX
Harpy3kax, KOTopas MpOTpecCHpyeT cO BpeMeHeM; oOmiel ciaabocThio, ceparneoOuenueM. bomu B
TPYJHOH KIIETKE, TOJIOBOKPY)KEHUSI U CHHKOTIAJIbHBIC COCTOSIHUS TTPH (PU3UYCCKON HATPY3Ke SBISTFOTCS
KpaiiHe HeOIaronpusTHBIMA CUMIITOMaMHU. A TOSIBJICHUE OTEKOB HIDKHUX KOHEYHOCTEH, YBEITMUCHHUE B
o0beMe KUBOTA, HAOyXaHWUE W ITyJIbCAIU BEH IIIeU SBISIOTCS MIPU3HAKAMHE TSDKEJION HEIOCTATOYHOCTH

IpaBbIX KaMCPp Ccepalia U CBUACTCIBbCTBYIOT O JAJICKO 3ameamne cTaauu 3a00JIcBaHMs.

JIAT" BcTpeuaercs y Jrofed BCeX BO3PACTOB, pac, KAK Y MYKUMH, TaK M y JKCHIIMH. Bpauu paszHbIX
CIIEMAIBHOCTEH MOTYT IUarHOCTUpoBaTh M JieuuTh JII. OOBeM HMCCIenoBaHMM, BBIMOIHICMBIA TTPH
JIT, moctarodyHo OONBIIOW M BKJIIOYACT B CEOS MPEXKIAE BCETO dXOKapauorpaduio, HUCCICI0BAHUC
(GYHKIMM JIETKUX, KOMIIBIOTEPHYI0 TOMOrpaduio OpraHoB TPYAHOW KJIETKU C KOHTPACTHUPOBAHHUEM,
yABTPA3BYKOBOE HCCIIEAOBAHUE OPIOIIHOM MOJIOCTH W BBIMOJIHEHUE PAa3HOOOPA3HBIX HCCIEIOBAHUN
KkpoBu. BrisiBnenue npuuunsl JII' MoxkeTr moTpeOoBaTh KOHCYIBTAIMK MYJIBMOHOJIOTA, PEBMATONIOrA,
uHpeknronncta. OpHako HaWOOJBIIUHN OMBIT B BeAeHUU marueHToB ¢ JII, mpexae Bcero, MMEOT
Bpauu-KapAUOJIOTH, B OCOOEHHOCTH pabOoTaloIMe B CHEIMAIM3UPOBAHHBIX LIEHTPAX, INI€ CYIIECTBYET
BO3MOXKHOCTb BBITIOJTHEHHS 30HAMPOBAHUS KaMep Cep/ia — UCCIeT0BaHus, 6€3 KOTOPOro HEBO3MOKHO

[MOCTaBUTh OKOHYATECIbHBIN AWAardo3 v OMpeaACIMTb TAKTUKY BECACHUA oonsHOrO C JII.

[IpuniunuansHO BbLAEIAIOT TpHU BapuanTa JII' ¢ pasnuunbiMu nudpaMu AaBieHUs B KaMepax cepila
Y JITOYHOM apTepuu: NMpeKanusuisipHas (apTepuajibHas), MOCTKAMWIIIpHas (BEHO3HAs) U CMEIIaHHas
(aprepuanibHast + BEHO3Has1) JerouHas runepreHsus. OxapakTepru30BaTh TeMOJANHAMUYECKUN BapUAHT
BO3MOKHO TOJIBKO BO BPEMsI IIPOBEACHUsI NHBA3UBHOI'O METO/IA UCCIIEIOBAHUS — 30HAUPOBAHUS KaMep
cepaua. JlanHoe uccie0BaHue SBISETCS MPUHIIMIHATBHBIM KaK sl Bepu(UKAIIMU CaMOTro JMarHo3a
JIT, ycTaHOBIIGHHS €ro THWIA, TaK WU JJs OIpeAeNieHHUs BO3MOXHOCTH Ha3HaueHHUs OJI0KaTopoB
«MEJUICHHBIX» KaJbI[UEBBIX KAHAJIOB WJIM CHEMU(PUUYECKUX aHTUIEPTEH3UBHBIX MPENapaTroB JUIs
neuenus JIAITL Hanuuue BeHO3HOM (NMOCTKANWUIAPHOM) JIETOYHOM THNEPTEH3UM  SBISETCA
MPOTHUBOIOKA3aHUEM ISl HA3HAYCHHS CHEIM(PUISCKUX aHTUIEPTEH3UBHBIX MPENapaToB AJs JCUCHUs
JIAT, NOCKONBKY acCOLMUPOBAHO C YBEIMYEHHEM TOCHHUTAIN3ALUI C HapaCTaHUEM IIPU3HAKOB

CGpI[G‘-IHOﬁ HCOAOCTATOYHOCTHU U CMCPTHOCTH.

.HAF, B 3aBHCHMOCTH OT OTHOJOIHMHM, MOXKCT BO3HHUKATbL B PA3JIMYHOM BO3pPaCTC M Pa3sBHUBATLCA C
paSHHqHOfI CKOPOCTBIO: KaK ITOCTCIICHHO, Ha (1)0HC MpecACYHICCTBYIOUICTO 3a00JIeBaHUS (BpO)KI[eHHOI‘O
IIOpOKa cepila, CKICPOACPMHUHU, IIATOJIOIHMHU JICTKHX MU T. I[.), TaK U JOCTATOYHO CTPCMHUTCIIBHO Y

naiyeHTa 6e3 BUJUMBIX IPUYHH, KaK 3TO IPOUCXOIUT B ciiyyae ¢ uauonarudeckoi JIAT.



VYuuteiBas, 4TO ONBIMIKA MPU (PU3NYECKOW HArpy3Ke SBISICTCS OJHUM U3 OCHOBHBIX CHMIITOMOB
JIETOYHOM TrumnepreHsuu, nauveHty c JII' morpedyercss mepecMOTpeTbh €XEAHEBHYIO (PU3NYECKYIO
AKTUBHOCTb. BOJBIIMHCTBO MAallMEHTOB, >KUBYUIUX C JIETOUHOM THUIEPTEH3UEW, HAXOMAAT, YTO UM
CTAHOBUTCS HE TIO CHJaM TOT aKTUBHBIM 00pa3 >KH3HU, K KOTOpOMY OHHU TpuBbikin. Cremyer
OTIpEeNEINTh MPUOPUTETHI B BOMPOCAX, TPEOYIOIIMX OBICTPOTO pEHICHUS, a TaKXkKe B JeJax, KOTOpbIe
MOTYT MOJOXJaTb. JTO MOMOXET CKOHLEHTPUPOBAThCA HAa BaKHBIX Jenax. Llemu nomxHBI ObITh
PEATUCTUYHBIMU IS BBIIOJIHEHMSI, a BpeMsl JJIi UX PELICHUS — JOCTAaTOYHBIM. 3abJaroBpeMeHHOE
TJIAaHUPOBAHKE TIOE37I0K U JOCTATOUHOE BPEMS MO3BOJSAT HE TOPOMUTHCSA U HE YCYTYONISTh CUMITTOMBI
JII. BONBIIMHCTBY MallMEHTOB CO BPEMEHEM IPUXOAUTCS OCTABUTh PAaHEE BBHIINOJIHSAEMYIO padoTy U

HCKaTh HOBYIO, OOJIee JIETKYIO.

B macrosimee BpeMs HE YCTaHOBJEHO, KaK BIUSIOT (PU3MYECKUE YHPaXHEHHs Ha IMPOTHO3 IMpH
JIerouHoy runepreH3uu. He cyuiecTByer onpeneaeHHbIX Mporpamm jedyeOHol (U3KyJIbTypbl UMEHHO
JUIsl TIAlIUEHTOB C JIETOYHOM aprepuanbHOW rumnepreHzueil. OO0beM JOMyCTUMBIX O€30MacHBIX
¢u3nUecKuX Harpy3oK OMpEIeNseTCsl TMOC]ie BCECTOPOHHETO OOCIENOBaHMUS B SKCIIEPTHOM IEHTpE
JIAT" Bpauom-kapauonoroMm-crienuanuctoM 1o JIAIL CopeBHOBarenbHbIE BUIBI CHOPTA, MOABEM
TSDKECTEW HeesnarelbHbl s nanueHToB ¢ JIAIL B OonpmmHCTBE ciiydaeB 00BEM JOMYyCTUMOU
¢uznueckol HaArpy3kH OIpeaenserca cumnromamu 3a0oneBanus. Kpome Toro, oOcyxneHue
¢u3nyecKkux Harpy3okK BO3MOXKHO TOJBKO Yy TMIallMEHTOB, HAXOAAIIUXCS Ha ONTHUMAJIbHOM
cnenu(pUYecKoil Tepanuu aHTUNEPTEH3UBHBIMU Mpenaparamu uist jedenust JIAIT mpu orcyrcTBUUM
TaKMX CHUMITOMOB, KaK TOJIOBOKDPY>KEHHs / MOTEPH CO3HAHUS, HAPYIICHUS PUTMA, KPOBOXAPKAHbE,

OTEKH HMKHUX KOHEUHOCTEH.

HeobOxonumo crenoBarh CleQyrOMIMM IpaBujiaM, YTOObl HE HAaHECTH Bpend: 3aHATHE (U3HMUYECKUMU
YIOPOKHEHUSIMH HEOOXOAMMO OCTAHOBUTH IMPH TMOSBICHWU TAaKUX MPHU3HAKOB, Kak 00IIas ciabocTsb,
yCTaJIOCTh, ONIYIIEHWE CHaBJIMBAaHUS B TPYIHOM KIJIETKE, YYAIIeHHOTO CepArecOueHus,
TOJIOBOKPYKEHUSI WJIM YPE3MEPHOW OABIIKH. MeXIy YNpa)KHEHUSMU HCIIOIb3YHTE JOCTAaTOYHOE
BpeMs JUIsl BoccTaHOBiIeHUs. M30eraiite ¢pu3nueckoil akTUBHOCTH HA YJIHIIE MPU HU3KOW WM BBICOKOU

TEMIIEpaType, BHICOKON BIKHOCTH.

[TanmeHTaM c JIETOYHOW apTepuaIbHON rMNEepTeH3Uel HeKeIaTelbHbl NPeObIBAaHNE B CAyHE U ApPYyTHE

BU/JIbI TUJPOTEPANNH, & TAKXKE MACCAXK U PU3NOTEPANIEBTUUCCKHUE BO3/ICHCTBHUSI.

[TanuenTam ¢ JIerouyHoi apTepHaHBHOfI I‘PIHGpTGHSHGfI HEXKCJIAaTCIBbHO Hpe6BIBaHI/Ie B YCIOBHIAX

BbICOKOTOPBS (Oosee 2000 M HaT ypOBHEM MOPSI) WU 3aHATUS TAWBUHTOM.

XKenarenbHo, YTOOBI WIEHBI CEMbU U ONM3KUE APYy3bs ObLIM MHPOPMHUPOBaHbI Bamu 06 nmeromemcs y
Bac 3a0oneBanuu. [Togaepskka O1u3KuX Kak B OBITOBOM, TaK U IMCUXOJIOTHYECKOM OTHOIIEHUH MOXKET
CYLIECTBEHHO OOJIErYUTh €XKEIHEBHYIO Harpy3Ky M 3MoIMoHaiIbHOe Opems. OOpallieHue 3a TOMOIbIO
K MEIUIMHCKOMY TICUXOJIOTY, AaKTMBHOE YydYacTHEe B TpYINax TMOAAEPKKH TMalUeHTOB MOTYT
NOJIOKHUTENFHO TOBIHUATh Ha MpUHATHE Bamu 3a0oneBaHus, ajantainyio K HEONPEIEIIEHHOCTH,
CBSI3aHHOW C CEpPbE3HBIM XPOHMUYECKUM YTPOXKAIOIIUM >KU3HHU 3a00J€BaHUEM, U KOHCTPYKTHUBHYIO

COBMECTHYIO pa0oTy C JieHaruM BpadoM.



[TaniueHTKaM C JIETOYHOW apTepHabHOW THIEPTEH3UEH MPOTHUBOIMOKa3aHa OEPEMEHHOCTh, YUUTHIBAS
BBICOKMM PHUCK MaTEpUHCKOW JIETAJLHOCTU KaK BO BpeMsi OEpPEMEHHOCTH, TaK U B IOCIEPOIOBOM
nepuone. Jlaxke B ciaydae yYCHEWIHOTO pOAOPAa3pElICHUs] TEYEHWE JIETOYHOM apTepualibHOU
TUIIEPTEH3HUH CYIIECTBEHHO YXYALIAETCA MOCIE pofopa3penicHrs. bepeMeHHas MauenTKa ¢ JISTOYHOU
apTepuaibHOM  TUIMEPTCH3WEH  JOHKHAa  OBITh  MPOKOHCYIBTUPOBAHA  BPauyOM-KapIAHOJIOTOM-
cnenuaniuctoM no JIAI' skcrnepTHOro mepUHATAIBLHOTO LEHTpPa KaK MOXHO OBICTpee ¢ MOMEHTa
BBISIBJICHUSI OCPEMEHHOCTH /I OMNpeeNeHus] TaKTHKU BeaeHus. Cieayer WMeTb B BHUIY, YTO
OOJBIIMHCTBO TPENapaTroB CHenU(PUUEeCKON Tepamuy CHOCOOHBI BBI3BIBATH YPOJCTBA M aHOMAJIUU
pa3BuTuUd y T1UIoga. Tem He wMeHee, o0beM crnenupUUEecKOd Tepanuyd aHTUIEePTEH3UBHBIMU
npenaparamMu s jedeHus JIAIT Bo BpeMsi OEpEMEHHOCTH JOJIKEH OMNPEIENSIThCS TAKECTHIO
3a00JIeBaHMsI W PUCKOM JIETAIbHOCTHU. [lOCKOIBKY TpyaHOE BCKapMIIMBAHUE SIBISIETCS OOJBIION

Harpy3Koi, TO pEKOMEH/1yeTCs IOJaBJICHHE JIAKTalluK y nanueHTok ¢ JIAT.

Ecnu 3amnmanupoBaHo orepaTMBHOE BMEIIATENbCTBO, HEOOXOAMMA KOHCYJbTAllMs Bpaya-Kapauoyiora-
cneruanucta mo JIAI' B skcriepTHOM 1ieHTpe. BakHO TOHMMATh, 4TO pelieHne O 1eIeco00pa3HOCTH,
CpoKax, MeTo/lax 00e300IMBaHUs JOIKHO MPUHUMATHCS KOMAH0M CIIEIMAIMCTOB, KOTOpasi BKIIIOYAET
Bpaya-KapAMoJora, Bpaua-peaHuMaroiora-aHeCTE3u0JI0Ta U HEMOCPEICTBEHHO ONEPUPYIOLIErO Bpaya-
xupypra. [Ipenmouarenue otmaercst pernoHapHOM, a He oOmiel anecTe3nu. [10 BO3MOXXKHOCTH TAITUCHTHI
¢ JIAT' noymkHBI HaNpaBIATHCS JI BBIMOJHEHUS MJIAHOBBIX OMEPATHUBHBIX BMEIIATENILCTB B KPYITHBIE

aKcrepTHble neHTpshl JIT.

[Taruentsl ¢ JIAT' 4yBCTBUTENBHBI K BO3HUKHOBEHUIO MHEBMOHUH, KOTOpasi MOXKET CTaTh MPUYUHOMN
cMepth. PekoMeHayeTrcss MNpOBOAWTH BaKIHWHALMIO MPOTMB BHpPyca TpUMNINA MW ITHEBMOKOKKA.
UcknroueHneM MOTyT OBITh TAIMEHTHl C CUCTEMHBIMH 3a00JICBAaHUSIMU COCIWHUTEIILHOW TKaHU M
BUY-undekuueii, pemieHue 0 BaKIMHAIMK Yy KOTOPBIX JTOJDKHO MPUHUMATHCS C yY€TOM aKTUBHOCTHU

OCHOBHOM TMATOJIOTUU PEBMATOJIOTaMH ¥ HH(PEKITMOHUCTAMHU.
[Tpu JII" HeT kakux-1ubo crenuanbHbIX TUET WIH MPOJYKTOB, KOTOPbIE MOTYT YCYTYOUTH OOJI€3Hb.

[Ipu nosiBennun oTexoB y namnueHToB ¢ JIAT cienyer orpaHuuuTh yNoTpeOieHHe MOBAPEHHON COU U
KOJIMYECTBO BBIMUBAEMOMN KUAKOCTU. l[loBapeHHas colb COAEPKUT HATPUK, KOTOPBIA PETYIHPYET
OamaHc )XUAKOCTH B opranu3me. Korma copepikanue sKUAKOCTH B TKaHIX YBEIIMUUBACTCS, 00bEM KPOBHU
TaK)Ke YBEITUYMBACTCS, YTO COMPOBOXKIACTCS YBEIMYCHUEM HArpy3ku Ha cepaie. JJomyctumbiii 0o0beM
BBIIIMBAEMOUN JKUAKOCTH OMNPENEIACTCS WHIWBUIYaIbHO JIEYAIIUM JOKTOPOM, HO 4Yalle BCETO HE

JIOJKEH MPEBBIIIATH 0oJiee 2 IUTPOB 3a CYTKU.
Jiiss HopMalIM3aluy BOJHOTO OajlaHca MOTYT TOMOYb CJIEAYIOIIUE COBETHI:

CrnenyeT u3MepsTh KOJIMYECTBO BHIMTMBAEMOM JKHUIKOCTH B TEUCHUE CYTOK, 110 KpaifHEeH Mepe B TEUEHUE
MEPBBIX HECKOJNBKUX HeAenb. JIBa JUTpa JKUIKOCTH paBHAOTCS B cpeaHeMm 8 yamkaM. Cyribl,
MOPOXKEHOE, KEeJle TaKkKe JOKHBI ObITh MOCUMTAHbl KaK KUAKOCTU. YBEIMYEHHE Beca — OAUH U3
MEPBBIX MPU3HAKOB 3aI€PKKU KuAKOocTH. HeoOXoanmo B3BEIIMBATHCS €KEIHEBHO YTPOM HATOIIAK U
3anuchiBaTh Bec. [Ipu mpubaBke Beca Ha 2 u Oojee Kr 3a HEACNI0 MPH MPEKHEM PEXKUME MUTAHUS

HCO6XOI[I/IMO YBCAOMUTDH 00 PTOM CBOEro Bpayia.



[Ipn mosiBIEHUM WU BO30OHOBJICHHH TOJOBOKPYKEHUS WJIM TOTEPh CO3HAHHUS MpU (PU3MUECKUX
Harpy3kax, KpOBOXapKaHbs, BO3ZHUKHOBEHHM IPHUCTYIOB CEpALEOMEHUsI CIEIyeT He3aMeIJIUTEIbHO

COOOIIUTH 00 3TOM JieHalleMy Bpady.

HOI[pO6HO Ha BCC BOIIPOCHI, CBA3AHHLIC C ONUATrHO30M «JICTOYHAsA THIICPTCH3UI», O6p330M KU3HU U

JICYCHUCM, MOKCT OTBCTUTDL Bpa4d — CIICHUAJIUCT I10 JIETOYHOM TUIICPTCH3UMU.

B mnactosimiee Bpems HeT lekapcTBa, mzneuuBatomiero JIIT OmgHako CyIiecTBYIOT crenuduyecKue
npenaparbl, CO3/IaHHbIE CIEHNUATbHO Jis TAlMEHTOB C JIETOYHOW apTepUalibHOW TUIMEPTEH3UEH.
PerynsipHplii mpueM JaHHBIX TIPENnaparoB MPUBOJUT K CHHXKEHUIO JIETOUHOTO COCYAMCTOTO
CONPOTHUBJICHUSI W YJIYUIICHUIO HAIMOJHEHUSI KPOBBIO JIEBBIX KaMmep Cep/lla, YTO COINPOBOKIACTCS
YMEHBIIICHHEM OJIBIIIKK ¥ YBEIMYCHUEM MEPEHOCUMOCTH (PU3NYECKUX HArpy3ok. Bpad, sBisrommiics
crenuanuctoM no JII, mogOupaer ajgekBaTHOE COCTOSIHMIO TanMeHTta jedeHue. Bee maruentsr ¢ JII

pasHbIe, MOATOMY IMOAOOP TEPAMK OCYIIECTBISICTCS WHINBUIYAJIBHO.

[Tanmenty c¢ ycranoBieHHbIM guarHo3oMm JII' mokazaHo TmiaTenpHOEe amOysiaTopHOE HaOIIOIEHHE.
YactoTa BU3UTOB 3aBUCUT OT MCXOAHOIO COCTOSIHMSI MallMe€HTa U MOXKET BapbUpOBaTh OT 1 Mecsia c
MOMEHTa CTapTa chneuupuueckod Tepanuu a0 3—6 wMecsmeB. Tpelyercs peryaspHbId TpHUeM
JIeKapCTBEHHBIX MPEMaparoB CTPOrO B COOTBETCTBHM C DPEXKUMOM JiedeHus. B ciydae npuema
JIUYPETUKOB — €XKEIHEBHBI KOHTPOJb Beca W auypesa, Bapdapuna** — MHO exemecsuHo, npu
npueme O0o3eHTaHa**, aMOpu3eHTaHa™™* — exeMeCsUHbI KOHTPOJIb NIEUEHOUYHBIX TECTOB M KOHTPOJIb

YpOBHS reMoriioonHa yepe3 3 Mecsiiia C MOMEHTa Hadalla Teparvu.

Jlerounasi aprepuaibHas TUIEPTCH3US HE SIBSCTCS MPOTUBOTIOKA3aHUEM /I aBHUarnepesieToB. OmHaKo
ManreHTaM C HHU3KOW carypanueid 1o Kucjaopoay B Tokoe (myiabcokcumeTpus 90% u meHee)
1esnecooopa3sHo MH(GOPMUPOBATH ABHAKOMIIAHWIO O BO3MOXKHOW MOTPEOHOCTH B KHUCIOPOIHOM

IMOAACPIKKE BO BpEM:s aBHUAIICPCIICTA.

Bcem nangueHTam, COBECpIIarOnMM aBUaIlCPpeIICThl B APYIUC CTPAHbI, BA’)KHO PEKOMCHI0BATb NUMCTD ITPH
cebe MCIUIIMHCKHUEC NOKYMCHTBI O JHAIHO3C, MCCTOHAXOXKIACHUU OJIMIKAMIIIEr0 MECTHOIO HeHTpa .HF,

KOHTaKTHOW MH(QOpMAIIUU C HUM.



IHpuiaoxenue I.

Tab6muma 9. Puck crpatudukanuyM MNalMEHTOB C JITOYHOM apTepuaibHON TUIEpTEH3HUEH
(amantupoBano u3 Galie N, et al. 2015 ESC/ERS Guidelines for the diagnosis and treatment of
pulmonary hypertension) [6]

OetepMuHaHTbl NporHosa (NieTtasibHOCTb B Husknn puck < YMepeHHbI pUck BbICOKMIA pUCK
TeueHue 1 roga) 5% 5-10% > 10%
KnuHunyeckne rnpusHaKku npaBoXenyAo4KOoBOM OTcyTCTBYIOT OTcyTCTBYIOT MpucyTtcTBytoT
cepAevyHOn HeAOCTaTOYHOCTH
lMporpeccupoBaHue CUMNTOMOB Het MepnneHHoe BbicTpoe
CuHkon Het Pepnkve cuHkonbl [ToBTOpHbIE
CUHKOMBI
DyHKUNOHaNbHbIN knacc (BO3) I, 11 III v
TLWX > 440 M 165-440 m < 165m
SprocnmpomMeTpus Mukosoe VO, > Mukosoe VO, 11-15 wmn/ Mnkosoe VO, <
15 mMn/MuUH/Kr MWUH/KI 11 mMn/MuH/Kr
(> 65% oT (35-65% oT (< 35% oT
MpPOrHO3Mpyemoro), MpPOrHO3MpyeMoro), MpPOrHO3Mpyemoro),
VE/VCO, VE/VCO, skBuBaneHTt 36- VE/VCO,
3KBMBaNeHT < 36 44,9 3KBUBaNeHT = 45
YpoBHb N-TepMWHanbHOro dparmMeHTa MO3roBoro BNP < 50 Hr/n. BNP 50-300 Hr/n. BNP > 300 Hr/n.
HaTpuiypetndyeckoro nponentnaa (NT-proBNP) NT-proBNP < NT-proBNP 300-1400 Hr/n NT-proBNP >
300 Hr/n 1400 Hr/n
Busyanusmpytowme Metoabl (3xokapanorpadus, Mnowaab nn < Mnowaab MM 18-26 cM2. Moowaab MM >
MPT cepaua v MarmcrpasnbHbIX COCYAOB) 18 cMm2, MepukapavanbHOro 26 cm2.
MepukapananbHbIi BblNoOTa HeT nnu MepukapananbHbin
BbINOT OTCYTCTBYeT MWUHWMasbHbI BbINOT
FemoanHamuka Anr < 8 MM pT. CT, Arnr 8-14 mm pt. CT, ann >14 mm prt.
CW = 2,5 n/MuH/M2. CW 2,0-2,4 n/MnUH/M2. CT.
SvO; > 65% SvO, 60-65% Cgl < 2,0 n/mun/
M.
Sv0; < 60%

[Ipumeuanne: TIIX — Tect ¢ 6-munyTHOU X0AwnOOW; CU — cepmeunsiii unngekc; MPT cepamna u
MarucTpajbHbIX COCY/I0B — MarHUTHO-PE30HAHCHAs ToMorpadus cep/ia U MarucTpaibHbIX COCY/IOB;
NT-proBNP — N-tepMuHanpHbIA (parMeHT MO3roBOro Harpuilyperudeckoro mnponentuna; [T —
npaBoe npencepaue; Il — nasnenuwe B mpaBoM mnpencepauu; SvO; — carypanusi KUCIOPOAOM
cmemanHor BeHo3HOH kpoBH; VE/VCO, — BeHTIIISITOpHBIN SKkBUBaNICHT 110 CO,; VO, — motpebieHune

KHCIIOpOJIa.



