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CnucokK cokpaLeHuit U YCIOBHbIX 0003Ha4YeHui

AB — aTprOBEHTPUKYJISIPHBII

ABK — aHTHKOAryJISIHTBI HeMpsiMble (AHTarOHUCTHI BUTaMKHa K)
Al — apTepuasnbHasi TUIIEPTEH3Us

AJl — apTepuaibHOE TaBIeHUE

AII® — aHTMOTEeH3MHIpPEeBpallaIuii (hepMEeHT

BATIIJIA — GansioHHast aHIMOTUIACTUKA JIEFOYHOI apTepuun
BKK — 60kaTopbl KaJIbIIMEBBIX KAHATIOB

B/I1 — BeHTMISILMOHHO-TIep(hY3MOHHAs

BAAPT — BbICOKOAKTMBHAsi aHTUPETPOBUPYCHAs Teparust
BHY — Bupyc ummyHoneduimTa yeioBeka

BOBJI — BeHOOKKITI03MOHHAsI 60JIe3Hb JIETKUX

BO3 — BceMupHasi opraHu3anus 31paBoOXpaHEHUS

BITC — BpOXIeHHBII MOPOK CepLia

J — noBepUTeIbHBIN MHTEPBA

J3JTA — naBiieHUe 3aKJIMHUBAHUS JIETOYHOI apTepuun

JIJTA — naBieHue B JIETOYHOM apTepun

JTIT — nuacToanmyecKuii myJIbMOHATbHBIN IPaIUeHT

EOK — EBporieiickoe 0011eCTBO KapA1OJI0roB

NJIAT — unuonaTtuyeckasi JIErouHasi apTepuajibHasi TUIIEPTEH3US
NDAD — unrudutop ochonuscrepasbt

K] — KOHEeYHO-MaCTOJIMYECKOe JIaBJIeHue

KT — xomrmbioTepHast Tomorpadust

JIAT — nerouHast apTepuaibHasi TUIIEPTeH3US

JIT — sileroyHasi rurepTeH3us

JIK — neBblii kenynouek

JIKT — j1erouHsblif KanuuUISIpHbI TeMaHTMOMATO3

JITT — neBoe nipencepnne

JICC — neroyHoe cocyaucToe COrpoTUBICHUE

MKB-10 — MexnyHaponHas kiaccudukauus 6osesnei 10-ro nepe-
CMOTpa

MKK — masblii Kpyr KpoBOOOpaIIeHUs

MPT — MarHuTHO-pe30HaHCHAas ToMorpadust

MCKT — mynbTicniMpalibHasi KOMIbIOTepHast ToMmorpadusi
HIIB — HuxHs4 ronas BeHa

OP — oTHOIlIEH1E PUCKOB

OIICC — o61iiee riepucepruecKkoe CoOrpoTUBICHUE
OD®DKT — onHOGOTOHHASI SMUCCUOHHASI KOMITBIOTEpHAst TOMOTrpadust
IT2K — nipaBblit xenynouek

nmukVO,; — NMUKOBOE MOTpedIeHNE KUCIOPOia

[MTOAK — mipsiMble OpajibHbIE aHTUKOATYJISTHTBI

IIT — npaBoe npencepaue

PKW — paHI0OMU3MPOBaHHbIE KIMHUYECKUE UCCIIeI0BAHUS
PYA — panuouacroTHas abiauust

CIJIA — cucroinyeckoe AaBleHHe B JISTOYHOI apTeprun
C3CT — cuctemHble 3a00J1€BaHUS COSTMHUTEIbHOM TKAaHU
CU — cepreunblit MHAEKC

CH — cepnevHas HEIOCTaTOYHOCTh

CHH®B — ceprnedHas HeIOCTaTOYHOCTD C HU3KOI (hpakiveii BeIOpoca
CHc®B — ceprnevyHasi HEIOCTATOYHOCTb C COXpaHEHHOM (hpakiimeit
BeIOpOCA

CCJ1 — cucrtemMHas CKJepoaepMust

TILIX — TecT ¢ 111eCTUMUHYTHOI X01b00Tt

TDJIA — TpoMOO3MOOJIUS JIETOYHOM apTepuun

Y11 — ypoBeHb IOCTOBEPHOCTH 10KA3aTEIbCTB

YYP — ypoBeHb yOeIUTEIbHOCTU peKOMEH 1AL i

OB — ¢paxums BeiOpoca

DK — yHKIIMOHATBHBII KTace

®DH — ¢usuyeckas Harpy3ka

DIT — pubpwLISLUS Tpeacepanit

®P — dakrop pucka

XOBJI — xpoHuyeckast 00CTpyKTHMBHAs 00JIE3Hb JIETKUX

XTOJIT' — xpoHunueckast TpOMO03MOOIMYECKast JIETOUHAs TUTIEPTEH3UST
XTOB — xpoHuyeckast TpoM003MO0IMUYeCcKast 00JE3Hb JIETKUX

uI'M® — nuKIMYecKuit ryaHo3uHMOHOGochar

YBKC — upe3BeHO3Has1 KateTepu3alus cepiia

YCC — yacToTa cepaeyHbIX COKpaLleHUI

OKI — anekrpokapauorpadust

DKMO — skcTpakopriopajibHast MeMOpaHHast OKCUTeHAIUs

DPA — aHTaroHucTthl 3HAO0TEIMHOBBIX peuentopoB (ATX-C02KX,
Npyrvie aHTUTUIIEPTEH3UBHbBIE CPEICTBA)

DxoKI — sxokapaunorpadus

BNP — M03roBoii HaTpuitypeTu4ecKuii menTum

DLCO — nuddy3noHHast cnocoOHOCTb JIETKMX 10 MOHOOKCUJLY YIJle-
pomna

NO — mMoHooKcu[ a3oTa (aHII. nitric oxide)

NT-proBNP — N-tepMuHaIbHbIi (hparMEHT MPOMO3rOBOro HaTpUii-
YPETHUYECKOTO MenThaa

NYHA — Hrio-Mopkckast accoluaryst cepaua

TAPSE — cucronnyeckasi 3KCKypcHusi TJIOCKOCTU TPUKYCITUAAIBbHOTO
KOJTbIIa

PaCO, — napuuanbHoOe 1aBieHUe TMOKCHAA yIiepoaa

Pa0O, — napuuanbHoOe aBjeHUe KUCI0pOoa B apTepUaibHOM KPOBU

Oco0Oble 0003HAYEHHUS JEKAPCTBEHHBIX NMPENapaToB U MEAMIMHCKUX W3-
i () 1717

J10TIOTHUTETFHBIMU YKa3aTeIbHBIMUA 3HAUKAMU 0003HAYEHBI: ** — Jie-
KapCTBEHHBIE CPECTBa B cIy4yae, eClii Te3UC-PEeKOMEHAALIUSI OTHOCUT-
csl K JIEKApCTBEHHOMY Tpernapary JuJisi MeIUIIMHCKOTO TTPUMEHEHUSI,
BHECEHHOMY B TIepeueHb XU3HEHHO HEOOXOMMMBIX U BAXKHEUIITNX Jie-
KapCTBEHHBIX MpPenaparoB AIsl MEAULIMHCKOTO MMPUMEHEHUs, # — Je-
KapCTBEHHBII TMpernapar UCIOJIb3yeTcsl BHE 3aperuCTPUPOBAHHBIX MO~
Ka3aHU.
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KITMHWYECKWE PEKOMEHZALINNA

TepmuHbl n onpepeneHus

Jloka3aTe/bHas MEIUMIMHA — HaJIJIexallee, MOCIeI0BaTeIbHOe U OC-
MBICJIEHHOE UCTIOIb30BAHNE COBPEMEHHBIX HAMIYULINX JOKA3aTeIbCTB
(pe3y/bTaToB KJIIMHUYECKUX MCCIeNOBaHMIl) B MpoLecce MPUHSTUS pe-
IIEHWT O COCTOSTHUY 3I0POBbSI U JIEYeHNM TarenTa [ 1].

3a0oneBaHne — BO3HUKAIOIEE B CBS3U C BO3ACICTBUEM MATOT€HHBIX
(hakTOpOB HapylleHUe OesITeIbHOCTU OpraHu3Ma, paboTocnocoo-
HOCTH, CIIOCOOHOCTU aJaNTUPOBATHCS K U3MEHSIIONIMMCS YCIOBUSIM
BHEIIHE! U BHYTPEHHE! cpebl MPU ONHOBPEMEHHOM M3MEHEHUU 3a-
LIUTHO-KOMIEHCATOPHBIX U 3aILUTHO-MPUCTIOCOOUTENbHBIX peakLnii
1 MEXaHU3MOB OpraHusma [2].

HncrpymenTanbHas IMATHOCTHKA — TUATHOCTUKA C MCTIOJIb30BaHUEM
IUIs1 OOCIe0BaHusI MaLMeHTa pa3IMYHbIX TPUOOPOB, anmnapaToB U UH-
CTPYMEHTOB.

Wcxon — 1100011 BO3MOXHBINM pe3y/IbTaT, BOZHUKAIOIIUN OT BO3IeHi-
CTBUSI MPUYMHHOTO (hakTopa, MpodUIaKTUUECKOTO UM TepaneBTU-
YeCKOro BMEIATeIbCTBA, BCE YCTAHOBICHHBIE M3MEHEHUST COCTOSTHUS
3M0POBBsI, BO3HUKAIOIINE KaK CIIENCTBAE BMEIIaTebCTBRA | 3].
Kinunnyeckoe ucciaenosanue — Jio6oe McclerioBaHue, TPOBOAMMOE
C yyacTHeM 4YeJloBeKa B KaueCcTBe CyObeKTa JJIsl BBISIBJICHUS VJIU TIOJI-
TBEPXKICHUST KJIMHUYECKUX U/UIU (hapMakosorndeckux 3¢ dekTon
HCCIIeNyeMbIX TIPOAYKTOB U/WJIM BBISIBACHUS] HEXENATeIbHbIX PeaKLMii
Ha MccienyeMble POMYKTHI, M/WIA U3YIEHUST UX BCAChIBAHMSI, pacipe-
NeJIeHUsI, MeTaboIM3Ma U BBIBEICHUS C 1IEIbI0 OIIEHUTh UX Ge3orac-
HOCTb M/uan 3(pdekTuBHOCTb. TepMUHBI “KIMHUYECKOE MCTIbITaHKWE”
¥ “KIMHUYECKOE MCCIeoBaHKe” SIBJISIIOTCS CHHOHUMaMU [4].
KondumKT nnTepecoB — CUTYyalusi, pu KOTOPOIl y METUITUHCKOTO MITA
(hapmanieBTHUYECKOTO PaOOTHUKA MPU OCYLIECTBIEHUU UMU Mpodec-
CHOHAJIBHOI ESATEIbHOCTU BO3HUKAET JIMYHAsI 3aMHTEPECOBAHHOCTh
B TOJIYYEHUU JTUYHO JIMOO Yepe3 MpeacTaBUTeNsi KOMIIAHUM MaTepu-
ITBHOI BBITOBI WX MHOTO MPEUMYIIECTBA, KOTOPOE BIUSET WIN MO-
JKeT MOBJIMSTh Ha HaJulexalllee UCIIOJHEHUEe UMU MTPOodeCCUuOHATBHBIX
00sI3aHHOCTEI BCJIENCTBUE MTPOTUBOPEUNST MEXIIY JIMYHOI 3auHTepe-
COBAaHHOCTBIO METUIIMHCKOTO PabOTHWKA WU (hapMaleBTUISCKOTO
paboOTHMKA UM MHTepecaMu nauyeHra [2].

JlaGopaTopHasi AMATHOCTUKA — COBOKYITHOCTH METOIOB, HAITPaBJIEHHBIX
Ha aHaJN3 UCCIIEAYeMOTo MaTepuaia ¢ TIOMOIIBIO Pa3TMYHOTO CIIELH-
aJTM3UPOBAHHOTO 000PYIOBAHUSI.

Jlerounas runeprensus (JII) — narodusnonoruyeckoe cOCTOSHUE, I
KOTOPOTO XapaKTePHO TMOBBINIEHWE AaBICHUS] B JETOYHON apTepuu
(1JTA), accollMMpoBaHHOE C Pa3BUTHEM IPaBOXETYJI0UYKOBOM ceprey-
Hoii HenoctatouHocTH (CH) M mpexaeBpeMeHHON rubebio mauueH-
TOB.

JlekapcTBeHHbIe MpeNapaThl — JIEKAPCTBEHHbIE CPEICTBA B BUJE JIeKap-
CTBEHHBIX (hOpM, MPUMEHsIEMbIe TSI MPOMWIAKTUKY, TUATHOCTHKH,
JievueHust 3a00eBaHUsI, PeaOWIINTAIIVY, U COXPAHEHMs, TIPeNoTBpa-
LLIEHMSI UM TIpepbIBaHUsI OepeMeHHOCTH [5].

MenuuMHCKHiE pa0OTHUK — (U3MUECKOE JTUII0, KOTOPOE UMEET MEIu-
LIMHCKOE WJIM WHOe 00pa3oBaHUe, paboTaeT B MEAUIIMHCKOW OpraHu-

3allMM U B TPYIOBbIE (JIOJKHOCTHbBIE) 0053aHHOCTH KOTOPOTO BXOAWT
OCYILECTBJIEHUE MEIULIMHCKON AEATENIbHOCTH, TU00 Puznieckoe Ju-
110, KOTOPOE SIBJISIETCS MHAUBUIYATbHBIM TIPENITPUHUMATENIEM, HETO-
CPENCTBEHHO OCYLIECTBIISIOIMM MEIULIMHCKYIO ASITETbHOCTD [2].
MeaunMHCKOE BMEINATEIbCTBO — BBIMOJHSIEMbIE METUIIMHCKUM PaboT-
HHMKOM M MHBIM PabOTHMKOM, MMEIOLIMM IPaBO Ha OCYILECTBJICHME
MEIULIMHCKOH NesITeIbHOCTH, MO OTHOLIEHUIO K MALUeHTY, 3aTparu-
Barolue GU3NIecKoe WIN MCUXMYECKOe COCTOSHUE YelTOBeKa U MMe-
o1ve MpoMUIAKTUIECKYI0, TMarHOCTUIECKYI0, JTeUYeOHYI0, peadbuiu-
TAllMOHHYIO WJIM MCCIIENOBATEIbCKYI0 HANIPABICHHOCTb BUIbI MEIM-
LIMHCKUX OOCEeI0BaHUI U/WIIM MEIULIMHCKUX MAaHUITYJISILIMIA, a TaKkxKe
HMCKYCCTBEHHOE IIpepbiBaHue OepeMeHHOCTH [2].

Momdukamus 00pa3a KM3HM — MEPONPUSITHSI, HANIPaBJICHHbIE HA HOP-
MaJM3alUIo Beca U XapakTepa NMUTAHMs, ABUTATEIbHON aKTUBHOCTH,
LIEJTBIO KOTOPBIX SIBJISIETCS CHUKEHUE CEPAETHO-COCYIMCTOTO PUCKA.
TMamuent — bu3MYECKOE JIHUIIO0, KOTOPOMY OKa3bIBACTCSl METUITMTHCKAsT
MOMOLIb UJIM KOTOPOE 00PaTUIIOCh 32 OKAa3aHMEM MEIULIMHCKOM MOMOLIM
HE3aBUCUMO OT HAJIMYMS Y HETo 3a00JIeBaHuSI U OT €r0 COCTOSIHUS [2].
ITocnenoBaTenbHasi KOMOWHUPOBAHHAS JIETOYHASI APTEPUATbHAS THIEP-
Tensus (JIAT) cnenuduyeckas Tepanusi — 3TO MOC/IENOBATEIbHOE Ha-
3HaUeHUe IBYX U 0oJjiee Pa3HBIX KIIACCOB CITEIMMUIECKUX MTPerapaToB
st newenust JIT [6].

PaGouas rpynna no pa3apadoTke/aKkTya n3anuu KIMHUYECKHX PEKOMEHIa-
Ml — 9TO KOJUIEKTUB CIELMATNCTOB, pabOTAIOIIMX COBMECTHO U CO-
IJJACOBAaHHO B LIEJISIX Pa3pabOTKU/aKTyaTu3aluyd KIMHUYECKUX PEeKO-
MEHAIN, U HECYITUX OOIIYI0 OTBETCTBEHHOCTD 32 PE3yJIbTaThl aH-
HOIi pabOoThI.

CunapomM — ycroilunMBasi COBOKYMHOCTb psiia CUMIITOMOB C €IMHBIM
naroreHe3om [7].

CocTrosinne — M3MEHEHMsI OpraHM3Ma, BO3HUKAIOLIUE B CBSI3U C BO3-
NeiCTBUEM TIATOTEHHBIX U/Win (pusnonornieckux HakTopoB u Tpedy-
IOIIKe OKa3aHUsI MEIUIIMHCKO TToMo1iu [2].

CraproBas komounnposannas JIAT' cnenuduyeckas Tepanusi — 3TO OIl-
HOBpPEMEHHOE Ha3HaueHue IBYX U Oosiee pa3HbIX KIaccoB crienuduye-
CKUX mpenapatoB st aeueHust JIIT [6].

Tesuc-pekomMenaanuss — TMOJOXEHME, OTpaxarollee MOpsIIOK U Ipa-
BWJIBHOCTD BBITIOJTHEHMSI TOTO WJIM MHOTO METUIIMHCKOTO BMEIIATEb-
CTBa, UMEIOIIETO JI0Ka3aHHYIO 3(h(HEKTUBHOCTH U 6E30MMaCHOCTbD.
‘Yposensb gocroBepHocTH 1oKa3atenbcTB (Y1) — creneHb yBepeHHOCTU
B TOM, YTO HaiiIeHHbII 2P (DeKT OT MPUMEHEHUS] MEAULIMHCKOTO BMe-
LLIATEJbCTBA SIBJISIETCS UICTUHHBIM [8].

‘Yposens yoemnutenabHocTH pekoMenaanmii (YYP) — creneHb yBepeHHO-
CTU B IOCTOBEPHOCTH 3G deKTa BMEUIATeIbCTBA U B TOM, UTO CJIEIO-
BaHUE PEKOMEHIAIVSIM MPUHECET OOJIbIIe MOJb3bI, YeM Bpela B KOH-
KpeTHoM cutyaruu [8].

Ilens MeAMKAMEHTO3HON Tepamuu — CTAOMJIbHOE TOCTHXKEHUE 30HBI
HM3KOTO pucKa JieTaabHocTH [9, 10].
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1. Kpatkas nHdpopmauusa no 3abonesaHuio
WU COCTOSHMIO (rpynne 3aboneBaHuii
WM COCTOSIHUI)

1.1. OnpeaeneHue 3aboneBaHus

W COCTOAHMS (rpynnbl 3a6oneBaHum
WM COCTOSIHUI)

JII' — reMonuHamMuyeckoe U Matou3noJIOornyeckoe
COCTOSTHHE, KOTOPOE XapaKTepU3yeTCs MOBBIIICHUEM
cpenrero JIJIA >25 MM pPT.CT. B TIOKOE, M3MEPEHHOTO
IIpU Ype3BeHO3HO# KaTetepusauuu cepaua (YBKC) [6].

Hopmanbhbie 3Hadyenns [IJIA B mokoe — cpennee 1JIA
<20 MM pr.cT. [12].

JlaByienue 3akauHUBaHuS JerouHoi aprepum (JI3JIA)
KOCBEHHO OTpaKaeT JaBJicHUe B JIeBoM Tipencepauu (JIIT)
1 KOHeUHOo-muactonmdeckoe mapierue (KJIJ1) B meBom
xenynouke (JIK).

Jlerounoe cocymuctoe comporusienue (JICC) — mo-
KazaTesdb, OTpaXKalolUil TIXECTb TMOpPaXeHUs apTe-
pHWaIbHOTO pycjia MajiorTo Kpyra KpOBOOOpaIIeHUS
(MKK), KOTOpEIif pacCUMThIBaeTCA 1Mo (popmyie: (cpem-
Hee JIA — 3JIA)/cepmeuHblii BEIOPOC, U M3MEPSICTCST
B enuHUIAx Byma [13].

Ipekammaapuaa JII' — reMoguHamMuyeckuii Bapu-
anT JII, m1s xotoporo xapakrepHo cpemaee IJIA >25 MM
pr.ct., A3JIA <15 MM pr.cT. m yBenmuenue JICC >3 en.
Byna [6].

IMocrkanuanapuaa JIL — remMoaMHamMuyecKuii Ba-
puant JII, ipu kotopoMm cpemuee JIJIA >25 MM prT.cT.
n JI3JIA >15 mMm pr.cT. [6].

1.2. 3Tnonorusa u natoreHe3 3aboneBaHus
WU COCTOAHMS (rpynnbl 3aboneBaHum
WM COCTOSIHUI)

Ipymna 1. B ocHoBe passutus JIAI nexar CTpyKTyp-
Hble U3MeHeHus aprepuit u aprepuon MKK, koroprsie
MIPOSIBISIIOTCS TUTIEepIUIa3ueilt MHTUMBI, TUIIePTPOdU-
el M TUTepIUIa3ueil TJIaIKOMBIIIEYHBIX KICTOK CpemHei
000JIOUYKM COCYIOB, YTOIIICHUEM aaBCHTULINU C (op-
MHPOBaHNEM IIePUBACKYISIPHBIX BOCTIATUTEIBHBIX MH-
¢GunbrpaToB, a Ha Oojiee MO3OAHUX CTagusIX — (GpuoOpPo3-
HBIMU M3MeHeHusIMU [35]. YcToMYuBEI K amonTo3y
(GeHOTUT SHIOTEINANBHBIX KJICTOK, XapaKTePHBIA IS
JIAT, cnoco0GcTBYyeT BO3HMKHOBEHMIO IJIEKCOTN€HHOM
apTepuonaTh, NMPUBOIAIIEH K CyOTOTaIbHOM OO0JIM-
Tepaluy TIpocBeTa cocyna, yBenmaeHnio JICC u, B Ko-
HEYHOM HTOTEe, TeMOTMHAMMYECCKON Harpy3Ke Ha Ipa-
BBIN Keaymouek (I12K). dopmupoBaHme OHKOITOMOOHO-
ro mpoindepaTuBHOro (GeHOTUIIA KIETOK COCYIMCTOM
CTEHKU CBSI3BIBAIOT C HApYIICHHEM MUTOXOHIPUAIBHO-
IO OBIXaHWS W YCHJICHHEM YHEPreTUUECKOM 3aBHMCHUMO-
CTH OT a3pOOHOT0 IIMKOJIM3a, YTO IPUBOAUT K ITATOJIO-
rMYecKoil akTuBauuu (HakTOpoB TpaHCKpumnuuu [36].
Bropas runoresa pazsutust JIAI, noayuyunBiiast Ha3BaHUE
“mereHepaTHMBHOI”, CBsI3aHA C ITOBPEXKICHUEM 3HIOTE-
JIMST, HapyIIeHUeM IIPOIEeCCOB pelapalii U aHTHOTeHe-
3a, IPUBOMSAIINX K YMEHBIICHUIO TUIOTHOCTH COCYIOB

MUKPOLIMPKYISITOPHOTO pycia. He3aBUCHMMO OT MCXOM-
HOTO MeXaHMW3Ma KJIIOYeBBIM 3BEHOM B TatoreHese JII
MO-TIpEXXHEMY OCTaeTCA SHAOTETUATbHAS TUCOYHKIIHS
CO CHIDKCHMEM CHHTE3a OCHOBHBIX Ba3OdMIATUPYIOIINX
(moHOOKCcHIa azoTa (NO), IpOCTAIMKINHA) U THAIIEP-
TIPONYKIMEH Ba30KOHCTPUKTOPHBIX CYOCTAaHIINMA (3HIO-
TenH- 1, TpoMOoKcaH A2, cepOTOHUH), (DOPMUPOBAHU-
€M TPOTPOMOOTHUYCCKUX YCIIOBUIl; pa3BUTHEM BOCIIA-
JIUTEITBHBIX PEAaKIIMU B COCYIMCTOM CTEHKE KakK 3a CUeT
yTpaTel 3HIOTEIMEM aHTHAATE3MOHHBIX CBOMCTB, TakK
W BCJIEACTBUE HAPYLIEHUIN BPOXIEHHOIO W aganTUBHO-
ro ummyHnTeTa. @yHKIMOHANRHOE cocTostHUe TTK —
OCHOBHOI JTUMMUTUPYIOLINIT (aKTOp, OIpEaeIsIoInii
poTHO3 manreHToB ¢ JII' 1 HampsIMyro 3aBHUCSIIIUNA OT
crerieHu (puOpo3HbIX U3MeHeHui cocynoB MKK 1 Muo-
Kapma.

BosnuknoBenue JIAI' omocpenyercss B3ammoaeii-
CTBUEM TEHETUYCCKUX, SIUTCHETUYECCKUX (HPaKTOPOB
u $aKTOpOB OKpyXKaromeit cpensl. [lokazaHo, 4To y ma-
LUEHTOB ¢ ceMeiHoil ¢opmoit JIAI Mmyrauuu B reHe
BMPR2, oTHOCSIIIIEMCST K CEMEMCTBY TpaHC(HOPMUPYIO-
IIETO POCTOBOTO (haKTOpa M PETYIUPYIOIIEM IIPOIIECCHI
KJIETOYHO# TIposmdepann, BBIIBIAIOTCSI B 75% ciy-
YaeB, TOrIA KaK y MallMeHTOB CO CIIOpamuIeCKUMU Ba-
puantamu uauonatuueckoit JIAI' (MJIAI') — Tosbko
B 25% cnyuaes [37]. Kpome Toro, y nauuenTos ¢ JIAT,
MMEIOIIMX aHAMHe3, B T.9. M CEMEIHBIN, reMopparnie-
CKHX TEJICAHTMO3KTA3Ui, BRISIBISIIOTCSI MyTallii TEHOB,
KOIMPYIOIINX aKTUBUH-PEIENITOP-IIOT00HYI0 KIMHA3y-1,
SHIOININH U OelIKu ceMeiicTBa TpaHCGHOPMHUPYIOIIETO
poctoBoro dakrtopa (BMPRIB, SMADY). IlpoBencHue
MOJHOT€HOMHOTO CUKBeHca y mauueHToB ¢ JIAT BbI-
SIBUJIO TOTIOJIHUTENbHEIC, 00JIce penKne MyTalluu B Te-
Hax, KOAWPYIOIIMX KaBEOJMH-1 M KajueBble KaHaslbl
(KCNK3). Hapsamy ¢ TeHETUYECKMMU JIeTepMUHAHTAMUI
B pa3putuu JIAI' akTuBHOE yyacTue IIPUHUMAIOT TPU OC-
HOBHBIX STIIUTCHETUYCCKNX MEXaHM3Ma: METUIMPOBAHUE
JHK, mogudukammm ructoHoB 1 MUKpoPHK.

YcTaHOBIIEHO, YTO B KadecTBe (hakTopoB pucka (PP)
pa3Butus JIAI' MOTYT BEICTYIIATh JIEKAPCTBEHHBIC TIpe-
mapaThl 1 TOKCUHBI, TH(OOPMAIIHS O KOTOPBIX TIPEICTaB-
seHa B tabiune 1 [6, 11]. biaromapst HaKOILUIEHHBIM 3a
TOCJeAHNEe TONbl TaHHBIM, Ha3aTMHUO W MeTamdera-
MUWHBI U3 TPYHIITEL “BEPOSITHBIX” ITEPEHECEHBI B TPYIIITY
“ompeneNeHHBIX” JIEKAPCTBEHHBIX IIPETapaToB, C IPH-
€MOM KOTOPbIX accolMrMpoBaHoO pa3Butue JIAT.

Ipymna 2. 3a6oeBaHMs JIEBBIX KaMep Ceprla, BBI3BI-
Barouue nosbieHue JJIA, upe3BbIUalfHO TeTepOreH-
HBl. OO MeXaHU3M, JIEXKAIIUd B OCHOBE BEHO3HOIt
JIT, — maccuBHasl mepenayvya IMOBBIIIEHHOTO OaBJICHUS
HamoJHEHUST 13 JIeBbIX KaMep cepaua Ha BeHbl MKK.
VYBennuenue JII1T MoXeT CIyXUTh paHHUM MapKepoMm
CHCTOJIMUYECKOM WM OMACTOINICCKO MMCOYHKINU
JIK. TMoBbiienHoe BeHo3Hoe aaBieHue B MKK mpuBo-
INAT K TTOBPEXKICHUIO SHIOTEIINS, YTO COIIPOBOKIACTCS
yBEeIMUCHUEM CEKpeIUM SHIOTeInHAa-1, YMEHBIICHH-
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KITMHWYECKWE PEKOMEHZALINNA

TaGnuua 1
PacnpepeneHue nekapCTBEHHbIX NPenapaToB ¥ TOKCUHOB B 3aBMCUMOCTU OT CTeneHu pucka passutus JIAT [6, 11]
OnpeaeneHHbIin BeposiTHbIN
+ AMUHOpeKC + Kokavx
+ deHbnopamuH + deHunnponaHonammH
+ JexkcherdniopamuH + 3Bepob60s NPoAbIPSIBIEHHOr0 TpaBa
+ Tokcuyeckoe pancoBoe Macso + AmdeTamnHonopo6Hble npenaparsl
+ beHdnioopekc + NHTepdepoH anbda-2b n MHtepdpepoH 6eTa-1a
+ JasatnHnb + AnkunupyioLve npenapartbl
+ MetamdeTtamutbl + Bo3syTnHMG

+ MpOTMBOBMPYCHbIE NpernapaTbl NPAMOro AeiCTBUS

+ WnomnpybuH

eM nponykuun NO U CHMXXEHHEM UYYBCTBUTEIHHOCTU
K Ba3OOMJIATUPYIOIIEMY JCUCTBUIO HATPUITypEeTHUECKIX
nenTuaoB [38]. CXoacTBO TMCTOIOTMYECKOM KApTUHBI
KOMOMHMPOBAHHOM Mpe- u noctkamwuisipaoit JII' ¢ JIAT
MoaYepKMUBaeT OOLIHOCTh MAaTOT€HETUUYECKUX MEXaHU3-
MOB HX Pa3BUTHSI.

Ipynna 3. BazokoHctpukims cocynoB MKK B otBeT
Ha TUIIOKCEMHIO C TTOCIICOYIOIINM PEeMOIEIUPOBAHUEM
apTepuii M apTeprosl — KITI0YeBOe 3BeHO ImaroreHesa JII
IIPY TTaTOJIOTUH JIETKUX, YTO ITOATBEPKIACTCS HATMUM-
€M KOPPEJSILIMOHHOM CBSI3U MEXNY BEJIMYMHON CPETHETO
JJIA v mapumMaabHbIM JTaBJI€HUEM KHUCJIOpOaa, a TakxKe
1 @y3MOHHON CIIOCOOHOCTU JIETKUX IJISI MOHOKCHUIA
yrmrepoma (DLCO) [39, 40]. [TapamokcaabHBIN OTBET Ha
runokcemuto cocynoB MKK MoxeT ObITb TeHETUYECKHN
IeTepPMUHUPOBAH. YCTaHOBJICHA CBSI3b MEXIY Pa3BUTHU-
eM JII' y ManmeHToB C MATOJIOTUEH JISTKUX U HOCUTEIIhb-
ctBoM LL-nmonumopdusma B rene SHTT nepeHocunka
ceporoHUHA. Hapsimy ¢ aTuM, THUIIEPIIPOAYKIIMS SHIO-
TenuHa-1, (pakTopa HeKpo3a OMmyxojei aiabda, TpaHC-
dopmupylomiero poctoBoro (akropa 6era, coCyaucTo-
0 pOCTOBOTO (DaKTOpa, a TaKKe ITOBBIIICHUE YPOBHSI
C-peakTuBHOTO OellKa IMOATBEPKIAIOT OOIITHOCTH ITaTo-
TeHeTMICCKUX MexaHn3MoB pa3utus JII' mpu maTono-
TUH JIeTKNX U y manueHToB ¢ JIAT. Criemyer TOMHHUTD,
yto npuunHoii passutusa JII' y 10-15% maumeHTOB MO-
T'YT OBITH HapyIIeHMS OBIXaHWS Bo cHe. Kak mpaBuio,
nonoaHUTeAbHBIM PP passutug JIT' y 5THX malmeHTOB
CIIYXXUT MeTa0OIMYeCKUl CUHAIPOM, WHCYIUMHOPE3U-
CTEHTHOCTb M aCCOIMMPOBAHHBIN ¢ HUMM OKCHIATHB-
HBII cTpecc, IPUBOMSAIINIT K Pa3BUTHIO SHIOTCINATBHOM
IUCHYHKIINN.

Ipymna 4. CoBpeMeHHOE NMOHMMaHUE ITaToTreHe3a
XpoHMUecKo TpomboaMobommueckoit JII' (XTHDJIT') BEI-
XOIWT JAJIEKO 3a paMKU XPOHWYECKOIT 0OCTPYKIINH, BHI-
3BaHHOI He(pparMeHTUPOBAHHBIMU TPOMOOTHIECCKUMU
maccamu. M xotsa maroreHe3 XTOJII 1o KoHIla He U3y-
YeH, BOBHMKHOBCHHIE TAHHOTO 3a00JICBaHUS CBSI3BIBAIOT
¢ HapyIIeHNEM IIPOoIleccoB (DMOPMHOIM3a, aHTUOTeHE3a,
paHHUM pa3BUTHEM (PUOPO3HBIX M3MEHEHMIT I BTOPUY-
Ho# Backynonatueid. JII' mpu sTom 3a001eBaHUU MOXKET
BO3HUKATh IIPU TPOMOOTHYECKOM TopaxeHuu <50% ap-
TepHAIbHOTO pycClia, 9TO IMOAYepKUBACT 3HAUCHNE HEil-

POTYMOpPAaNIBHBIX (haKTOPOB B €€ Pa3BUTHU M COJMKACT
nma"Hoe 3aboneBanue ¢ MJIAT [31].

1.3. Snugemuonorusa 3aboneBaHus
W COCTOSIHUSA (rpynnbl 3a6oneBaHuii
WU COCTOSIHWN)

JIT oTHIOOb HE PEOKOCTh, HAIIPOTUB, OHA 3aTparuBacT
~1% naceneHus1, B BO3pacte cTapiie 65 JIeT BCTpedaeTcst
y 10% nauuentoB [17]. Tem He MeHee 3a00JiIeBaeMOCTh
¥ pPacTIpOCTPAaHEHHOCTh PA3IMIHBIX KIIMHUYECKUX TPYIIIT
JIT cymiecTBeHHO pa3inyaercs.

Ipymma 1. JIAT oTHocuTCS K 4nMCiIy opdaHHBIX 3a-
0oJIcBaHUIT, TOATOMY OCHOBHYIO MHMOpPMAIIMIO O ce
pacIpoCTPaHEHHOCTH M 3a00JIEBAEMOCTU IIPEIOCTaB-
JISIOT HALIMOHAJBHBIC W MEXIYHAPOIHBIC PETUCTPHI.
ITo maHHBIM (PaHIY3CKOTO PErUCTpa paclpoCTpaHEH-
HocTh JIAT cocraBngert 15 ciygaes, a UJIAT — 5,9 ciy-
yasg Ha | MUTH B3POCJIOrO HACeJlIeHMs, TOorma Kak 3a0o-
JIeBaeMOCTb He mpeBbitaeT 2,4 u 1,0 cirygait Ha 1 MuTH
B3pOCJIOTO HaceJieHusI B Tol, cooTBeTcTBeHHO [18]. ITo
NaHHbIM aMepukaHckoro peructpa REVEAL cpenu
Becex nauueHToB ¢ JIT' 1 rpynmber ~50% manueHToB nMe-
o1 NJIAT, nacneactsennyio JIAI wiu JIAT, cBg3aHHy10
C TIPYEMOM JICKapCTBEHHBIX IIPEITapaToB WM TOKCHHOB.
B moarpymnme JIAI, accomuupoBaHHON C APYTUMU 3a-
0oJjieBaHUSIMU, OCHOBHOI IpuumnHoOil pa3putust JII' siB-
nsttoTces T @y3HBIC 00JIE3HN COCTMHUTEIHLHON TKaHU
¥ B TIEpBYIO ouepenb cucrteMHas ckiaepomepmus (CCH)
[19]. ITo manaBIM Poccuiickoro HaIIMOHAIBHOTO PETUCT-
pa mojs nmauueHToB ¢ MJIATD B ctpykrype JII' 1 rpynmbl
cocraniseT 41,5%, naciaencrsennas JIAI — 0,4%, JIAT,
accoIMMpOBaHHAs ¢ BPOXICHHBIMU IMMOPOKAMM CepaIla
(BIIC) u cucTeMHBIMH 3a00JICBAaHUSIMU COCTUHUTEIb-
Hoii Tkauu (C3CT), — 36% u 19,5%, COOTBETCTBEHHO;
nopromnyabMoHanbHas JII' — 1,9%, Bupyc ummyHonehu-
uuta yenoBeka (BUY)-accouunposannas JIAT — 0,4%,
JIAT, unayuupoBaHHasi TPUEMOM JIEKAPCTBEHHBIX TIpe-
napaToB 1 TokcuHoB, — 0,4% [20].

WNJIAT TpamuumoHHO OIMCHIBAETCSI Kak 3abojeBa-
HUE MOJIOIBIX XCHIMMH 0e3 COIYyTCTBYIOIIEI IaToo-
run. O6 3TOM CBUICTEIBCTBYIOT JAHHBIC NCTOPUICCKOTO
pernctpa HanmonanbHoro mHctutyta 3m0poBbsa CIIIA
(National Institutes of Health, NIH), B KoTropoM cpen-
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Huii Bo3pact nanueHToB ¢ MJIAI' Ha MOMEHT MOCTaHOB-
KM 1uarHo3a coctaBuil 35115 neT, a COoTHOIIeHUE XXeH-
IIWH 1 MYX9UH O0bUTO 1,7:1 [21]. AHaNOTUYHBIC TaHHBIC
IpeacTaBicHBl B PoccuiickoM HaIllMOHAIBHOM PETUCTPE,
B KOTOpPOM cpenHuii Bo3pact nauueHtoB ¢ JIAI' cocrta-
Bun 42,7+15,3 net [20]. OgHako 3a mpoureane 3 gecs-
tunetns “moprper”’ manmeHToB ¢ MJIAT cymecTBeHHO
W3MEHUJICS: YBEIMYMIIACH OJISI TTOXUJIBIX ITalllieHTOB.
B wactHOCTH, cpemHMiT BO3pacT IMAalleHTOB BO (hpaH-
my3ckoM n amepukanckoMm (REVEAL) perncrpax cocta-
BuJ 52£15 et m 53£15 met, cooTBeTCTBEHHO [22, 23].
B eBporeiickom pernctpe COMPERA noisg manueHToB
¢ WUJIAT crapie 65 net nipeBbiciia 64%, XOTsI COOTHO-
IIeHNe XEeHITMH U MYXIUH OCTaJIoCh IpexXHuM — 2,3:1
[24]. C pocToM TTONYISILMK TTOXWIBIX MAIUEHTOB yBE-
JIMIUBACTCS W IOJS MAIlMeHTOB, UMEIOIINX TPATUIINOH-
HBIC CepIeIHO-COCYIMCTHIC 3a00JIeBaHUS: CUCTEMHYIO
runepren3uio (27-42%), oxupenue (30-38%), caxapHblii
nuabet 2 tuna (14%) u uinemMudeckyio 60Jie3Hb cepaua
(10-12%), uTo 3aTpyOHSIET CBOEBPEMEHHYIO TUATHOCTH-
Ky 3aboneBanus [23, 25].

Ipymna 2. JII' ipu maTo10TUM JIEBBIX KaMep cepaia —
onHa U3 Haubosee pacnpocTpaHeHHbIX hopm JIT, KoTo-
pas coctanisieT 48-80% B ctpykrype JII' [26]. Kak mpa-
BuUJI0, pasputue JII' y ManiMeHTOB C MaTOJIOTUEH JIEBBIX
KaMep cepjlia CBSI3aHO C MPOTPECCUPOBAHUEM OCHOB-
HOTO 3a00JIcBaHMS U yBeIWYeHUEM (DYHKIIMOHAIBHOTO
kinacca (PK) CH, 9To HeOIarompusITHO BIMSIET Ha WX
BbikMBaeMocTh. JII' Bctpedaercst y 60% maLineHTOB € CU-
croanyeckoil u y 83% mauuenTtoB (cucronndeckoe AJIA
(COJIA) >35 MM PT.CT.) ¢ IUACTOIMICCKON TUCHYHKITN-
eit JIK, a Takxke y 38% MmalmeHTOB ¢ MUTPAJIbHBIM CTe-
Hozom (CIJIA >50 mm pr.ct.), v 23% mauneHTOB ¢ MU-
TpanmbHOU HemoctaTouHOCThIO (CIAJIA >50 MM pT.CT.),
y 29% mnauueHTOB ¢ aopTajibHbIM cTeHo3oM (CIJIA
>50 MM pT.CT.) U y 16% MalMeHTOB C a0PTaJbHON HEIO0-
cratouHocTbio (CIJIA > 60 mm pr.cT.) [27].

Ipymma 3. Pacmpoctpanennocts JII' mpu xpoHuUe-
CKoIt 00cTpykTUBHOM 60Je3HM JieTknx (XOBJI) 3aBucur
HE TOJIbKO OT TSIKECTU 3a00JieBaHUsI, HO U METOma Be-
pudukanum JII. Ananus ganaeix YBKC y manueHToB
¢ XOBJI 1V crannu 3a6oneBanus mokasai, uto 90% ma-
mueHTOB uMeloT cpemxHee JJIA >20 MM PT.CT. ¥ TOJIBKO
1-5% naumentosB nmeoT JJIA >35-40 MM pT.CT. B IO-
koe [28]. Jlaxke mpu yMepeHHBIX (PU3NIECKNX HArpy3Kax
(®H) y marmenToB ¢ XOBJI MoxkeT HabmOOaThCS OBICT-
poiit pocT cpeqnero AJIA. g denoruma XOBJI ¢ Bo-
BiaeueHueM cocygoB MKK xapakrepHo coueraHue me-
Hee TSEKeJIBIX HapyIIeHWi (PYHKIIMKM BHEIITHETO JbIXaHMSsT
C TUTIOKCEMMUEN, OueHb HU3KOI T (HY3MOHHOM CIT0co0-
HOCTBIO JISTKMX TSI MOHOKCHIIA yIJIepoaa, HOPMO- WJIH
TUTIOKAITHUEH W TIPEUMYIIIECTBEHHBIM OTBETOM Cepacd-
HO-cocyaucToit cucteMsl Ha @H, uTo cOMmKaeT 3TOT
BapuanT JII' ¢ UJIAIL. ¥V nauueHTOB ¢ MAMOMATUYECKUM
JIerouyHbIM (hubpo3oM cpenHee IJIA >25 MM pT.CT. 3ape-
TUCTPUPOBAHO Y 8-15% mnalKMeHTOB Ha HavyajbHOM CTa-

K 3a0oJieBaHus ¢ yBeamdenueM 10 30-50% B nosmgHei
u >60% B KoHeuHoii ctaguu [29]. CienyeT OTMETUTD BbI-
COKYIO pacIpocTpaHeHHOCTh JII' y MalimeHToB ¢ capKo-
HMI030M, KOTOpast Bapbupyer ot 5,7% no 74% [30]. Xors
JIT mpm capkomnmo3e UMeeT MHOTO(DAKTOPHYIO TIPUPOLY
W MOXET, HapsIoy ¢ BOBJICUCHHEM ITapEHXUMBI JIETKUX,
OBITH OOYCJIOBJICHA ITATOJOTHEH JIEBBIX KaMep Cephalla
¥ TpaHyJIeMaTO3HOI apTeproIaTHUe.

Ipynmna 4. OtpenenuTh TOYHYIO pacIpoOCTPaHEHHOCTh
u 3aboneBaeMocTb X TOJII' 10CcTaTOYHO CIOXHO, T.K. 3a-
00JeBaHME YacTO OCTAeTCSI HEIMATHOCTHUPOBAHHBIM.
He menee nmpobiiematnyHa runeparardoctuka XTOJT
Yy TMAIMEeHTOB C 3MU30I0M OCTPOIf TPOMOOIMOOINN JIe-
rounoit aprepun (TDJIA). B panee omydImKoBaHHBIX
MPOCIIEKTUBHBIX UccaenoBaHusx yactota X TOJII moc-
JIe cuMIrIToMHoi octpoit TOJIA, BepudunmpoBaHHas
npu UYBKC, kosnebnercs ot 0,4% no 6,2%, 4to B cpen-
HeM coctaBisieT 3,4% (95% noBepuTeIbHBII WHTEPBa
(AN) 2,1-4,4%) |31]. BmecTe ¢ TeM HEKOTOpbIC JAaHHbIE
yKa3bIBaIOT Ha TO, yTo X TOJII" MOXeT BO3HUKATL Yy 5 Ue-
JIOBEK Ha MWJUTMOH HaceJieHud B rox [32]. Xotsa XTOJIT
W paccMaTpUBAeTCSI B paMKaX BEHO3HOI TpoM0O03MO0-
JIMU, TIpeanecTByonme snu3onbl TOJIA 1o maHHBIM
EBpomneiickoro peructpa XTOJIT ygaercs monTBepauTh
B 74,8% ciydaeB, a TpoM003bl TNIyOOKUX BeH — B 56,1%
ciaydaeB [33]. YumTeIBas KU3HEYTPOXKAIOIMIMWIA XapaK-
tep XTOJII, 3aTpaTel Ha BeoeHHE OTHOTO ITAllMECHTA
B Poccuiickoii Menepatmu coctasisgior 379 MiH pyoJteii,
npudeM 91% u3 HUX — IpsiMble 3aTparthl [34].

Ipynna 5. YuuTbiBasi reTeporeHHOCTb 3TOM TPYIIIbI,
OLICHUTH PACIIPOCTPAHEHHOCTh U 3a00JIEBACMOCTh HE
TIPEICTABIISICTCS BO3MOXKHBIM.

1.4. OcobGeHHOoCTM KOaupoBaHUs 3aboneBaHUs
WY COCTOSHUSA (rpynnbl 3a6oneBaHui
unu coctosiHMin) no MexayHapoaHowm
cTaTucTuyeckom knaccupukaumm 6onesHen
1 npo6aeM, CBAI3aHHbIX CO 30,0POBbLEM

Hpyrue ¢GopMbl cepiedHO-JIETOYHON HET0CTaTOUYHO-
ctu (127):

127.0 — IlepBuuHas JlerouHasi TUTIEPTEH3US

127.2 — JIpyrast BTopyu4yHasI JIeroyHast TUIePTEH3NS

127.8 — Jpyrue yTouHeHHBIe (DOPMBI JIETOYHO-CEP-
IEYHOU HETOCTAaTOYHOCTH

1.5. Knaccudukaumua sabonesaHus
W COCTOSIHUSA (rpynnbl 3a6oneBaHui
WM COCTOSIHUI)

JII" BcTpeuaeTcst mpu caMbIX pa3HOOOpPa3HBIX 3a00J1e-
BaHMSIX M COCTOSTHUSIX M KpaifHe pemKo SBJISIETCS caMo-
CTOSITEJTEHBIM 3a00JIeBaHMEM — HaIIpUMep, TaKUM Kak
WIJIAT. Knaccudukauuga JIT, nmpunsaras EBporeiickum
ob6mectBoMm KapauoisioroB (EOK) u EBpomeiickuMm pe-
CITMPATOPHBIM 00111ecTBOM B 2015T, BRIIEISIET 5 OCHOBHBIX
TPy, O0BEAMHEHHBIX OOITHOCTHIO KITMHNYECKIX, TeMO-
ITUHAMMYECKNX, ITaTOMOP(OIOTTICCKIX XapaKTePUCTUK
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Tabnuua 2

Knunuyeckasa knaccudukauus JIr [6, 11]

1. JIAT:

1.1. Uopnonatnyeckas JIAD

1.2. HacnepncteeHHas:

1.2.1. MyTauuv reHa BMPR2

1.2.2. Apyrve myTaumm KaHaMaaTHbIX FEHOB

1.3. MIHpyumpoBaHHas nekapCTBEHHLIMM NMpenapaTaMu 1 TOKCUHamm
1.4. AccoummnpoBaHHas C:

1.4.1. CucTeMHbIMU 32601EBAHNSIMU COELMHUTESNBHOW TKaHM
1.4.2. BUY-nHdekupen

1.4.3. MopTanbHoOW rMnepTeH3ven

1.4.4. BpoxZAeHHbIMU MOpOKaMm cepaua

1.4.5. LLnctocomosom

1.5. NAT ¢ pnutensHbiM 0TBeTOM Ha BKK

1.6. JIAT ¢ SIBHbIMU YepTamMu BEHOOKKIIO3V1OHHO 60NE3HM/reMaHromMaTosa Iero4HbIX Kanuanspos

1.7. MepcucTtupytowas JIM HOBOPOXAEHHBIX

II. JIT, cBA3aHHas ¢ naTonoruei NeBbix Kamep cepaua:
2.1. Il scneactene CHHOB

2.2. JIr Bcnencteue CHe®B

2.3. KnanaHHas natonorvsi

2.4. BpoxneHHas/nprobpeTeHHas cepaeyHO-CocyavcTas Natonorvisl, NpuBoAsLLast

K nocTkanunnsipHow JIr

111, JIT, cBAA3aHHas ¢ naTonornen Ierkux u/uamv runokcuen:
31.X0BN

3.2. PecTpuKTVBHbIE 3a60N€BaHMS NErkux

3.3. [ipyrvie 3a601€BaHNS NErKMX C PECTPUKTUBHO-
0OCTPYKTMBHBLIM NATTEPHOM

3.4. Tunokcwus 6e3 3aboneBaHunin Nerknx

3.5. AHOManuu pas3BuTHS NETrKUX

IV. JIM u3-3a 06CTPYKLUM NNIEFOYHOIA apTepun:

4.1. XpoHuyeckas Tpomboambonmyeckas JII

4.2. [lpyrue npuunHbl 06CTPYKLMK Nero4HoN apTepum

V. JIF ¢ HesICHBIMM U/UNKN MHOrOGaKTOPHBIMM MEXaHM3MaMu
3aboneBaHus:

5.1. Tematonoruyeckue 3a6onesaHms

5.2. CuctemHble 1 MeTabonmyeckve HapyLeHus

5.3. Oipyrue

5.4. CnoxHble BPOX/EHHbIE MOPOKM cepaLa

CokpaueHusi: BKK — 6onbLuoii kpyr kpoBoobpallenus, BUY — Bupyc ummyHoaeduumTa yenoseka, JIAI — neroyHas aptepuansHas runeptenaus, JIN — neroyHas runep-
TeH3ua, CHHPB — cepaeyHas HEAOCTaTOYHOCTb C HU3KOM dpakumeit Bbibpoca, CHcPB — cepaeyHas HeA0CTaTOYHOCTb C COXpaHeHHo dpakuyeit Bbibpoca, XOBJ1 —

XPOHU4eckKas 06CprKTVIBHaFI 60n€e3Hb NEerkux.

1 TIOIXOI0B K JedeHuio. B 2018t Ha 6-m BcemupHOM KOH-
rpecce 1o JII' B Hulilie BHeceHbl U3BMEHEHUS B KIIMHUYE-
ckyto kinaccudukamio JIT 2015t (Tadm. 2).

IIpennoxeno B 1 rpymmy JIAI' BeIHECTH caMOCTOSI-
TEIBHYIO HO30JIoTHIecKyto ennauLy — JIAD ¢ mmaress-
HBIM OTBETOM Ha Tepalmmio OJIOKaTOpaMM “MeUICHHBIX
kanpaueBbix KaHaaoB (BKK) [11]. HecmoTpsa Ha cxom-
CTBO pemojeaupoBaHus aprepuit u aprepuonr MKK
V MAIIMEHTOB C MOJIOXUTEIHFHBIM Ba30peaKTUBHBIM TeC-
TOM, Ba30CITa3M UTPacT OTPOMHOE 3HAUYCHME B ITaTOTe-
He3e 3toro BapuaHTta JIAI. Tloka3zaHo, 4TO TMaLUEHTHI
WNJIAT, umeroliye MoOJOXUTEIbHBI Ba30peakKTUBHBII
TECT, TCHETUYCCKH OTIMYAIOTCS OT IAIleHTOB C OTPH-
IIaTeIbHBIM Ba30pPEeaKTUBHBIM TECTOM, UTO, BEPOSITHO,
SIBIISICTCSI TIPUYMHOM OoJiee OJIAaTONPUSITHOTO TCUCHHUS
3a00JIeBaHMST 1 YHUKATbHOM BO3MOXKHOCTH Ha3HAUCHMS
BKK [14]. ComtacHo Simonneau G, et al. (2019), kpute-
pusSIMU IJIMTENBbHOTO oTBeTa Ha Tepanuio BKK cremyer
cunTath goctiskeHue u coxpanenme I/11 @K xponmye-
ckoii CH 1o knaccupuxkanmm HLIO—IU/IopKCKoﬁ acconm-
amuu cepana (NYHA), ycroitunBoe yaydimeHue reMOIH-
HaMUKM (TIPEXKHUM YPOBEHB WX JIYJIIIMe TTOKa3aTeN 10
CpPaBHCHUIO C TOCTUTHYTBIMU ITapaMeTpaMi BHYTpPHCEP-
IIEIHOM TeMOIMHAMUKU BO BpeMsI Ba30peaKTHUBHOTO Te-
ctupoBanust pu Teparmu bBKK B coueTannm ¢ ypoBHEM
cpenHero JJIA <30 MM PT.CT. U cepIeYHBIM BHIOPOCOM
B IIpeeIaXx HOPMBI WUTH BEITIIE HOPMBI) HE MeHee Tola Ha
¢one tepanuu bKK.

JpyruM m3MeHEHNEM B KIMHUYECKOM Kitaccudpuka-
u JIT 2015t cTama MmoguduKamums 1 yIpolleHNue BEIHE-
CEHHOW paHee B OTHEIbHYIO TOArPYINY BEHOOKKIIO31-

oHHOI 60e3Hn jerkux (BOBJI)/nerounoro Kammuisip-
Horo remanruomarosa (JIKI'), KoTtopyro mpemraraeTcs
paccMmatpuBaTh Kak JIAI ¢ mpusHakamMu BOBJICUEHUS
BeH/KammmuisipoB (BOBJI/JIKT) [11]. JanHOe M3MeHe-
HUE KIMHUYECKH 000CHOBAHO, ITOCKOJIBKY BOBJICUCHUE
B TATOJIOTMICCKUU ITPOIIECC JIETOUHBIX BEHYII/KaITVILISI-
poB criettucuaHo He TorbKOo 1ist BOBJI u JIKT, Ho u Mo-
KeT HaOIomaThCs MIPU pa3HOOOpPa3HBIX 3a00JICBAHMSIX
U COCTOSIHUSIX, aCCOLIMMPOBAHHBIX ¢ pa3Butuem JIAT,
Harpumep, ipu CCJI. Kpome Toro, npodeccnoHa bHbII
KOHTAaKT C OpTaHMYECKUMHU PACTBOPUTEISIMU, B OCOOCH-
HOCTU TPUXJIOPITUJIEHOM, aCCOLIMUPOBAH C Pa3BUTHEM
npekanuuistpHoi JII' co 3HAYNTETBHBIM BOBJICUCHHEM
JIETOYHBIX BeHYI. [IpeaIronoXnTh 3HaYNMOe BOBJICUCHIE
JIETOYHBIX BEeHYJI/KanuUISIpoB y MmarreHTa ¢ JIAI MoxHO
Ha OCHOBAHMU COYCTAHUS KIMHUKO-MHCTPYMEHTATbHBIX
nJaHHbIX: cHkeHHO DLCO <50% ot moKHOT0, BBIpa-
JKEHHOM TUTIOKCEMWH B apTePUAIbHON KPOBU, HATMIUSI
BBITIOTA BIOJb CEMTAIbHBIX JTUHUMA, IIEHTPOIOOYISIPHBIX
W3MEHEHUN 110 THUITY “MaTOBOTO CTEKJIa” MapeHXWMBI
JIETKUX W YBEJTMUCHUS pa3MepoB JTUMGOY3IOB CPEIOCTe-
HUsl. BoBieyeHMe JIETOUHBIX BEHYI/KAITMJLISIPOB B TIATO-
Jiornueckuii mpouecc y namueHToB ¢ JIAI' acconimnpona-
HO C HEOJATONMPUSTHBIM IIPOTHO30M, IUIOXUM OTBETOM
Ha CIrem(pUIECKYI0 TepaIrmio U pUCKOM pa3BUTHUS OTEKa
JIeTKUX. B cBoIO o4epenpb, KIIMHNIeCKasT M TeMOIMHAMMU--
yeckasa KaptuHa BOBJI/JIKI B GONBIIMHCTBE CIIydacB
cootBeTcTBYeT JIAI. Bosee Toro, rmpu rucToornyeckKom
nccienoBannu y manueHToB ¢ BOBJI/JIKT, Hapsamy ¢ n3-
MEHEHUSIMHU BEHYJI/KANMJIIIPOB, HAXOMSIT BEIPAXXCHHOE
peMoIeINpPOBaHNE JETOYHBIX apTEPHOJI, YTO B COBOKYII-

205



Poccuiickuin kapanonornyeckuii xypHan 2021; 26 (12)

FemoauHamuyeckas
OnpepneneHue XapakTepucTuku
nr Cpegntee [IJ1A >25 MM pT.CT.
Mpekanunnapxas JI CpenHee OJ1A >25 MM pT.CT.

O3J1A <15 MM pT.CT.
JICC >3 en. Byna

MN3onnposaHHas CpepHee AJ1A >25 MM pT.CT.
noctkanunnapHas JIf A371A >15 mm pT.CT.

JICC <3 en. Byna
Kom6urHupoBaHHas npe- CpepHee AJ1A >25 MM pT.CT.
v noctkanunapHas JIr O3N1A >15 mm pT.CT.

JICC <3 en. Byna

Ta6bnuua 3
knaccudukaums JII [6]

KnuHuyeckue rpynnbl

Bce BapumanTbl JII

1. JlerouHas apTepuanbHas runepTeHams.

3. JIl BcneacTBuMe NaTonornv Nerkux.

4. XpoHunyeckas Tpomboambonmyeckas JI.

5. JIC ¢ HEACHBIMM 1/UNN MHOXECTBEHHbLIMU MEXaH!3MaMu
2. ]Il BcnencTave NaTonoriv neBbix KaMep cepaua.

5. JIC C HESACHBIMM U/UNN MHOXECTBEHHBIMY MEXaHN3MaMu

Cokpawenust: I3J1A — naBneHve 3aknHMBaHus neroqHon aptepumn, AJ1A — nasneHve B neroyHoi aptepuu, JII — neroyHas runepteHsms, JICC — neroyHoe cocyamucToe

CONPOTUBNEHME.
Tabnuua 4
®yHkumoHanbHaga knaccudpukauusa JII (BO3) [16]
Knacc Onucanne
| K HeT orpaHuyeHuii 06bi4HO DA, OHA HE BbI3bIBAET NOBLILLEHHOW OALILLKM, YCTanocTu, 60nei B rpyay Unm NpeacuHKONaNbHbIX COCTOSIHUIA.
Il dK Nerkoe orpaHuyeHue ®A. InckombopT B MOKOE OTCYTCTBYET, HO 06bl4Has DA BbI3bIBAET MOBLILLEHHYIO OAbILLKY, CNABOCTb, 60Jb B FPYAHON KNeTke
WU NPECUHKONA/IbHbIE COCTOSHUS.
Il dK 3HauuTenbHoe orpaHnyeHne PA. B cocTosiHum nokosi Auckomdopta HeT, Ho DA MeHbLLE 0ObIYHOI BbI3bIBAET MOBbILLEHHYIO OABILLKY, YCTAN0CTb,
60/1b B rpyAun UAW NPECUHKONANbHbIE COCTOSIHNS.
IV ®K OpblLLKa 1/Mnm yeTanocTb B COCTOSIHUM MOKOS, YCUIMBAIOLLMECS NPAKTUYECKM NPY MUHUMaNbHOK DA, MoryT GbiTb NPU3HaKK NPaBOXENYL04KOBON

HEeLO0CTaTO4YHOCTH.

CokpaweHus: PA — dusnyeckas akTMBHOCTb, PK — dyHKLMOHaNbHBIN Knacc.

HOCTU U TIOCJIYKMJIO MOBOAOM K paccMoTpeHuio JIAT
u BOBJI/JIKI B kxauecTBe BO3MOXHBIX CIICHAPUEB OMHO-
IO ¥ TOTO K€ JISTOYHOTO COCYIMCTOrO 3a00JIeBaHMSI, He-
KeJIn OTHeIbHBIX Ho3onornyeckux equHun JII [11].

H3MeHeHNST BHECEHBI U B 5 TPYITY KIMHUYICCKOMN
knaccudukauuu JII, B 4aCTHOCTU MCKJTIOUE€HA CILIEHAK-
TOMMSI, T.K. OTCYTCTBHUE CEJIe3eHKHI CaMo IT10 cebe He TIpH-
BomuT K passutuio JII, HO gBnsteTcsa obnuratHeIM DP
pasputusg XTDJII. AHamorn4HBIM 00pa3oM M3 KIacCu-
(UKaIMM NCKITIOUCHBI 3a00JIeBaHUS IITUTOBUIHON Xeje-
3bI, KOTOPBIC YAaCTO NMATHOCTUPYIOT y manueHToB ¢ JIT,
HO KOTOpbIe UTparT poiab OP mwimm comyTcTByIOmEH ma-
TOJIOTUM, YTSDKENSIONIei TeueHne OCHOBHOTO 3a0oJieBa-
Hust. [losToMy (pyHKLMS LIUTOBUIHON XeJie3bl TPeOyeT
ITOCTOSTHHOTO MOHUTOPUPOBAHUSA B IIpoIecce TUHAMM-
YecKOoro HaomoneHnd 3a manuedtamu ¢ JIT.

I'emonumnamuueckue HapywmeHus B MKK y mamnum-
eHTOB cO cIoXHBIMH BIIC upe3BBRIYATHO CIIOXHO KBa-
ymdumupoBaTh. TeM He MeHee pa3BUBAOIICECS Y 3TUX
MMAIIMeHTOB COCYANCTOE 3a00JIeBaHNE JICTKMX OKa3bIBacT
BIMSTHUE Ha UX BBDKMBaeMoOCThb. [1o3TOMy cerMeHTapHasI
JIT, koTopas pa3BuBaeTCs B OTAECITBHOM YIACTKE JIETKOTO
3a CYET A0OPTOJICTOIHBIX KOJUIaTepajeii, M COCyINCTOe 3a-
OoJieBaHME JIETKUX Y TMAIIMCHTOB C YHUBCHTPUKYIISIPHOM
LHUPKY/IsIUMe BKIrodeHs! B 5 rpyniy JII [15].

Hecmotpst Ha TO, 4TO Ha 6-M BcemMupHOM KOHrpec-
ce o JII' B Humiie BHeCeHBI CYIIeCTBEHHBIC M3MECHCHMS

B remMoauMHaMmuueckyio kKiaaccudukauuwo JII, Padoueit
TPYNIION peKOMeHIalUi MPUHSATO PELIEHUE COXPAHUTH
muarHoctmaeckuii kputepuit JIT' (cpemaee AJIA >25 MM
pT.cT.), mpuHAaTET EOK n EBpomneiickum pecnimpartop-
HBIM ob1mecTBoM B 20151 (Tadm. 3). DTO cBSI3aHO C TeM,
YTO OCHOBHAas moKa3aTelbHas 0a3za 3((PEeKTUBHOCTH
cnennUIeCKNX aHTUIICPTCH3UBHBIX IpEnapaToB IS
neueHust JIAI monyueHa B paHAOMU3UPOBAHHOM KJIMHMU-
yeckoM uccienoBanun (PKW), B KkoTopsle BKITIOYATINCH
nanueHThl ¢ pekamuisipHoit JII' 1 rpynrel, nmeroiime
ypoBeHb cpenHero JIJIA >25 MM pT.cT.

IMpexamumisipHas JII' Habmonaetcs y nmamueHToB ¢ JIAT
(1 xMMHWYecKas TpyIa), y MallMeHTOB C IMaTOJIOTHEH
JIETKUX W/WJIN aTbBEOJISIPHOI THUITOKceMueit (3 KIMHU-
yecKasl TPYyIIia), Y MalleHTOB ¢ OOCTPYKIINEH JIETOUHBIX
apTepuii (4 KIIMHUYECKAasI TPYIINA) U Y OTACIbHBIX Malll-
eHToB 5 rpymnmnbl. [lTocTtkanuiisipaas JII' Habmogaercst
TIPY MATOJIOTWH JIEBBIX KaMep cepama (2 rpymiia KIMHH-
YyecKoi Kiaccu@uKaluu), HO MOXET ObITb U TIPU U30-
JIMPOBAHHOM TopaxkeHUHN JierouyHbIXx BeH (BOBJI/JIKT).
Briensior n30MMpoBaHHYIO TTOCTKANMUISIPHYIO U KOM-
OMHMPOBAHHYIO Mpe- U nocTtkanuuisipHayto JII. JInsg xa-
PaKTEPUCTUKM BOBJICUCHUS B TTATOJOTUUCCKUIM TIpoOIIece
aprepuii/aptepron MKK mpu mocrkamumaspuoit JIT
paHee PEKOMEHIOBAJIOCh OLICHWBATh MMACTOJMICCKUIA
nyrmbMoHanbHE TpagueHT (JAI1I) u JICC. OmHako 1mo
MHEHUIO 3KCIIePTOB, IS XapaKTEPUCTUKU TpeKaru-
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JIIPHOTO KOMITOHEHTA JOCTaTOYHO olleHKM TojibKko JICC.
Yposensb JICC >3 en. Byna mpusHaH 6oyiee YMECTHBIM,
ITOCKOJIBKY TIpW maHHBIX 3HaueHUsx JICC Bcerma mpu-
CYTCTBYIOT TUCTOJIOTHUCCKIE TIPU3HAKH JIETOYHOTO COCY-
IICTOTO 3a00JIEBAHUS C PEMOICIMPOBAHNEM JICTOUHBIX
aprepuii. bonee toro, Haymmuame JICC >3 en. Byma acco-
IIMIPOBAHO C HU3KOI BBEIKUBACMOCTBIO ITOCJIE TpaHC-
rutaHTanuu cepaua [11].

B 1998t BcemmpHas opraHu3anus 3IpaBoOXpaHEeHUS
(BO3) mpuHsIa N3MEeHEHHYIO CUCTeMY (DYHKIIMOHAJb-
Hoit knaccudukauum NYHA nng oGierdyeHus: oLeHKU
mareHToB ¢ JIAI (ta6:ma. 4). C tex mop @PK NYHA/BO3
WCITOIB3YETCS IUIST pYTUHHOI OILIEHKM CTaTyca MallleH-
Ta IIpY OKa3aHWM MEIUIIMHCKOI ITIOMOIIIH, €T0 IIPOTHO3a
1 3(pPEeKTUBHOCTU Tepaluy B MPOBEICHUN KIMHUYC-
CKWX UCCIICIOBAaHMIA.

2. AnarHocTtuka 3aboneBaHus
WU COCTOAHUS (rpynnbl 3a6oneBaHui
WU COCTOSIHUI), MEeAULMHCKNE NOKa3aHUs
U nNpoTuBonoka3aHug K npumMmeHeHnio MeToaoB
ANArHOCTUKu

YauTheIBast OTCYTCTBUE CITEIUGUICCKIX CUMIITOMOB
JII' m mmpoKyio pacnpoCTpaHEHHOCTh JAHHOTO TATO-
(PU3MOIOTHIECKOTO COCTOSHUS MPU Pa3INIHBIX 3200-
JIeBaHUAX, nuarHoctuka JII' TpebyeT MyIbTHINCIINILIN -
HaApHOTO ITOAX0HAa W YETKOTO COOJTIONCHMS THAaTHOCTIIC-
CKOTO aJITOPUTMA C TOCJICIOBATEIBHBIM IIEPEXOIOM IS
HUCKITIOYCHMST OT HanboJiee YacThIX TpUYUH pa3Butus JII
K Hanbosee penkuM. Lleabio KOMIUIEKCHOTO 00cemoBa-
HHS OOJBHOTO SIBIISICTCST YCTAHOBJICHME TMArHO3a, OIICH-
Ka KJIMHUYecKoro kiacca u tuna JII, pyHKIMOHAIbHOTO
1 TeMOIMHAMUYECKOro cTaTyca nauueHra [6].

OTCyTCTBHE MATOTHOMOHWYHBIX cMMNTOMOB JII' co3-
IaeT TPYIHOCTH IUISI €€ CBOCBPEMEHHOM IMAarHOCTH-
Ku. B cpemHeMm, 10 mJaHHBIM aMEpPUKAHCKOTO pPETHCTpa
REVEAL, ot nosiBnenust cumntomMoB JIAI' 1o BhITIONHE-
g YBKC m okoHuYaTeNlbHON Bepu(UKALMKA JTHATHO3a
npoxomuT 34,1%1,2 Mec., YTO COTIOCTABUMO C pPe3yIbTaTaMu
eBporreiickoro peructpa COMPERA [23, 41]. ITo naHHBIM
POCCHUIICKOTO perucTpa maireHToB ¢ JII' MennaHa Bpeme-
HU 10 TTOCTAHOBKU JMarHo3a cocTamisgeT 52,8 mec. [42].
YBenmdeHne BpeMeHH 10 Bepu(pUKaIlIK AarHo3a, Bepo-
SITHO, OOYCIIOBJICHO KaK HEeCIeIM(pUIHOCTHIO KIMHIYC-
ckux cuMmToMoB JIAT, Tak M HM3KOM HACTOPOKEHHOCTHIO
Bpaueit aMmOyJIaTOpHOro 3BeHa B oTHoLeHuM JIAT.

Kputepun nocranoBku auardosa JII': roBblieHre cpe-
Hero JJIA >25 MM PT.CT., U3MEPEHHOTO B IOKOE TIPU
YBKC [11].

Juarnoctuka JIT' BKII0YaeT cieaywnme 3Tanbli:

+ CKpWHMHT, BKJTIOUAIOIINIA B ce0sT cOOp Kajo0, OleH-
Ky TIPUHAUICSKHOCTH TALIMEHTA K TPYIIIaM PHCKa pa3BH-
tus JIAIL, onpenenenue BepositHoctu JII' mipu momoiu
TpaHCTOpaKallbHOIT 3XoKapauorpaduu (OxoKT).

+ IlocmemoBaTebHOE MCKIIIOUECHUE HambOoJjee Jac-
TBIX pyanH JIT, B mepByto odepenb 3a00IeBaHMIA JIEBBIX

OTHEeJIOB cepama (rpymma 2), MaTOJIOTUM JETKUX (TPyII-
ma 3) u XTOJIT.

* Bepudwukanug nuarnosa JIT' mpu YBKC, yroune-
HIE HO30JIOTUICCKOM ITPIHAICKHOCTH.

* Ouenka ®K u crpatndukannms pucka JIAT.

2.1. XKanoGbl 1 aHaMHe3

B nebioTe 3aboneBaHMSI MallMEHTHI XaJlylOTCS Ha
OIBIIIKY TIPU BBICOKOM M yMepeHHOW DPH, TToBBIIIICH-
HYI0O YTOMJISIEMOCTB, CIab0OCTh, TOJOBOKpY:KeHHE. Ha
OoJree TTO3MHUX CTANMSIX TTOSIBIISTIOTCSI CHHKOTIATBHEIC CO-
CTOSTHUSI W/WJI CUMIITTOMOKOMIIJIEKC, O0YCIIOBICHHBIM
npaBoxeaynoukoBoit CH: oTeKr HIDKHUX KOHEUYHOCTEI!,
rermaToMerajans, acluT, MyJIbcallus IMIeHHBIX BeH [43].
VY nauueHTOB ¢ mIMTeNbHO cyliecTBytomeit JIAIT moxer
BO3HUKATh 00JICBOM CMTHIPOM B TPYIHOI KJIETKE I10 THITY
aHTMHO3HOTO. B 0CHOBE MIIIeMUM MIOKapaa MOXET OBITh
OTHOCHTEIIbHASI KOPOHApHAsI HEIOCTAaTOUHOCTh BCIICH-
CTBHE HHM3KOTO CEPICYHOTO BHIOPOCA M ITOBBIIMICHHOIO
HanpsokeHnsT cTreHku 12K, rurmokcemMus, a Takke CIaB-
JICHUE JICBOM KOPOHAPHOMN apTepuM aHEeBPU3MATUUCCKH
pacIIMpPEeHHON JIETOYHOI apTepueil. JIpyrum CUMIITO-
MOM, CBSI3aHHBIM C BBICOKOI JUTNTEILHO CYIIECTBYIOMICH
JIAT, aBnsteTcss KpoBoxXapKaHbe, KOTOPOE Y IAaIleHTOB
6e3 BIIC Bcrpeuaercs B 1,5-6% cinyuaes [44]. Torga kak
Yy MaIMeHTOB ¢ CHHIPOMOM Di3eHMEHTepa JICTOUHBIC
KpOBOTeUYeHUsI peructpupytorcst B 43% ciydaeB u B 8%
CJIyyaeB CIIyXaT NMPUYMHOI JieTalibHOro mcxoma [45].
Hctounukom kpoBoteyeHus B 90% ciydaeB CiIyKaT U3-
MEHEHHBIC OpOHXMAJIBbHBIC apTePUM, KOTOPhIE OCOOCH-
HO 4acTO BBISIBISIOTCA y mauueHToB ¢ JIAI Ha ¢oHe
BIIC. 3naunTenpHOE pacIIMpeHNE JISTOIYHOM apTepuu
MOXET OBITh MPUUYMHOI ee TUCCEKIUM WM pa3phbiBa,
YTO KIIMHUYECKU COITPOBOXKIACTCS TAMITOHAMOM cepia.
Cumrnromatnka JII' MoXeT 3HAYUMTEIbHO BapbHUPOBAThH
B 3aBUCUMOCTH OT (P)OHOBOTO 3a00JIEBaHUS, B paMKax
KOTOPOT'0 OHA Pa3BUBACTCS, M COITYTCTBYIOIIEH ITaTo-
sorun. CilemyeT OTMETHTh, UTO KJIMHMYECKasl KapTHHA
MOKET MEHSIThCS KaK B 3aBUCHMOCTH OT TTATOJIOTHHU, BbI-
3paBuieit JII, uam accouMrupoBaHHOIO COCTOSIHUSI, TaK
W OT HaJWYUSI APYTOTO COITYTCTBYIOIIETO 3a00JICBaHMUSI.

— PexomenayeTcs cOop aHaMHe3a M XaJloO y Bcex
MMalUeHTOB Wi yrouHeHus renesa JIT' [37, 46].

EOK ner (Y1 5, YYP C)

2.2. dusukanbHoe o6cnenoBaHne

IIpu ayckyabTaumuy cepilia akleHT BTOPOro TOHA Ha
JIETOYHOM apTepUM MOXKET OBITh OMHUM M3 OCHOBHBIX
GU3MKATBHBIX MPU3HAKOB, YKA3bIBAIOIINX Ha HAJIWUNC
JIT. B psine ciiydyaeB onpenensieTcsl CUCTOJMYECKUN 1IyM
TPpUKYCIUIAIbHON peryprutanuu. CiaemyeT OTMETHUTb,
YTO y MAIlMEHTOB C CMHAPOMOM DI3¢HMEHTepa MOX-
HO HE YCJIBIIIATh IIYM IIIYHTA, T.K. TPAIUCHT JaBJICHMUS
B obyactu aedexra mpu ¢GopMUpPOBaHUM BbICOKOM JIT
OTCYTCTBYET WJIM MUHUMaJIeH. [1py pa3BUTHHI TIpaBOXKe-
nymoukoBoii CH y mammeHTOB OTMedaloTcsl HaOyxaHUe
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W OyJabcallvs IICHHBIX BEH, TelaToMeraius, mepude-
puyeckue oTeku, acumT. [1pu aTom y nmanueHton ¢ JIAI
ayCKYJBTAlIMSI JISTKUX MOXeT OBITh He M3MCHEHa, TOTIa
KaK IS MallMeHTOB ¢ MocTKammwuisspHoit JII' u BeIpa-
JKEHHOM ONBIIMIKONM XapaKTCPHO IOSIBIICHUE MEJIKOITY-
3BIPYATHIX XPHUIIOB B HIDKHUX OTIOENaX JITKUX B codYeTa-
HUHN C TIOJIOKEHUEM OPTOITHO3. BaxkHyro mHMOpMaIIio
IIPY OCMOTpPE OOJIBHOTO MOXKET IIPUHECTH ITyJTbCOKCHME-
tpus. dust mauumentoB ¢ MUJIATL mokasaTtenu catypauuu
KHCJI0poma 10 JAHHBIM ITYJIbCOKCUMETPUU HAXOMSTCS
B IIpenejiax HOpMbI, TOTAA KakK OOHapyXeHue aecaTy-
pamun B mokoe n nmpu PH 1o3BosIeT 3a1mono3puTh ma-
toyoruto Jerkux unn BIIC ¢ apTeproBeHO3HBIM IITYH-
THPOBAHWEM KPOBH. Y3K¢ BO BpeMsl KIMHUICCKOTO 00-
CJIeMOBAHMS TTAIIMCHTA MOXHO TIPEATIONOXUTE TIPUINHY
JIT. TeneaHrnosKTa3nu, I3BEHHOE MOPaXKeHUE KOHUYU-
KOB TIAJIBIIEB W CKIIepomakTuins xapakTepHsl st CCI,
KpenuTamus Ha BIOXE MOXET YKa3bIBaTh HA MHTEPCTH-
MaJIbHOE 3a00JIeBaHNUE JIETKUX, COCYIMCTBIC 3BE3I0YKU
10 TUTTY “TIayTUHKN’, TECTUKYISIpHAs aTpodus U Tajib-
MapHasl 3puTeMa IIPeAItojaraT 3a00jieBaHe TICYCHU.
[Tpu oOHApYKEeHNM TAKOTO CHUMIITOMA, KaK ITaJIbIIbI PYK
B popMe “OapabaHHBIX IMajgo4eK”’, MOXKHO IIPEIITOo-
xuth BITC ¢ nuano3oM, MHTepCTUIIMATbHBIE 3a00JIeBa-
HUS JICTKUX WJIN ITATOJIOTHUIO TICYCHU.

— PexomeHayetcs BceM nauueHTam ¢ JII' mpoBonuThb
BU3YaJIBHBIIT OCMOTP TEPaNeBTUUCCKUI TSI BBISBICHMUS
cnennPUIecKNX KIMHUIYCCKUX MIPOSIBIICHNI 3a001¢Ba-
Hus [46].

EOK ner (YYP C, VI, 5)

2.3. JlabopaTtopHble auarHocTu4eckue
uccrnegoBaHuga

— PexkoMeHnayercs npoBeneHre oomero (KIMmHuye-
CKOTO) aHanM3a KPOBU U PA3BEPHYTOTO C OIIEHKOI ypOB-
HSI TeMOTJIIOOMHA W TeMaTOKPUTA, KOJIMYECTBA SPUTPO-
LINTOB, JICUKOIIUTOB, TPOMOOIIUTOB, CKOPOCTH OCEHAHUS
SpUTPOIUTOB Y Beex manueHToB ¢ JII' B pamkax nmepBuy-
HOTO 00CJIeIOBaHUS U B TIpOIIecCce NMHAMMYECKOTO Ha-
omroneHus Kaxasle 6-12 mec. [6, 43, 46].

EOK 1C (YA 5, YYP C)

Kommenrtapun. B kaunuueckom aunaiuze Kposu npe-
acoe 6ceeo0 He0OX00UMO 0Opauames GHUMAHUE HA YPOBEHb
2eM02100uHa, 2eMamokpuma, Haiuvue MUKPOUUMO3d.
Bmopuunuiii s3pumpoyumos uacmo ecmpevaemcs y nayueH-
moe ¢ JIAI na ¢pone BIIC u namonoeuu neekux. Bmecme
¢ mem NpaKmuuecKu y HOA08UHbL NAUUEHMO8 C CUHOPOMOM
Diizenmeneepa u MJIAI nabaodaemes jncene3odepuuyumuoe
cocmosnue. Iloamomy yenecoobpazno npogodums onpede-
JeHUe Jicene3a 8 CblBOpPomKe Kpogu U YPoeHsl (heppumuHa He
pedice 00HO20 paza 6 200 045 peuierus ONPOCa 0 HA3HaYe-
Huu npenapamog gxceneza. Onpedenenue ypogHs 2emoeno-
OuHa s615emcst 00513aMeNbHbIM MecmoM Ha (oHe neveHuUs
AHMAOHUCMAMU SHOOMENUHO08bIX peyenmopos (DPA), me-
panus komopvimu 00 15% caynaee ocroxicHsemces CHUMNCEHU-
em yposHs eemoenobuna [6, 43].

— Pexomenmyertcst mpoBeneHNE UCCIENOBAHMUS YPOB-
HSI KpeaTWHWHA, HATPHsl, KaJus, IJIIOKO36BI, 00IIero oe-
Kka, C-peakTUBHOTO OeiKa, acmmapTaTaMHUHOTpaHchepa-
3bl, aJJaHMHAMUHOTpaHcdepasbl, 001Iero OuanupyonHa,
MOUYEBOM KHMCJOTH Y BceX MmanmeHToB ¢ JII' B pamkax
TIEPBUYHOTO 0OCIIEAOBAHMS U B IIpOIecce TMHAMUUIECKO-
ro HabJoAeHNST Kaxabie 3-6 mec. [6, 43, 46].

EOK 1C (YA 5, YYP C)

— PexomMmeHmyeTcsT exXeMecIUYHOE OIpeneieHue akK-
THUBHOCTHU acliapTaTaMUHOTpaHchepa3bl U aJJaHMHAMM-
HoTpaHC(depas3sl B KpOBU MpU HA3HAYCHUU aMOpPU3CH-
taHa™*, 6o3eHTaHa™*, ManMTeHTaHA™™ 1719 OLIEHKU 0e3-
OITACHOCTH Tepanuu [6, 43, 46].

EOK 1C (YA 5, YYP C)

Kommenrapuu. [lpu kauHuvecku 3HA4UMbIX OMKAOHE-
HUSIX 1a00PAMOPHbIX Mecmos8, XapaxKxmepusyouux @QyHK-
YU neueHu, HeoOXo0UMO NPoBOOUMb CcepoOUAZHOCMUKY
2enamumos 045 UCKAIOYeHUs] NOPMONYAbMOHANbHOU eunep-
men3uu. PyHKUUOHANbHBIE NeHeHOUHble MeCbl MAaKice
MO2Yym NOBbIULAMbCS NPU 0eKOMNEHCAyUU npagodicenyooy -
koeoit CH u/uau na gporne mepanuu 9PA. Yposerv mouesol
Kucaomot moxcem 6vimo mapkepom msaycecmu CH, oonako
credyem NOMHUMb, YIMO KOHUESHMPAUUS MOYE80U KUCAOMb
MOdICcem nOBbLULAMbCsL Ha (hoHe mepanuu OUypemuKamu.

— PekomeHayeTcst McciienoBaHNe YPOBHS CBOOOIHO-
TO TPUHOOTUPOHNHA, CBOOOJHOTO TUPOKCHHA U TUPEO-
TPOITHOTO TOPMOHA B KPOBU y BceX IManueHToB ¢ JII mpu
TIEPBUYHOM OOCJICIOBAHUM IIJIsSI BBISBJICHUS ITaTOJOTUU
IIUTOBUIHOM JKeJIe3bl, YTSKEISIomeid TeIeHNe OCHOB-
HoTrO 3aboneBanus [43].

EOK 1C (Y11 5, YYP C)

Kommentapuu. Y nayuenmoe c JII' vacmo écmpeuarom-
cs 3a00n1e6anus wumosuoHoll Jceaesvl. Ilamonoeus wiu-
MOBUOHOIL Jcenesbl MoJcem Cyuecmeosams y 004bH020 UC-
XOOHO, 3ampyOHss OUAeHOCMUKY U Ae4eHue, AU npucoeou-
Hambcs co epemerem. 00 smom caedyem NHOMHUMDB 8 cay4ae
BHE3ANHO0 YXYOuleHUs] meveHUs 3a001e6aHUsl.

— PekomeHmyeTcs omnpeneieHrne comepKaHusT aHTH-
TeJ K KapAUOJHUITNHY, aHTUTE K (pocdommmmmam, aHTH-
TeJ K 0eTa-2-TIMKOIIPOTenHY B KpoBH TanueHTam ¢ JIT
npu riogo3penny Ha X TOJIT mg Beisgsiaenus OP [47].

EOK ner (Y1 5, YYP C)

— PekomeHmyeTcs omnpeneneHne comepKaHusT aHTH-
TeJ K aHTureHam siapa kiaetku u JJHK BceM manueHtam
¢ niogo3peHueM Ha JIAI nst uckioueHus: accouuanuu
¢ C3CT |6, 43].

EOK 1C (YA 5, YYP C)

Kommenrapun. [logviuienue aHmuHykAeapHulX aHMU-
men 6 Huzkom mumpe (1:80) ecmpeuaemcs docmamouHo
yacmo y nayuenmog c JII. luaenocmuueckum mumpom
onpedenenuss AHMUHYKACAPHBIX AHMUMEN MemooomM UMMY-
Hoghnroopecyenyuu cuumaemces mump >1:160, npu e2o do-
CIMUICCHUU AHAAUSUPYEMC CHeKMD aAHMUSOePHbIX AHMU-
men 6 ueasx ougghepenyuanvroil duaenocmuxu CCIH uau
nepeKpecmHo2o CUHOpOMA, Komopsie Hauboiee 4acmo ma-
Hughecmupyrom ¢ JIT.
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— Pexomennayercst nccinemoBanue ypoBHSI N-TepMu-
HaJIbHOTO (pparMeHTa IMPOMO3rOBOTO HATPpUUypeTHIEC-
ckoro nrentuna (NT-proBNP) B kpoBu BceM manimeHTaM
¢ JIT' B pamKax mepBUYHOTO 0OCIEIOBaHUS U Jajlee Kax-
able 6-12 Mec. ¢ Lelblo cTpaTU(UKALUKM PUCKA JIETajlb-
HocTH [6, 17, 43].

EOK wer (Y111 5, YYP C)

— PexkoMeHmyeTcs ompeneieHne aHTUTENT KaccoB M,
G (IgM, IgG) x Bupycy MMMyHOOe(UIINTA YeTOBE-
ka BMY-1 (Human immunodeficiency virus HIV 1)
B KpPOBH, OIIpenmeiiecHne aHTUTen KimaccoB M, G (IgM,
IgG) k Bupycy mMmyHomedunuTa demroBeka BUY-2
(Human immunodeficiency virus HIV 2) B kpoBu BceMm
nammenTaMm ¢ JIT g uckimoueHus accormanuu ¢ BUY-
nHdekuuei [6, 48].

EOK 1C (YA 5, YYP C)

— Pexkomennyetcst onpeneneHne antureHa (HbsAg)
Bupyca renaturta B (Hepatitis B virus), aHTUTEl K BUPYCY
renatuta C (Hepatitis C virus), aHTATEN K OJIGTHOI Tpe-
moHeme (Treponema pallidum) B KpoBM BceM MalleHTaM
¢ JIT mj1a MCKITIOYeHUsI COMYCTBYIOIIEN IaToJIOTuu [6,
48].

EOK 1C (YA 5, YYP C)

— PexomeHmyeTcsl ompeneacHNe OCHOBHBIX TPYIIIT
mo cucteme ABO, ompenenenue antureHa D cucteMbl
Pesyc (pesyc-dakrop) BceM manmeHTam ¢ JII mepen
YBKC [6, 48].

EOK 1C (YA 5, YYP C)

— PexomMmeHmyeTcsa ompenelieHre MEXIYHAPOTHOTO
HOPMAaJIN30BaHHOTO OTHOIIICHUS BceM IamueHTam ¢ JIT,
TTOJTyJaIOIINX aHTUKOATYISHTBI HEIPSIMbIC, W TTallMCH-
tam riepen YUBKC [6, 48].

EOK 1C (YA 5, YYP C)

— PexomeHayercst obmnit (KITMHAYECKUI) aHaIIN3
MO4M BceM matreHTaM ¢ JII 11T MCKITIOUeHMST COITyCTBY -
IOIIEH TTaTOJIOTUH.

EOK wer (Y11 5, YYP C)

2.4. NucTpymeHTanbHble AMarHocTuyeckue
uccnenoBaHua
2.4.1. dnekTpokapavorpadus

— PexoMenmyeTcs perucTpamus 3JeKTPOKapANO-
rpaMmbl (DKI') BceM TmammeHTaM IIpU IIEPBUIHOM 00-
CJIEIOBAaHUM U B TIPOIIECCE TMHAMUYIECKOTO HAOIIONCHUS
It BRIIBIeHUS crienuduuecknx DKI-usmenennii [17,
43,49, 50-53].

EOK wer (V11 2, YYP A)

Kommentapuu. Hopmansnsiii 6ud IKI ne uckarouaem
duaenos JIT, npu smom usmenenus na IKI eecoma pacnpo-
cmpanenst y nayuenmos ¢ JII. Onu mocym exaouams 3y-
oey P 6 eude “P pulmonale”, omkaonenue snekmpuueckoil
ocu eénpaeo, npuzHaxku eunepmpoghuu u nepeepyziu 112K,
onokady npaeoil Hoxcku nyuka luca u yonuueHue unmep-
eana QTc. DKI-npusnaxu eunepmpouu I12K: yeeauuenue
amnaumyost 3ybya R u coomunowenus R/S 6 npasovix om-
6€0eHUsIX, UMeom HedOCMAaMmMOUHYI YYECMEUMEeNbHOCHb

(55%) u cneyughuunocms (70%), umobvr 6bims UCHOAB30-
BAHHBIMU 8 Kauecmee CKPUHUH208bIX, M020a KaK nepeepy3-
ka [12K siensemcs 6onee uyecmeumenshvim npuznakom [49].
Pacwupenue komnaexca QRS u nponroneayus unmepsanra
QTc ceudemenscmeyrom o msxycecmu 3a004€6aHUsL U ACCO-
yuuposawsl ¢ Hebaazonpusmuvim npoerozom JI [50, 51].
Cynpagenmpukyasprole HapyuwleHus pumma 4auje 603HuU-
Karom 6 danreko 3auieduux cmadusx 3a601e6anus, npueo-
05 Kk dexomnencayuu senenuit CH [52]. Y 25% nayuenmos
¢ JIAT 6 meuenue 5 nem HabawOeHus pecucmpupyromcs
mpenemarue uau ubpusnayus npedcepouii (DII), 3nauu-
meabHo yxXyduiarouue npocHO3 NAYUeHMAa NPU HeGO3MOMNC-
HOCIMU 80CCMAH0BACHUSL CUHYC08020 pumma [53].

2.4.2. PeHTtreHorpacdusa opraHoB rpygHON KNeTku

— PexkomMenmyeTcst ipoBeeHNE TIPUIIETBHON PEHT-
reHorpacdu OpraHOB TPYAHON KJIETKM BCEM TAllMeHTaM
¢ JIT muist yTouHeHUsI IPUYMHEI 3a00JeBanus [6, 21, 54].

EOK ner (YI/1 4, YYP C)

Kommenrapun. Ha momenm nocmanosxu OuaeHo-
3a y 90% nayuenmoeg ¢ UJIAI penmeenoepamma epyoHoil
KAemKu Hocum namonoeudeckuti xapakmep [21]. Dmu u3-
MeHeHUsl 8KAIUAm JUIamayulo cmeona 1e204Hol apme-
puu (II dyea no aeeomy Koumypy cepoua) u obeonerue ne-
204H020 COCYOUCMO20 PUCYHKA, pedice paculupeHue npasoix
Kamep cepoua. Penmeenoepagus epyoHoil Kaemku modcem
nomous 6 duggepenyuarvuom duaerose JII, demoncmpupys
NPU3HAKU, XaApaKkmepHbvle 04 Namoao2uu neekux (epyn-
na 2), uau 3acmoiinvie s64eHUs NpU 3a001e6AHUSX 1€6bIX
Kamep cepdua (epynna 3), a makice cneyugpuuecKue npu-
3HaKu psoa pedkux 3abonsesanuil [54]. B uesom msicecmo
JIT y kasncdoco omdenvHoeo nauuenma He Koppeaupyem co
cmenenvio penmeeHosoeuveckux uzmenenui. Tax ce, kax
u 6 cayyae ¢ IKI, HopmanvHas penmeenoepamma epyoHol
KAemKu He Uckarouaem Haauuus y nayuenma JI1.

KommniekcHoe uccienoBanue (h)yHKIMHM BHEITHETO JbI-
XaHUS

— PexoMeHayeTcs MPOBOAUTH MCCIENOBAaHUE HE-
CTIPOBOLIMPOBAHHBIX ABIXaTEIbHBIX OOBEMOB 1 TIOTOKOB,
uccienoBanne MudOy3nOHHON CITOCOOHOCTU JIETKUX
BceM nanuenTam ¢ JIT my1st ucKiTroueHusT TTaToJIOTUM JIeT-
Kux [6, 28, 55-59].

EOK 1C (YA 2, YYP A)

Kommenrtapun. Boinoanenue uccredoganus (ynkuyuu
8HeuHe20 ObIXaHus nomozaem OUAeHOCMUPOBAmMy NAMONO0-
2UI0 Ne2KUX U OUeHUMb CIeneHb ee majcecmu, Ymo Heobxo-
OuMo 045 NOHUMAHUSL ee “NPOoNoPUUOHANbHOCIU” YPOBHHD
JIT. ayuenmot ¢ JIAI moeym umemo neckoe uau ymeperHHoe
YMeHbUeHUe Ne20YHbIX 008eM08, ACCOUUUPOBAHHOE C M-
acecmoro 3abonesanus. ObcmpykmugHvle U3MeHeHUs He-
munuunst 03 JIAL Ilpu anaiuse eazosoeo cocmasa Kposu
napyuanbroe dagieHue Kucaopoda 8 apmepuatbHoll Kposu
(Pa0,) 6 nokoe ocmaemcsi 6 npedenax HOPpMbL UAU HECKOAb-
KO CHUJICEHO, a napuuaivHoe dasaexue Juokcuda yenepooa
(PaCO,) cHuxceno ecaredcmeue anb8eoNsPHOU UNEPEeH-
muasyuu [56]. Cruncenue DLCO paszseusaemcs écned-
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Tabnuua 5

Onpepenexnune BepoaTHocTu JIIM Ha ocHoBaHUM AaHHbIX AXOKT [6, 43]

CKOpPOCTb TPUKYCNMAANLHO Peryprutaumm, M/c

<2,8 unu He n3mepsieTcs HeT

<2,8 unu He n3mepsieTcs na

2,9-34 HeT

29-34 na

>34 He TpebyeTcs

Cokpawenust: JIM — neroyHas runepteHaus, IxoKIm — axokapamorpadpus.

cmeue U3MeHeHUus: 86eHMUNIUUOHHO-nepy3uontoix (B/I1)
coomHoutenuii 6 ycaosuu JII u éecoma namoenHomMoHU4HO
onsa nayuenmog ¢ JIAI' [55, 57]. Huskuii yposens DLCO,
0COOEHHO 8 COYEMAHUU CO CHUMNCEHUEM OblXAMeNbHbIX 005~
emog, moxcem ceudemenvcmeogams 00 accoyuauuu JIAT
¢ CCI, a maxxuce mpedbyem oughgpeperuuanvHoeo ouazHosa
¢ UHMEPCMULUANbHBIMU 3a001€8aHUAMU AeeKuX (epynna 3)
u BOBJI [58, 59]. Kpaiine nuskuii ypogens DLCO y nayu-
enmoe ¢ JIAI, onpedenennviii kax 45% om doadxcHoeo, ac-
couuuposan ¢ naoxum npoerozom [55]. XObJI kax npuuuna
eunokcuuecxoil JII duaenocmupyemcs npu Haasu4uu Heobpa-
MUMbIX OPOHX000CMPYKMUBHBIX UBMEHEHUI NpU ChUpoepa-
Quu, uacmo couemarOuuxcs ¢ ygeauvenuem 0Cmamo4Ho20
o0sema aeekux npu 600untemu3mMoepaduu U 603MOICHbIM
cruxcenuem DLCO. /s eaz06020 cocmasa apmepuanbHoll
kposu nayuenmos ¢ XObBJI xapakmeprno cuuxcenue PaO,
npu HopmanvrHom uau noswviwennom PaCO, [58]. Taxcecmo
amebuzemol u/unu UHMeEPCMUYUANIbHORO 3a001e6aHUsL Ne2-
Kux modxcem Oblmb OUeHeHa ¢ NOMOUbI0 KOMUbIOMEPHOLL
momoepaguu (KT) evicoxoeo paspewenus. Couemanue M-
Quzemvl u Qubdpoza seekux modxcem npusoOUMs K Nceeio-
HOPMAAbLHOU Kapmuhe NpU 8bINOAHEHUU CRUPOMempUU, npu
amom DLCO ocmaemcsi cHuxcerHol. Imom ghakm noduep-
Kueaem Heo0X00UMOCMb MPAKMOBAMb Pe3YAbMAambl KOM-
NACKCHOU OUeHKU (QYHKYUU AeeKUX, ONUpasch Ha OaHHble
BU3YANUUPYIOUWUX MeMOO08 UCCAeD08AHUS 80 U30eNcaHue
duaenocmuueckux ouubok [28].

IMommcomuorpadusi 1 HOYHASI OKCUMETPHS

— PexomeHayeTcss MpOBOMUTH MOJUCOMHOTPADUIO
WV HOYHYIO OKcuMeTpuio maruentam ¢ JII' mpu momo-
3peHUM Ha HAJINYKME HAPYIIEHWI ABIXaHUSI BO CHE WJIN
aJIbBEOJIIPHONM TIoBeHTH AU [28, 61-63].

EOK wer (V11 2, YYP B)

Kommentapuu. Pacnpocmpanennocms HOUHOU eunokce-
Muu u HapyuieHus ObIXaHus 60 cHe cpedu navuermos ¢ JIAI
docmueaem 89%, umo noduepkueaem 6ajicHOCMb OUAHO-
cmuKku u Koppekuyuu smux cocmosuui [60, 61]. Y nayu-
eHMO8 C CUHOPOMOM 2UNOBEHMUAAYUU HA (OHE 0NCUPEHUs
(cunopom Iluxeuxa) u npu couemanuu XObJI ¢ cunopomom
obcmpykmuenoeo annoe 6o cHe JII' ecmpeuaemcs wacmo
(epynna 2) u, kak npasuno, accoyuuposana ¢ Ouc@yHkuyuell
12K u naoxum npoenozom. B smoii nodepynne nauuesmos
ahghekmuena HeuHeasuHas BeHMUAAYUS N€2KUX, NO3BONS-
rowas 6 psde cayuaes NPaKmMu4ecKy HOpManu308ams NoKa-
3amenu cemodunamuxu MKK [62, 63].

Hanuyne pononHutensHeix AxoKr-npusHakos

BepositHocTb JIT no AaHHbIM IxoKI
HM3Kas

cpenHss

cpenHsis

BbICOKas

BbICOKas

Oxokapauorpadusi

— Pexomennyerca npoBeneHme DxoKI BceM mamm-
eHTaM ¢ rono3peHneM Ha Haixuuue JII' B kauecTBe ckpu-
HUHTOBOTO HEMHBA3WUBHOTO JMArHOCTUYECKOTO HCCIIe-
noBaHus 6, 43, 64-66].

EOKIC (YA 2, YYPA)

Kommentapuu. 9xoKI ocmaemcs eduncmeennwvim He-
UHBA3UBHBIM CKPUHUHROBBIM MEMOOOM, NO380ASI0UUM
ouenums JJIA y nayuenmog ¢ nodosperuem ua JII. Ilpu
amom IxoKI ne moxcem ucnoav3ogamocs kak memoo e-
pugurkayuu duaenoza JII. OdHomomeHmHO ¢ pacuemom
MJIA OxoKI noszeonsiem @viseums CmMpPyKmMypHO-@QYHK-
YUOHANbHBlE U3MEHeHUsl Kamep cepoya, 4mo GadcHO 05
oughpeperyuanvroeo duaeHoza u cmpamuuKauyuy pucKa
y nayuenma c JII. Ilpunyunst oyenku kamep cepoua no-
OpPOOHO U3N0JICEHbl 8 COOMBEMCMBYIOUWUX DEKOMEHOAYUsX
Esponeiickoii accoyuayuu cepde4yHo-cocyoucmoii eu3y-
aauzayuu (EACVI) u Amepukawnckoeo sxokapouoepagu-
yeckoeo obuwecmea (ASE) om 2015¢ [64]. Pacuem CIJIA
¢ nomougpro dgyxmeproii IxoKI ocroevieaemcs Ha onpede-
AeHUU NUKOBOU CKOPOCMU MPUKYCRUOANbHOU pe2ypeuma-
YUu U UCNOAb308AHUU YNPOULeHH020 ypasHeHust bepnyaiu
8 COYemaHuu ¢ OUeHKOU daeneHusi ¢ Npasom npedcepouu
(I1I1). /lasnenue 6 IIII moxcem bvimov paccuumano nymem
usmepeHust duamempa Hudxichei noaoiu eéenvt (HIIB) u eeo
U3BMEeHeHUs1 8 3agucumocmu om a3z deixanus: duamemp
HIIB <2,1 cm u cnadenue na edoxe >50% ceudemenvcmey-
tom o HopmanvrHom oagnrenuu 6 I1I1, pasnom 3 mm pm.cm.
(6 npedenax 0-5 mm pm.cm.), moeda kax duamemp HIIB
>2,1 cm u cnadenue na doxe <50% uau <20% npu cnokoii-
HOM Obixanuu eoeopsm o evicokom dasaenuu 8 I111, pasrom
15 mm pm.cm. (8 npedeaax 10-20 mm pm.cm.). B cayuae,
Koeda duamemp HIIB u cnadenue npu Ovixanuu He coom-
8emcmayom 0003HAHeHHbIM UHMEepP8AaNam, moxcem Obimo
UCNOAB308AHO NPOMENCYMOUHOE 3HAYeHUe, pasHoe § MM
pm.cm. (6 npedeaax 5-10 mm pm.cm.). Oonaxo, yuumoieas
HemouHocmu ouenku daeaenusi ¢ Il u yseauuenue no-
epeunocmell U3MepeHusi ¢ NOMOUWbI0 NPOU3BOOHBIX nepe-
MEHHbIX, PeKOMeHAyemcsi NPUMEeHsIMb NOCMOSHHO-80AHO-
60€e DONNAEPOBCKOe Kapmupoganue 0s UsmepeHusi NUK0GOI
ckopocmu TP (a ne pacuemuoe CIHJIA) 6 kauecmee ocHos-
HO020 nokazamensi 041 onpedenenus eeposmuocmu JII' no
dannoim IxoKI (maba. 5) [65]. Ilpu smom y nayuenmos
¢ maxcenoit TP ee ckopocmb modxcem Obimb HeAOOUeHeHa
U He 00AJCHA U30AUPOBAHHO NPUMEHAMbCS 051 UCKAIOHEHUs.
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Tabnuua 6

[ononHutenbHble AxoKI npu3Hakuy, noBbiwaoLwWwme ypoBeHb BeposaTHocTu JII
B IONOJIHEHUE K nu3MmepeHuio ckopoctu TP [6, 43]

Xenynoukn NA

CootHoLueHve auameTpos MXK/JTX Ha ypoBHe
6asanbHbix cermeHToB >1,0

YnnoLeHne Mexokenyfo4koBOI Neperopoaku
(N3 JIX >1,1 B cucTony u/wnu grnactony) peryprutauum >2,2 m/c

Onamvetp JIA >25 mm

Bpewms yckoperws kposoToka B BTTIXK <105 m/c
/WA CPEAHECUCTONNYECKOE NPUKPBITUE

CKOpOCTb paHHel ANaCTONNYECKO NyNbMOHANLHO

HMB n N

[AunameTp HMB >21 MM B CO4ETaHUM C YMEHbLLEHVEM
cnapeHus Ha Baoxe (<50% C peakvMM BLOXOM HOCOM
nnam <20% Ha PpoHEe CMOKOMHOTO AbIXaHUs)

Mnowaap MM >18 cM? (M3MepeHne B KOHLIE CUCTONbI)

CoxkpaueHusi: BTIK — BbIXOAHOM TpaKT NpaBoro xenynouka, 9 — nhaekc akcueHTpuyHocTy, JIA — neroynas aptepus, JDK — nesbii xenynouek, HMB — HikHsis nonas

BeHa, MX — npaBbli xenygouyek, MM — npasoe npeacepave.

TaGnuua 7
AnropuTtM guarHoCTUKM B 3aBUCMMOCTU OT BeposiTHOCTU JII no aaHHbIM AxoKI
Yy NauMeHTOB C KIIMHUYECKUMU CUMMTOMaMU NpuY Hanu4uu unm orcytcteun GP JIAT u XTI
[6, 43, 64-66]

BepositHocTb JIT N0 AaHHBIM Mpwu oTCYTCTBUM PaKTOPOB pUCka YYP EOK Mpw Hannuum dakTopos pucka  YYP EOK
OxoKI JAT/XTNT yoa JIAT/XTINr Yoo
Hwn3akas PaccmoTpeTb anbTepHaTUBHbIN B3 llaC PekomenpoBatb B3 llaC

[narHos Ox0oKI-KOHTPOAb
CpepHss PaccmoTpeTb anbTepHaTUBHLIN B3 llaC PekomenpoBatb B2 llaB

[nmarHo3 n 9xoKr-koHTponb noobcenegoBaHue,

B03MOXHO PacCMOTPETh c5 IIbC Bksioyast HBKC

noobcnenoBaHve
Bbicokas Loobcnenosanue, Bknoyas YBKC A2 IC PekomenpoBatb A2 IC

noobcnenoBaxve,
BkJoyas YBKC

Cokpawenus: EOK — EBponeiickoe o6wecTBo kapanonoros, JIAI — neroyHas aptepvanbHas runepteHaus, JIN — neroyHas runepteHsus, YA — ypoBeHb AOCTOBEp-
HOCTV JoKa3aTenbeTs, YYP — ypoBeHb yoeauTensHoCTi pekomengaumii, XTOJIT — xpoHuyeckas Tpomb6oambonunyeckas neroyHas runepteHans, YBKC — upesBeHosHas

KaTeTepusaums cepaua, IxoKI — axokapauorpadms.

Hanuqus JII. Coenacro pexomendauusm EOK no aeuenuro
u duaernocmuxe JIT' (2015), eeposmuocmo JIT modxcem 6oimo
OleHeHa KaK 8blCOKAsL, NPOMENCYMOUHAs U Hu3Kas. /s 00-
Ae2ueHuUsl U CMaHdapmu3ayuy 8vl6opa ypoeHs 8eposmHO-
cmu JIT npedaoxcenvt donoanumensuvie IxoKI npusnaxu
NOMUMO meX Kpumepueg, Komopbvle 0CHOBAHbI HA CKOPOC-
mu TP (maba. 6). Dmu npusHaku xapaKmepusyiom pas-
mep TIK u eco nepeepysky dasaenuem, xapakmep cKopocmu
kposomoka u3 1K, duamemp neeounoii apmepuu u HIIB,
a makxce naowade I111. HUx uszmepenue peerameHmupo8aHo
pexomenoayusmu EACVI [64, 66]. Humepnpemauus DxoKI-
OQHHBIX 8 KAUHUYECKOM KOHMeEKCme 8adcHa 045 onpedeneHus
nokasanuii K YBKC (maba. 7). B cayuae evicokoii éeposimHo-
cmu Haauvust JIT'y cuMIMOMHBIX NAYUEHMO8 UX PeKOMeHdY-
emcsi HanpaeAsimby 8 IKCHNepmHble YeHmpbl 015 0aNbHelluleco
obcnedosanus, exarouas YBKC. Y nayuenmos ¢ npomedxncy-
MOUHBIM PUCKOM OanbHellulee 00caedosanue ueaecoodopasHo
obcyxcdams moavko npu Haauyuu PP uau cocmosinuil, acco-
yuuposannwvix ¢ JIAI uru XTOJII. Hanpomus, nayuenmot 6e3
DP u accoyuuposannvix ¢ JIAI u XTI cocmosuuil Hyic-
daromcest moavko 6 dunamuyeckom IxoKI nabarodenuu uiu
o0cydcOeHUlL ANbMEPHAMUBHO20 OUACHO3A.

boavwoe 3nauenue npu nposedenuu IxoKI umeem
ouenka cucmoauueckoi @ynkuyuu I12K, komopas onpe-

deassem npoernos nayueumos ¢ JIAI. B omauyue om JIK,
cucmoauueckas QYHKyus npasoeo obecneuusaemcs 8 0c-
HOBHOM NPOOOAbHbIM COKpaleHuem MUoKapoa, 4mo no3eo-
Asiem oyeHums ee ¢ nomouppto npocmoix IxoKI' napamem-
P08, MAKUX KAk (paKyuoHHoe U3MeHeHUe e20 NAouwaiu,
CUCMOAU4ecKas IKCKYPCcUsi RA0CKOCMU MPUKYCRUOANbHO20
koavua (TAPSE), cucmoauueckas ckopocms Koavua mpu-
KycnudaabHo20 KAANAHA 8 MKAaHe8oM donnaepoepaghute-
cKom pexcume, npodoavHas degpopmauus (Strain), ckopocms
degpopmayuu (Strain rate) u uroexc npouzeo0UmenbHOCMU
112K (Tei index) [68, 341].

— Pexomennyetcsa nposenenne DxoKI upecrnmiie-
BomHOU manmeHTam ¢ JII' myist uckimoueHuns: BHyTpucep-
JEYHBIX IIYHTOB [6, 69, 70].

EOK ner (Y1 5, YYP C)

Kommentapun. Boisiaenue BIIC — odua u3 eajcHbix 3a-
dau 6 OJuggepenyuanrbHo- OUAZHOCMUYECKOM aA20pUmMme
boavroeo ¢ JII. Haubonee uacmoil npuuuHoil npekanuiispHoll
JIT no-npexcremy ocmaromesi cenmanshvle oepemol, OMKpbl-
MbLl apmepuanbHblii NPOMOK, AHOMAALHBLI OPEHAdIC 1e20HHbIX
6en u dpyeue, 6 m.u. caoxcrvie BIIC. Ilayuenmam ¢ nodospe-
HUeM Ha cenmanvHble Oehekmol UL YACMUYHBII AGHOMAAbHDLLL
OpeHadic Ne204HbIX 8eH Ueaeco00pazHo GbINOAHIMb Ypecnule-
600HOe u/unu Koumpacmuoe (co écnenerrvim 0,9% pacmeo-
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pom Hampus xaopuda) IxoKI uccredosanue 6 couwemarnuu
¢ Opyeumu Memooamu eu3yanu3ayuu (MaeHUmMHO-pPe30HAHCHO
momoepachuu (MPT), mysvmucnupanbHoil KOMAbIOMEPHOU
momoepagpuu (MCKT) aeekux c KoHmpacmuposanuem,).

B/II cuunTurpadus serkux

— Pexomenmyercst mpoBeneHne CUMHTUTPAGUU JIeT-
KUX 1epdy3MOHHON B COYETAHWUU CO CUMHTUTpadueit
JIETKUX BEHTWISIIMOHHOM marmenTam ¢ JIT mist uckimo-
yenusa XTDJIT [6, 71-76].

EOKIC (Y42, YYP A)

Kommentapun. [Inanapuas B/II cyunmuepagus nee-
KUX 5186A5€MCsl CKPUHUH208bIM MEmOO0OM, HO360ASIOUUM UC-
Karouums mpombosmboruueckuil eewes JII. Omcymcemeue
deghexmoes nepghyuu npu HOPMANbHOU GEHMUAAUUU NO-
3eonsem ¢ uygcmeumenvrocmoio 90-100% vs 51% 6 cayuae
nposedenuss MCKT 6 aneuoepagpuueckom pexcume u cneyu-
@uunocmoro 94-100% uckarovums XTOJT [72]. Ocrosroe
oepanuterue OAHHO020 Memooa — BblCOKAsT 0051 HeUHGOp-
MAMUBHBIX Pe3y1bmamos, 0COOeHHO Yy NAUUeHmos cmapuie
75 nem npu Haauvuu 3Hauumoll namonoeuu aeekux. OoOHako
docmynnocms B/II cuunmuepaguu neexux 6 Poccutickoil
Dedepayuu oepanu1ena KpynHoIMu yeHmpamu gedepansHoeo
3HAUeHUst, NOIMOMY 8 DOAbUUHCIEBE CAVYHAe8 BbINOAHAEMC s
UCKAIOMUMENbHO NAAHAPHAS NepOY3UOHHAS CUUHmMUepapus
Aeekux. B amoil cumyayuu 015 UckAoueHus 1e204HOl Namo-
A02Ul GEHMUASUUOHHYIO CUUHIMUSPADUIO Ne2KUX MONCHO 3a-
MeHumbs Ha penmeenoepaguro epyouoil karemru uau MCKT
N€2KUX, B8bINOAHEHHble HeOABHO NO OMHOWEHUIO K CUUHMU-
epaguu. Cnedyem ommemums, 4mo makas NPaKmuKa Ha ce-
200HAWHUI OeHb He uMeem JoKa3amenbHoll 6azvl. B psade uc-
c1edosanuil 6bL10 NOKA3AHO, MO 00HOGDOMOHHAS IMUCCUOH -
Has komnvromepuas momoepagpus (ODPIKT) npesocxodum
no yyecmeumenvHocmu naanapuyio B/I1 cyunmuepaghuro
8 nAaHe UCKAHHeHUs: MPOMO0IMOOAUUECKO2O NOPACEHUS
pyeaa neeounoil apmepuu [ 73-75]. [lpu coemecmnom ucnons-
soeanuu ODPIKT u nuzrkodosoeoii KT oas ckpununea XTIJIT
MoxcHo nosvicums cneyuguurnocms ODIKT ¢ 88% do 100%
3a cuem 603MONCHOCIU OOHOMOMEHMHOU OUAZHOCMUKU Na-
moaoeUy AeeKux y nayueHmos ¢ depexmamu nep@ysuu.
Takoii HosbLil noKazamens, KAk UHOeKc nepepacnpeoeseHus
nepysuu neekux, usmeperuiii ¢ nomouipro ODPIKT, oka-
3a4c51 3aMemHO CHUdICeHHbIM Y nayuenmog ¢ JIAT npu cpag-
HEHUU ¢ HOPMAABLHOU NONYAAyUell, U Modcem 6 baudcatiuiem
o0yoywem cmams NOMEHYUANbHBIM MaPKepoM cocyOucmoll
namonoeuu MKK [76]. Hapsady ¢ smum, nedagro nokazauo,
Ymo makdas Ho8asi MeXHON0USL, KAK MpexmepHoe MACHUMHO-
Pe30HaHCHOe nep@y3uoHHoe KapmupogaHue, obaadaem co-
nocmasumoil 4yscmeumenvHocmoro npu ckpururee XTI
¢ mpaouyuonHoil nep@y3uontoil cyunmuepagueil [77, 78].

KT opranoB rpynHoii KjieTKd U aHTHOrpadus JeroyHoi
apTepuu U ee BETBei

— Pexomennayercst npoBeneHue KT opranos rpyn-
HOW TOJIOCTU C BHYTPUBEHHBIM OOJIOCHBIM KOHTPACTH-
poBanuem BceM manueHTam ¢ JII' nist BeIsiBIeHUST TIpU-
yuH 3a0oneBanus [6, 43, 71, 79-88].

EOK ITaC (Y1 2, YYP B)

Kommentapuu. KT opeanog epyonoii nosocmu ¢ Hy-
MPUBEHHBIM OONHOCHBIM KOHMPACMUPOBAHUEM — WUPOKO-
docmynHbiii Memood uUccaed08aHusl, ¢ NOMOULIO KOMOPO2O
MOJCHO NOAYHUMb BAICHYIO UHPOPMAUUIO O NAMOA0UU
cocydos, cepdua, nNapeHXuMvl NeeKUX U OpeaHos cpedo-
cmenus. Ilo pesyromamam KT mooxcno 3anodospums Ha-
auyue JIT, udenmuguyuposams npuuuny JII, maxkyr kak
XTOJIT unu 3a601e6anue neekux, evisieums npusnaxu JIAI-
accoyuupoOBanHbIX COCMOANULL (Hanpumep, OULAMAYUsL nU-
wesoda npu CC/ uau nasuuyue BIIC), a makice noayuums
ungopmayuio o npoenoze 3abonesanus [79]. Iokasano,
umo makue NPU3HAKU, KAK yeeauyeHue ouamempa neco4-
Holl apmepuu (229 mm), coomHouleHue OUAMempo8 ae2ou-
Holl apmepuu K eocxodsawel aopme >1,0 u coomnouwenue
duamempa ceeMeHmapHol apmepuu K ouamempy OpoHXa
bonee uem 1:1 6 mpex uau uemoipex 045X N€2KUX, UMEHOM
8bICOKYI0 cheyuguynocms 0as duaenocmuku JII [80, 81].
MCKT noszeonsiem demanvHo 6uU3yaAU3UPOBAMd NAPEH-
XUMY U OUEeHUMb UHMePCMULUANbHblE U3MEHEHUS NeeKUX
VY NYAbMOHON02UMECKUX NAYUEHMO8, NOMO2As MeM CaAMbIM
NpagUAbHO UHMEPNPemUpo8ams pe3yibmamsl KOMHAEKC-
HOU oueHKU yHKkyuu eHewneeo dvixanus. Tlomumo smo-
20, MCKT — smo ocrosnoit memoo duaenocmuxu BOBJI.
XapakmepHole uzmeHenus: 8 ude UHMEPCMUYUANbHORO
OmeKa NecKux ¢ UeHmpaibHblMU 3aMeMHeHUIMU 6 eude
“mamosoco cmekaa” u ymoaweHuem uUHmMpaioOyAsIPHbIX
nepezopodok ykazwieaiom na duaeno3 BOBJI; k donoanu-
MeAbHbBIM HAX00KaM caedyem omHecmu AUM@PadeHonamuio
u evinom 6 naegpanvroil nosocmu [82, 83]. Caedyem om-
Memumb, Ymo uMeHeHUs 6 euoe “mMamogoeo cmekia” mu-
nuunbt 0ns nayuenmoe ¢ XTOJII, seassce caredcmeuem B/I1
Hecoomeéemcmeuil. Pejice usmenenus no muny “mamogoeo
cmekna” ecmpeuaromes y nAyUeHmos ¢ 0aneko 3auleouiu-
mu cmadusmu JIAT [79]. B kauecmege donoanumensHulx Ha-
X000k, xapaxmepHvix 045 JII, Hepedko @vis6asiOMC Kanb-
yuukayus u uzeumMocms Ae204HolU apmepuu, Obicmpoe ee
cyscenue K nepughepuu, eunepmpous u ouramayus I1K,
yeeauuenue coomuouterus ouamempos 11K u JIK, pacuu-
peHue 6pOHXUANbHBIX apmepUll, a maKice 3a0poc KOHmMpac-
ma 6 neuenourvie gervl. MCKT opeanoé epyomnoil knemku
¢ KOHMPACMHbIM YCUNEHUEM U BbINOAHEHUEM GEeHO3HOll
U apmepuatbHoil (paz s1645emcst OCHOBHbIM Memooom Oua-
enocmuku BIIC, XTOJIT u cocyducmoix manvghopmayuii.
IlIpu smom 6 cayuae XTOJII' dannviit memod uzyaruzauuu
PYCAa Ae20MHOI apmepul nomozaem 6 onpedeienul onepa-
beabHOCMU NAUUEHMO8, OUEeHUBAs MOppoa02U0 mpombo-
MUYeCK020 NOPAdNCeHUsl Pycaa Ae204HOU apmepuu: Haiuuue
OKKAM3UIL OCHOBHBIX UU 001e8bix éemeeil JIA uau npesanru-
POBAHUE CeeMEeHMAPHO20 U CYOCeeMeHmapHo2o ypogHs No-
PAdICeHUsl ¢ HaAuuem 6Hympucocyoucmix msoiceil, cemei
unu nepemsicex [84-86]. MCKT opearoé epyouoii kaemku
ABAAEMCST BANCHBIM UHCIMPYMEHMOM CB0e8DeMEeHH020 OUd-
ghepenyuarbHo20 0UacHO3a MAKO20 2PO3HO20 OCAOICHEHUS
mpaucKkamemepHoil 6AAN0HHOU AHSUONAACMUKU 1e20YHOU
apmepuu (BAIIJIA), kax penep@y3uoHHbLil OmeK ne2K020
[87]. Takoii omnocumensHo HOGblL Memod, KAk 08YXIHep-
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eemuyeckas KT, ¢ nomoupto nocmpoenus HUoOHbIX Kapm
no360a5iem OUeHUmMs COCMosiHue nep@y3uu neekux 6ez npu-
MeHeHUs paduoHYKAUOHbIX Memo006 uccaedosanust. O0HaKko
OaHHbIX 0 YYBCMEUMEAbHOCIU U CheyUpuUUHOCMU OAHHO-
20 memoda ¢ yeavlo ougppeperyuanvrozo duaerosa JIAI
u XTOJIT 6 nacmosiuee epemss HeOOCMAmMoYHO 0AsL PYyMUH-
Hoeo npumenerus [8S].

— PexomeHnnyercst mpoBenaeHue aHTuorpadpuu Jje-
TOYHOI apTepuu M ee BeTBeil mpu oOclenoBaHUU Tia-
meHToB ¢ XTOJIT M BpOXACHHBIMU aHOMAJIUSIMU TS
OLIEHKU MX onepabesbHOCTH [6, 71].

EOK IIaC (YA 5, YYP C)

Kommenrtapun. Huseasuenas aneuoepagpus necounoil
apmepuu u ee gemeell (aH2UONYNbMOHOPAPUSL) O0AICHA
BKAIOUAMb 6 ce0s1 NPSIMYI0 U OOKOBYI0 NPOEKUU) Kaxicdozo
N€2K020 6 pedcume CyOmpaKyuy u OueHu8amocs 8 CoHema-
Huu ¢ MCKT-aneuoepagueii aecounoii apmepuu. Pewenue
6 NO0Ab3Y BbINOAHEHUS. MPOMOIHOAPMEPIKMOMUU U3 1e20H -
HOU apmepuu uau OANNOHHOU AHUONAACMUKU @emeell jle-
204HOLUL apmepul NPUHUMACMCSL KOANeUANbHO 8 IKCNEPIMHOM
yenmpe JII' [8§9]. Aneuonynvmonoepaghus neobxoduma oas
8U3YANU3AUUY APMEPUOBEHOZHbIX MANbOOPMAUULL Ne2KUX
u Hexkomopwix BIIC (omkpoimbiii apmepuanbublii RpOMox,
AHOMANBHBLI OPEHANC Ne20UHBIX 6eH) 045 OanbHeliueeo 00-
cydcoenus 603moducHocmU xupypeuteckoli koppexuuu [90].

— Pexomennyercs nposenenne MPT cepaua n ma-
TUCTPANIbHBIX cocynoB mauueHtam c¢ JII' mist oneHkm
CTPYKTYpPHO-(YHKIMOHAIbHBIX n3MeHeHuil 12K u ne-
royHoi aprepun [91-98].

EOK wer (Y11 2, YYP B)

Kommentapuu. MPT cepdya u macucmpanshuix cocy-
008 — 3MO MOUHbLI U BOCNPOUZBOOUMDLI MEeMOO 8 OUeHKe
pasmepa, mopgonoeuu u gyukyuu 112K, on nosgonsem uz-
Mepums KpOBOMOK HEUHBA3UBHBIM CNOCOOOM, 8KAHOUAsL yoap-
HbLil 00BeM, cepOeurblil 8bI0POC, PACMAICUMOCMb 1€20HHOU
apmepuu u maccy I1K. Y nayuenmoes ¢ nodospenuem na JII'
Haau4ue OMCpPoHeHH020 HAKONAeHUsl eA00AUHUSL, CHUJICEHUE
DPACMANCUMOCIU 1€204HOL apmepuu U pempozpaoHblii MoK
UMeOm GbICOKYI0 NpoeHOCMU1eckyto 3navumocms [91-94].
O0duako Hu 00un u3 napamempos MPT cepoya He noszeonsem
uckarouums JII. Y nayuenmos ¢ nodospenuem na BIIC MPT
cepoua modcem ObiMb NONE3HBIM MemMOOOM NpU HEOOHO3HAY -
Hoix pesyrsmamax IxoKI-uccaedosanus u MCKT. Jlannbie
MPT cepdya moeym ucnoas3o8amocs 8 oueHke npoeHo3d
y nayuenmog ¢ JIAT [95-97]. MPT-aneuoepagus ¢ kou-
MPACMHbIM YcUuneHuem u 6e3 Heeo umeem c60U nepcneKmussl
6 U3YHeHUl coCyOUCMOo20 pycaa y NauUeHmos ¢ npeonosaea-
emoit XTOJII, ocobenno y bepemerHbIX npu nOOO3peHUU HA
XpOoHUueckue mpomoosvl, MOA0ObIX NAUUEHMOB8 UAU NPU HA-
AUMUU NPOMUBONOKA3AHULL K UCHOAB308AHUI0 11000c00epoica-
wux Koumpacmuwix cpedcme [98].

— PexoMeHnayercsi mpoBeneHUE YIbTPa3ByKOBOTO
HCCTIeOBAaHUSI OPTAaHOB OPIOIITHON TTOJIOCTU (KOMTUIEKC-
HOro) BceM mateHTam ¢ JIT' myist uCKITIoueHus maTosio-
MY IeYeHU U/WIKM MOPTalbHOM rumnepreHsuu [6, 99].

EOKIC (Y445, YYP O)

KommenTapun. Yiompazeykosoe ucciedoganue opeaHos
OPIOWHOU NOAOCMU MOMCEM NOMO4Yb 8 OUACHOCINUKe MAKUX
JIAT-accoyuuposannbix cOCmosHULl, KaK NOPMANbHAs eUu-
nepmensus. Ilpumenenue KOHMPACMHBIX CPeOCME U yeem-
H020 0ONNAEPOBCKO20 KAPMUPOBAHUS NOBbIULACH MOYHOCHb
Oduaenocmuxu. OOHAKO HaAuvUe NOPMANLHOU eUnepMeH3UU
Moxucem 0bimb Q0CMOBEPHO NOOMBEPHCOCHO UAU UCKAHHUE-
HO moavko 60 epems evinoanenuss YBKC nymem uzmepenus
epaduenma 0aénerust mexncdy c60000HbIM OagieHuem 8 ne-
YeHOUHOU BeHe U O0asaeHUueM 3AKAUHUBAHUS 6 NeYeHOYHOU
eene [99].

— He pekomeHnyeTcs nmpoBeneHUe OMOIICUU JICTKO-
ro naunreHTam ¢ JIAT ns Bepudukauuu auartosa [6].

EOKIIIC (YIA 5, YYP C)

YBKC

— Pexomennyercs npoBenene YBKC manmentam
¢ nomo3peHueM Ha Hanuuue JIAD nis moaTBepKaeHUS
JIMarHo3a M OIpeNesIeHNsT TAKTUKY JedeHus [6, 12, 43,
100-113].

EOKIC (V11 3, YYP B)

— Pexomennyercs npoBenene YBKC manmentam
¢ XTOJIT mns moaTBepKAeHUS AUarHO3a 1 OoNpeneieHUs
TakTUKY JedeHns [6, 12, 43, 100-113].

EOKIC (V11 3, YYP B)

— Pexomennyerca mpoBomuth UBKC manmenTam
¢ JIT TOmpKO B YCIOBMSIX IKCIIEPTHOTO IICHTpa BBUIY
CJIOKHOCTH BBITIOJTHEHUST U TIOTCHIIMAIBHBIX PUCKOB IJIST
ManyenTa, CBI3aHHBIX ¢ TIpoLeaypoii [6, 12, 43, 100-113].

EOKIC (V11 3, YYP B)

— PexoMeHIyeTCsT BBITOTHEHNE THMATHOCTUYICCKOMN
YBKC maumentam ¢ BITC s olieHKM ortepabelbHOCTH
[6, 69, 70].

EOKIC (VI 5, YYP C)

— Pexomennyercsa npoBenenne YBKC manmeHTam
C maToJIorueii JeBbIX Kamep cepila (rpymnmna 2) Win rnarto-
JIoTHei lerkux (rpyrma 3) mepen TpaHCIDIaHTalllue cep-
11a, JIETKUX WJIM KOMIUTeKca cepare-ierkue [6, 158, 215].

EOKIC (VI 5, YYP C)

— PekomeHmyeTcs paccMOTPETb BO3MOXHOCTD TIPO-
Benennss YBKC y mamyeHTOB ¢ TTOA03peHMEM Ha I1aTo-
JIOTUIO JIEBBIX KaMmep cepaiia (Tpyria 2) uiv maToJorTuio
Jerkux (rpymra 3) mpu Hea(P(GeKTUBHOCTHA CTaHIapTHOMN
Teparuu Wi tuddepeHINaIbHOTO JUarHo3a U BEIOOpa
cTpareruu yieueHus [6, 12, 43, 100-113].

EOK IIbC (VIO 5, YYP C)

— Pexomennyercs nposenenne YBKC y maumeHTOB
¢ JIAT n XTOJIT nis oueHKHN 3(PPEKTUBHOCTU JICUSHUS
[6, 12, 43, 100-113].

EOK IIaC (VI 5, YYP C)

— PexomengoBano usmepenue K/ B JIXK manm-
eHTam ¢ JII' B paMKax 30HIMPOBAaHMUSI KaMep cepana Ipu
HeBo3MOXHOCTH onpenenenus JI3J1A [6, 100-109].

EOK IIaC (VI 5, YYP C)

Kommenrapun. /[ns eepupurayuu JII, onpedenenus ee-
MOOUHAMUUECKO20 8APUAHMA, OUCHKU CMeNneHU 2eMOOUHA-
MUMeCKUX HapYUeHUil, a makice 045 NP08eoeHUs 8a30peakK-
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muernoeo mecma y nayuenmog ¢ MJIAI, naciedcmeennoii/
naexapemeennoll JIAI 11-111 K noxkazana YBKC. YBKC
0012CHA NPOBOOUMBCSL NOCAE BbINOAHEHUSI 8CEX OCMANbHBIX
Memo0oos 00c1e008aHUSL OA51 CYICEHUSI 2PYNNbl NAYUEHMO08,
mpebyowux Kamemepusayuu. Pe3yromamor uneasugnoix
U3MepeHuil eeMoOUHaMUKYU caedyem UHMepnpemupo8ams
6 KOHmeKcme KAUHUYeCKOU KapmuHbl U OGHHbIX GU3YANU-
3UPYIOWUX Memodos uccaedosanust, 8 ocooennocmu IxoKI.
IIpoyedypa YBKC uneasuenas, Ho puck pazeumus 0CA0HC-
HeHUll npu ee @binoAHeHUU 6 sKcnepmublx uyenmpax JII,
6 m.u. u pamanvhwix (0,055%), kpaiine nuzoxk [100]. 4BKC
A645€MCcsT MeXHUYECKU CAONCHOL npouedypoil, mpebyouei
OMm UCHOAHUMENST DOAICHORO ONbIMA U BHUMAHUS K Dema-
ASIM 0451 NOAYUEeHUs. KAUHUYECKU NOAe3HOU UHpopmMayuu.
Ocobennoe sHumarnue caredyem yoeasimov cAeOVIOUUM MO-
MeHmam:

* HUccaedosanue npogooumcsi 8 NOA0JCEHUU AexHca HA
ChuUHe, ¢ NOCMOAHHbIM MOHUMOPUHSOM OCHOBHBIX (DU3UO-
noeuneckux napamempos. Cocyoucmoiii docmyn uepe3 6Hy-
MPEHHION APEMHYIO 8eHY UMeem NpeumMyuecmeo neped uc-
Nn0Ab308aHUEM OpYeUX 6€H, NOCKOAbKY A6AemCcs Kpamuaii-
WUM K NPABbIM Kamepam cepoya.

* Buewmnuii npeobpazoeamensv dasnenus (mpaucovio-
cep) dondicer OblMob OOHYAEH 8 NOAOICEHUU NAYUEHMA Nexca
Ha cnuHe Ha YypoeHe cpeOHe2pyOHOll AUHUU, KOMOpas pac-
CUUMBIBAeMCsl KAK NOA0BUHA PACCMOSIHUSL Mexcdy nepedHell
2PYOUHHOU AUHUell U NOBEPXHOCMBIO KPOBAMU U COOMBEen -
cmeyem ypostio JIII [101].

» Jlasaenue 00a%CHO Obimb U3MEPEHO 6 Ne20HHOL ap-
mepuu, 8 noroxcenuu J3JIA, ¢ TIK u I111. Bce usmepernus
0012ICHbL BbINOAHSAMBCS 8 KOHYE HOPpMAanbHo2o bidoxa. Ilpu
UCNOAB308AHUU Kamemepa ¢ 0AAN0HYUKOM HA KOHUe, 0an-
A0HYUK caredyem pazdysams 6 111 u nocaredosamenvro npo-
dsueams 00 docmudicenus no3uyuu 3axaunueanus. Heavss
cdysambs u pazdyeamsv 0ANN0HYUK 6 OUCMAAbHOM omdene
A€204HOU apmepuu, m.K. MaKoi MAHe8p C8A3AH C PUCKOM
paspuiea neeounoll apmepuu. J3JIA seasemces cyppoeam-
HbiM noxazamenem oasénenus ¢ JII u K JI2K, noamo-
My 6 pacuem caedyem Opame cpednee U3 mpex uamepeHull.
B cayuae comnerus ons noomeepiicoenus 00CmudiceHus no-
N0JCEHUsL 3AKAUHUBAHUSL B03MONCEH OOHOMOMEHMHbLIL 3a60p
Kpo8U Ha aHAAU3: camypayus 6 3a0panHom obpasuye Kpoeu
0012ICHA COOMBEMCMB0BAMb YPOBHIO 8 CUCINEMHOM KPOBO-
moke [101]. Unmepnpemayuio J[3/IA credyem nposodums
C Y4emoM KAUHUMeCKUX OaHHbIX, M.K. y 00HO20 U MO020 Jice
nayuenma 3mom NOKA3amenb MOJNCem MeHsImbCs ¢ meye-
Huem epemenu [102]. KIJI JI2K mak xce, kax u JI3JIA, om-
paxcaem dasaenue ¢ JIII. Imo obcmosmenscmeo cayxcum
@usuonoeureckum 000CHOBAHUEM B03MONCHOCMU UCHONb-
308anus 6 pacyemax noxkasameneii eemoodunamuxu MKK
(mparcnynsmonanvroeo epaduenma u JICC) KIJI JI2K eme-
cmo J[3JIA 6 cayuasx mexuuueckux 3ampyoHeHuil ¢ 0ocmu-
JHceHuem 3aKAuHUgaHus eemeu necounoil apmepuu. Oonako
Heo0X00UMO NOMHUMb 0 MOM, 4O NPU MANCEAbIX NOPOKAX
MUMPANbHO20 KAANAHA (MUMPAABHOM CMeHOo3e UAU MU-
mpanvroii vedocmamournocmu III-1V ecm.) K[ JI2K nedo-

ouenusaem daenenue 6 JIII u, maxum obpazom, He moxcem
UCNONB308AMBCS 0451 pacHemog noxkazameneil eeMoOUHamu -
ku MKK. Caedyem nomuums, umo y nauuenmos ¢ 3abone-
saHusmu nesvlx Kamep cepoua J3JIA moxncem cHuxicamvcs
<15 mm pm.cm. Ha ¢pone mepanuu duypemuxamu [103-
105]. B nodobuuix cayuasx, a maxaice o5t npogedeHus oug-
gepenyuanvroeo duaenoza mexncdy JIAI u JII' ecaedcmeue
duacmonuueckoil ducynxuyuu JI2K obcyscoaemes: 603moxuc-
HOCMb nposedeHusi 0cmpoll 00HOI Ha2py3Ku 8 gude 6010C-
Ho2o esedenus 500 ma 0,9% pacmeopa nampus xaopuoa
¢ nosmopusim uzmepenuem 3JIA [106]. Odnako 6 Hacmo-
Auwjee 8pems omcymcmaeyiom ybedumenvhvie 00Ka3amens-
cmea, noomeepicoaroujue 6e3o0nachocms U duasHocmuue-
CKYH0 YEHHOCMb MAaKoeo nooxooa, Ymo 02paHuiueaem e2o
pymunnoe npumenerue [107-109]. s udenmugpuxayuu
nauuenmos ¢ duacmoauyeckoil oucgynxyueil JIXK, a mak-
ace 0451 QUHAMUYECK020 HAOAI00eHUs. NAUUEHMO8 C YPOGHEM
cpeorneeo NJIA (20-24 mm pm.cm.) moxcem Obimo NoAe3HA
ouenka eemoounamuxu MKK npu ©H [11, 12, 111, 112].
OdHako Ha cecoO0HAWHUL JeHb IMOM Memood makdice He
CMaHOapmu3uUpo8ar u Hyxucoaemces 8 OaibHeliuem uccaedo-
8anUU neped gHedpeHuem 6 PYMUHHYI0 KAUHUMECKYI0 NpakK-
muky [43].

* Bo epemsa kamemepusayuu 004%4ceH 0CyueCmensimo-
cs1 3a00p apmepuarvholl, 6eHo3Holl kposu u3 I111 u cmewan-
HOU (ne2ouHas apmepusi) 6eHO3HOU KPOGU C onpedeneHuem
2a306020 COCMABA KPOBU 8 YCA08USX ObiXaHUs ammocghep-
HbIM 8030YXOM U 8 OMCYMCMBUU UH2AAAUUU Kucaopoda™ ™.
IIpu nodozperuu na anomanshblil OpeHadc 1e20UHbIX 8eH 00-
NOAHUMENbHO Joadicer OblmMb ocyuecmenet 3a00p Kpogu 0as
OKcUMempuu U3 eepxreil u Huvchell noavix een. Camypauyus
Kucaopooa 6 ae2ounoii apmepuu >75% ceudemenvcmeyem
0 HaAU4UU 1€80-NPAB00 WYHMUPOBAHUs KPOBU U mpedyem
Hacmopoxcennocmu 6 omuoutenuu Haauvus BIIC.

* Munymunoiii 06sem Kposoobpauierus ciedyem usme-
PAMb Memoo0oM MepMOOUAIOYUU UAU APAMBIM/HENPIMbIM
memodom Duka. PekomeH008aHo mpexKpamuoe uzmepeHue
MUHYMHO20 00B8eMa Kp0oBoOOpaueHuss Memooom mepmo-
ounoyuu, NOCKOAbKY 2MOom memod no38oasiem HOAYHUMb
docmogepHble pesyrbmamol dadxce y NAYUEHMO8 C HUKUM
cepoeyHbIM 8bIOPOCOM U/UAU MANCEN0U MPUKYCRUOANbHOU
peeypeumauueil [113]. Y nayuenmos ¢ enympucepoeutvi-
MU WYHMamu O UBMepeHUst cepoeHo20 6b10poca 00ANCeH
npumeHsamocs moavko memod Puka, m.xk. Memood mepmo-
duaroyuu 6 0aHHOM cayyae HemoueH 8ciedcmeue paHHell
peuupkyasyuu egederroeo 0,9% pacmeopa nampus xaopu-
da. Jlns eévinoanenus pacuemos memodom Duxa mpebyemcs
npsamoe usmepenue nompebaeHus. Kucaopooa, Komopoe ma-
A000CMYNHO 8 WupoKoil npakmuke. [lpu Henpsamom memode
Quka ucnoawv3yemcs: nokazamens 00ANCHOU NOMPeOHOCIU
8 Kucaopode, KOMopas paccuumvl8aemes: NPoePaMMOLL, uc-
X00s1 u3z pocma u eeca navuenma. Takoi nooxod npuemaem,
HO docmosepHOCIb Memoda 6 IMOM CAyHae HeCcKOAbKO CHU-
Jcaemcsi.

* JlanHole, noayuenHvle pactemHvim Nymem U3 noKasa-
mesneit YBKC, sxnouarouue cpednee JJIA, mpancnyromo-
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Tabnuua 8

OcHoBHble ¢GOpMyrbl ANS pacyeTa reMOAMHaMUYeCKUX nokasaTenei

Mokasartens

CpenHee OJ1A, MM pT.CT.
CepaeyHblii MHAEKC, 11/MUH/M?
JICC, en. Byna

TN, MM pT.CT.

AN, MM pT.CT.

®dopmyna

(CONA +2*0J1A)/3
MOK/nnoLuans NoBEPXHOCTU Tena
(cpen. OJTA — 1311A)/MOK

cpen. OJ1A — O3N1A

OONA — O371A

Cokpawenus: /J1A — nnactonmyeckoe AaBneHune B nerodHon aptepum, A3J1A — nasneHve 3akinH1BaHWS neroyHoi aptepun, AJ1A — naBneHve B NeroyHol apTepuu,
ANC — ppuactonuyeckunii NynbMoHasbHbIN rpagmeHT, JICC — neroyHoe cocyauctoe conpoTuenerne, MOK — MuHyTHbIN 06bem kpoBoobpatuenus, CAJIA — cuctonuye-

CKOe [laBneHve B neroyHoi aptepum, TINIM — TpaHCnyNbMOHaNbHbIV FPagneHT.

Hanvhotil epaduenm, 1T, JICC u cepdeunsiit undexc (CH),
UCNONB3YIOMCSL 8 OnpedeseHUl 2eMOOUHAMUYeCK020 8apU-
auma JII' u cmpamuguxavuuu pucka nayuernmog. Qopmynv
pacuema OCHOBHbIX 2eMOOUHAMUYECKUX noKazamenell npu-
6edervl 6 mabauye 8.

— PexomennoBano mauueHtam ¢ WMJIAIL, Hacneny-
emoit JIAT, JIAI, unayuMpoBaHHO MpUEMOM JieKap-
CTBEHHBIX IIperapaToB WKW TOKCUHOB, IIPOBEACHNE Ba-
30peakTUBHOTO TecTa Bo BpeMmst YBKC mist onpenencHms
rnmoteHMaabHO 3¢ dextusHocTn Jeuennst BKK [6, 43,
114, 115].

EOKIC (YA4 5, YYP C)

— PexoMmeHIOBaHO IpoOBeIcHNUE Ba30pPCaKTHUBHOIO
tecta nauueHTaMm ¢ MJIAT, nacnenyemoii JIAT, JIAT, nu-
IYIIIPOBAaHHOI IPHUEMOM JIEKAPCTBCHHBIX IIperapaToB
WJIA TOKCUHOB, TOJBKO B YCIIOBHSIX 9KCIIEPTHOTO IEHTPa
B CBSI3U CO CJIOKHOCTBIO BBITIOJTHEHUSI I MHTEPITPETALINI
IaHHBIX [6, 43, 114].

EOKIC (YI4 5, YYP C)

— PexoMeHayeTcs pu IIpOBENCHNN Ba30peaKTUB-
Horo Tecta mauueHTaM ¢ WMJIAT, nacnenyemoir JIAT,
JIAT, "HAYyUMPOBAHHOK MPHUEMOM JIEKapCTBEHHBIX Tpe-
ImapaToB WJIM TOKCMHOB, B KauyeCTBE Ba3omujaTraTopa
MKK npumensaTs nHransgunodnsii NO [6, 116].

EOKIC (YI4 5, YYP C)

— PexomeHmyeTcst paccMOTpeTh BO3MOXKHOCTD TIPH-
MEHEHMST MHTAISIIIMOHHOTO MJIOTIPOCTA B KAYECTBE Ba30-
mmratatopa MKK mpu mpoBemeHnr Ba3opeaKTUBHOTO
tecta nauueHTaMm ¢ MJIAT, nacnenyemoii JIAT, JIAT, nu-
IYIIAPOBAaHHOI IPHUEMOM JIEKAPCTBCHHBIX IIperapaToB
I TOKCUHOB [6, 116].

EOK IIbC (Y111 5, YYP C)

— PexoMeHmyeTcs IpUMEHSITh CIEOVIOIINE KPH-
TepUU IS OLCHKN Ba30pEeaKTUBHOTO TeCTa KakK II0JI0-
KUTEIBHOTO: CHIDKeHUe cpenHero JJIA Ha >10 MM pT.
CT. TIPW YCJIOBHMU MOCTVKCHUSI aOCONIOTHBIX 3HAUCHUMA
<40 MM pT.CT. B COYCTAaHUM C HEM3MEHHBIM VTN YBEJIH-
YUBILIKMMCS CepAEeYHBIM BEIOpOcoM [6, 43, 114].

EOKIC (YI4 5, YYP C)

— He pexomenayetcs ucnonb3oBath BKK, kuciao-
pon**, cungeHaduna v Apyrue npenaparbl, CHIXAOLIUE
nasneHue B MKK, nmpu npoBeneHUn oCcTporo Ba3opeak-
tuBHOTO Tecta nauueHtaM ¢ UJIAIL, nacnenyemoii JIAT,

JIAT, nHAyLMpOBAaHHOI MPUEMOM JIEKAPCTBEHHBIX IIpe-
rmapaToB WJIM TOKCHMHOB [6, 43, 114].

EOKIIIC (YA 5, YYP C)

Kommentapuu. Kpumepues noaoxcumenvhoeo éazope-
akmugHoeo mecma docmueaiom He boaee 10% nayuenmos
¢ UWIIATL. Ilpu ompuyamenvbHom 8a30peaKmuéHoM mecme
UAU HEBO3MOJCHOCMU BbINOAHEHUS 8A30PeAKMUBH020 mec-
ma mepanus bKK ne nokazana.

Koponaporpadus

— PexomeHmoBaHO IpoBenecHUE KOpoHaporpadum
nauueHTaM ¢ JIAI' mpu HaIMYUKU CUMIITOMOB CTEHOKAp-
nnu un OP niemndeckoil 601e3HM cepalia, a TaKxkKe
MpU TUIAaHUpPYIOIIeMcsl onepaTuBHOM jedyeHnu XTOJIT
WIM Tiepe TpaHCIUIaHTalMel JIeTKuxX y mauueHToB ¢ JII
[6, 340].

EOK IIaB (YA 5, YYP C)

2.5. NHble pnarHocTuyeckmne nccnepoBaHus

TeneTnueckoe o0cienoBanue

leHeTMYecKOE KOHCYJIBTHPOBAaHMWE MallMCHTAM
¢ JIAT cnenmyer npemyiaraTb B UHAUBUAYAJIBLHOM IIOPSII-
ke. C y4eToM BO3MOKHOTO BJIMSIHUS ITOJIOKUTEITBHOTO
WJIN OTPUIIATEIBHOTO pe3yibTaTa Ha IICUXOJIOTUIECKOe
COCTOSTHHE OOJBHOTO, TCHETHMYECKOE TECTHUPOBAHUE
W KOHCYJIBTAllUU CJAEAYET MPOBOAUTH B YCIOBUSIX MYJIb-
TUAUCUMIUIMHAPHOTO TIOAXO0HA C IIPUBJICYCHUEM CIIe-
muaarcToB 1o JII, KOHCY/IBTaHTOB TEHETUKOB U TICHXO-
soroB. [eHeTHYeCcKOe KOHCYJIBTUPOBAHNE W CKPUHUHT
BMPR2-myTanimu peKOMEHIyeTCsI MalMeHTaM co cTiopa-
nnyeckumu dhopmamu UJIIAT, JIAT, accoumnpoBaHHO
C TIPUEMOM TIperapaToB IS JICUCHUS] OXUPECHUS IIeH-
TpaJbHOTO JecTBUS, N ceMeiHBIX ¢opmax JIAT [37].
Ecimu BMPR2-mytanust He oOHapyKeHa, TO MallieHTaM
¢ cemeitnoi JIAT, manmentam ¢ UJIAT momnoxe 40 ner
WU TIpU Bo3HUKHOBeHUM JIAD y manmeHTa ¢ cemeii-
HBIM aHAaMHE30M HACIIeACTBEHHONM TeMOpparndecKoi
TeJICaHTUOAKTa3UNU MOXKET OBITh MPEMIOKEH CKPUHUHT
Ha Haymune Mmytauuii B reHax ACVRLI n ENG. Tlpu
orcyrcTBuu MyTtaumiit BMPR2, ACVRLI n ENG-TeHOB
BO3MOXEH TIOMCK Ooiyiee penkmx myraumii (KCNK3,
CAVI n 1.1.). [1alMEeHTOB CO CIIOPATUYIECKON WIIN Ce-
meitHoit (popmoit BOBJI/JIKI cinemyeT obciienoBath Ha
Haymune EIF2AK4-mytanuit [117]. TlpucyrctBue 6m-
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ajutenbHOM EIF2AK4-MmyTaumy TOCTaTOYHO JJTIST TTOJI-
TBepxxaeHns auarHoza BOBJI/JIKI 6e3 rucromoru-
YeCcKOTO McciaeaoBaHus. BBumy Manioil JOCTYITHOCTHU
TeHEeTUYECKOTO TeCTUPOBaHUS ophaHHON MHaTOJIOTUU
B Poccuiickoit Menepaniny reHeTUYECKOE TECTUPOBaHNE
OTHOCHUTCS K JOTIOJTHUTEILHBIM METOoIaM 00CIeTOBaHUS
y mauueHToB ¢ JIAT.

— PexoMeHIoOBaTh B MHAWBUIAYAJIbHOM ITOPSIIKE
MIpOBeleHNEe TeHETUYECKOTO TeCTUPOBAHUS MalleHTaM
¢ NJIAT, cemeitnoit JIAI' u JIAI, accouuupoBaHHOI1
C TIpUEMOM TIperapaToB JJid JIeUeHUs OXUPEHUS 1IeH-
TpaJbHOTO AEHCTBUS, a TaKKe OECCUMITOMHBLIM pPOJI-
CTBEHHUKAM TIEpPBOI JIMHUU TTallUEHTOB C U3BECTHLIMU
MYTalMSIMU I BBISIBJICHUST TPYIIBI pUCKa Pa3BUTHUSI
JIAT [37].

EOK ner (VI 5, YYP C)

2.6. inarHoCcTM4eCcKnin anroputm

C ydyeToM HEOOXOOMMOCTH pPaHHEU MMATHOCTUKH
JIAT n XTOIJIT, 3aboneBaHmii ¢ KpaiiHe HebGJIaronpu-
SITHBIM IIPOTHO30M, OTMATrHOCTUYCCKUMA aJTOPUTM OBLI
nepecMoTpeH akcrieptamMu B 2018T 1 onTUMU3UpoOBaH
IyTeM 4eTKOTO pa3rpaHNICHUsI TIEpBUIHOTO 00OCIemoBa-
HUS MalUEHTOB BHE 3KcrepTHoro ueHtpa JIAI u nanb-
HEHUIIero CrenaIn3npoBaHHOIO JOOOCICIOBAaHUS OTO-
OpaHHBIX MALIMEHTOB B 3KCIIEpTHOM IieHTpe. Kpome To-
T0, TTOSIBUJIACH OITLIMST OBICTPOiT OTIIPABKU B 9KCIICPTHHIM
LICHTP MALIMEHTOB, OTHOCSIIMXCS K KAaTeTOPUH BBICO-
Koro pucka pasputust JIAI, a Takxke ¢ BbICOKOI U TPO-
MeXyTOUHO#M BeposTHOCTHIO JII' mo maHHbIM DxXxoKIT.
K aTo0it kateropuu otHocsaTcs nmammeHTs ¢ C3CT, BIIC,
noprajibHOI TunepreHsneii 1 BUY-undexknueit [43].
JMarHOCTUIECKUIA aJITOPUTM TIPEICTaBIICH HA PUCYHKe 1
(ITpunoxenue b).

O0ceqoBaHMe HAYMHACTCS C MOMEHTA IIPEAIIONO-
xeHust Hannuus JIT y 6onabHOro. Jlocrarouno vacro JIT'
O0OHApYXMBAIOT CIYIaifHO BO BpeMsI TPAaHCTOPaKaJIbHOTO
BOxoKI-uccrenoBanmsi, BEIIOJHSIEMOIO IO IPYTUM II0-
kazaHusaM. OXoKI sBseTcss OCHOBHBIM MHCTPYMEHTOM
CKpPUHWHTA, KJIACCU(PULIUPYST BEPOSITHOCTb HATMUUS
JIT. Tlpu BBISIBICHUM IIPOMEXYTOUHOM WMJIM BBICOKOI
BeposiTHOCTH JII' TTarimeHThl BEICOKOTO PHICKA Pa3BUTHS
JIAT momKHBI He3aMEIIMTEILHO HAIPaBISATHCS B 9KC-
MEPTHBIN LEeHTp s moobciemoBaHud. st comtaco-
BaHUS 3TOTO IIIara MOXKET MPUMEHSATHCS 3a0YHasl WU
TeleMeOINIINHCKAasd KOHCYJIbTAIIASI CO CIICIIUAINCTOM
JIAT-uentpa. I[lanmeHntam ¢ HU3KOI BepossTHOCThIO JIT
n OP pazsutns JIAT mim XTOJIT mokazaHo am0OyaTop-
HOE TMHAMWYECKOE HAOIIONCHME IO MECTY XKMTEIbCTBA
¢ nepuonnyecknM BoimonHeHneM DxoKI. K aToit rpym-
TIe TTaIlMeHTOB OTHOCSTCSI, HAIIPUMED, MAIlMeHTHI C XPO-
HUYECKO TpoMOOIMOOINYECKOM OO0JIe3HBIO JIETKUX
(XTOb).

VY ManmeHTOB ¢ TMIPOMEXYTOUHOM M BBEICOKOI Bepo-
arHocThio JII' 6e3 3HaunMbix @P JIAT mo Mecty Xu-
TEIbCTBA JOJIKHO OBITH IIPOMOJLKEHO 00CIenOBaHNME IS

ckpuauHTa XTOJII. bonphble ¢ HammaueMm B/IT medex-
TOB MOTYT TaKxKe HaIIpSIMYIO HaIlpaBJISIThCSI B 3KCITEPT-
HBII LEHTP, TIe OHM BKIIIOYAIOTCS B aJTOPUTM 00CIe-
IOBaHUI U olieHKU orepadenrbHocT XTDJIT. B xome
najibHelero obcienoBaHust 60JbHOro (cO0p aHaMHe3a
3a00eBaHNs M Xano0, pusmkanbHBIN ocMoTp, DKI,
pPEHTTeHOIpaMMa TPyTHOM KJIETKH, MccaemoBaHue (PyHK-
OUW BHEITHETO IOBIXaHWS C OLCHKOI muddy3noHHOM
criocobHocTu nerkux u KT opraHoB IpyaHOI KJIeTKU
C KOHTPACTHBIM YCWICHHUEM IIPU HEOOXOMMMOCTHI) UIACH-
TUGULUUPYIOTCST HauboJjiee yacTole mpuuuHbl JII: cep-
IEYHO-COCYIMCTasl maToioTus (Tpymma 2) u 3abojeBa-
Hus Jerkux (rpymma 3). ITamuenTts: ¢ JIT, “mpomopimo-
HaJTbHOI” BBHISIBIICHHOM ITaTOJIOTUM, TPEOYIOIINE TOJIBKO
JICYCHUST OCHOBHOTO 3a00JICBaHUSI, BBIBOOSTCS U3 Iajlb-
Helirero o0caemoBaHs U HAOTIODAIOTCS TI0 MECTY JKH-
TenbcTBa. OcTanbpHBIC OOJIBHBIC HAIIPABIISIOTCS B 3KC-
TIEPTHBIN LIEHTP IS YIITyOJICHHOTO 00CIICIOBAaHMS 1 BhI-
nomHenus YBKC [43].

B skcneptHom uenTpe JII' mepecMmaTtpuBaroTcst pe-
3yIBTaThl paHee BBITTOJTHEHHBIX UCCIIEIOBAaHUMA, TIpU He-
MOCTAaTOYHOM IS TIPaBIJIBHOM TPAKTOBKU KadeCTBE
WCITOJTHEHUSI HEKOTOPBIC MCCICHOBAHMSI MOTYT ITOBTO-
psatbest. Hanuuue JIT u ee reMomMHaAaMU4YeCKUiA BapyUaHT
olieHnBaloTcd 1o cpenctBaM BeimoaHeHnst YBKC u ipu
HaJIN4IMM TIOKa3aHW Ba30pecaKTMBHOTO TecTa. B 3a-
KJTIOYEHME Y TTAIlMeHTOB C YCTAHOBJICHHBIM ITHATHO30M
JIAT mipoBonsT OoJjiee TOUHYIO IMAarHOCTUKY B Mpeaeaax
kauHnueckoi rpynnbl 1 (JIAT) v kauHU4YecKoi rpyri-
Bl 5 (IpyTHe penkue COCTOSTHMSA). B CI0XHBIX KIMHM-
YeCKHUX CUTyalMsIX W MPU OLIEHKE oIepadelbHOCTH Ta-
mueHToB ¢ BITC u XTOJT HeobxomuMo oOCyXaeHUE
BEIEHMS MallMeHTa MYJIbTUIUCLIUIUIMHAPHON KOMaHIOM
CTICLIMAJINCTOB, BKJIIOYAIOIINX Bpadeil-peHTTEHOJOTOB
U Bpaueii-Kapauoxupypros [71]. B HeKoTophIx ciaydasix
TIPY CIIOXKHOCTHA TOYHOH KiTacCHM(PUKAIINN TeMOTMHAMM-
yeckoro BapuaHTa JII' B ycIOBHSX 3KCIEPTHOTO IIEHTpa
BO3MOXKHO IIpOBeIeHNE TPOOHOI crienmduyuecKoit Tepa-
MU C TIOCTOSTHHBIM MOHUTOPHPOBAHNEM ee 0e30ITacHO-
cti, 3G GEeKTUBHOCTH U TIEPECMOTPOM CTPATCTHH Jieue-
HUS TIpU HeoOxonuMocTH [43].

2.7. OueHka cTeneHn TAXKecTn 3aboneBaHus
U NPOrHo3a >XXxu3Hu nauneHToB C JleroyHom
runepTeH3ven

[Mounck HanboIee 3HAUYMMBIX TTOKA3aTeIei TS OIIeH-
KU CTEIEHU TSDKeCTU 3a0o0eBaHUsI, a Takxke “pabdora-
FOITUX” TIPOTHOCTUYCCKUX (DAKTOPOB OCYIIECTBIISICTCS
B XOI¢ aHajM3a MaHHBIX MEXIYHApOTHBIX HaOJroma-
TEeJIbHBIX perucTpoB namueHToB ¢ JIAT u XTOJT [22,
118-120]. BecbMma cripaBeqIMBO MpeEAIiojiaraTh HaJIM4Inue
BJIMSIHUS HAallMOHAJIBLHOCTU OosibHOTO Ha (peHoTun JIAT,
nporHo3 1 3P (PEKTUBHOCTD CIIeHUUIECKON TepaIuu.
ITpu sToMm peructpsl JIAI' 0OBIYHO comep:KaT Majlo UH-
dopmamnuu 06 3THMYECKOM cocTaBe morynsaunu [121].
He BBIIBICHO 3HAYNMOIT KOPPESIIAN MEXKIY COLTMATh-
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KITMHWYECKWE PEKOMEHZALINNA

JeTepMyHaHTLI NPOrHO3a (IeTanbHOCTL B TedeHne 1 ropa)
KnuHunyeckune npusHakm npaBoxenyno4koBON CEpAE4HON

HEA0CTAaTOYHOCTU
MporpeccupoBaxie CMNTOMOB
CuHkone

DyHKumoHanbHbIN knace (BO3)
TLIX

OprocnupomMeTpus

YpoBHb NT-proBNP

Busyanuaupyrowme metoasl (OXoKI™, MPT cepaua

1 MarvcTpasbHbIX COCYA0B)

lemoamHamuka

Hu3kwii puck <5%
OtcyTcTBYIOT

Het

Het

I,

>440 m

nmkVO, >15 Mn/MuH/Kr
(>65% OT NPOrHo3MpyemMoro),
VE/VCO, akBuBaneHT <36
BNP <50 Hr/n;
NT-proBNP <300 Hr/n
Mnowags MM <18 cm2;
MepukapananbHblil BbINOT
OTCYTCTBYET

ANn <8 mm pr.ct.;

CW 22,5 n/MuH/Mm2;

Sv0, >65%

Puck ctpatudukauum naumenTos ¢ JIAI (agantupoBaHo 13 [6])

YMepeHHblii puck 5-10%
OtcyTcTBYIOT

MepnneHHoe

Pepnkwne cuHkone

I

165-440 m

nmkVO, 11-15 mn/MuH/kr
(35-65% 0T NPOrHO3MpPyeEMOro),
VE/VCO, akuBaneHT 36-44,9
BNP 50-300 Hr/n;

NT-proBNP 300-1400 Hr/n
Mnowags MM 18-26 cm?;
lMepukapananbHoOro BeinoTa HeT
VN MUHUMabHBbIi

Ann 8-14 mm pr.ct,;

CW 2,0-2,4 n/MyH/MZ;

SvO, 60-65%

Tabnuua 9

Boicokuit puck >10%
MpucyTcTByiOT

BricTpoe
[oBTOPHbIE CUHKOME
%

<165m

nmkVO, <11 Mn1/MuUH/KP
(<35% OT NpOrHO3npyemoro),
VE/VCO, akBuBaneHt >45
BNP >300 Hr/n;

NT-proBNP >1400 Hr/n
Mnowags MM >26 cm2;
MepukapananbHblii BbINOT

Ann >14 mm pr.cT,;
CW <2,0 n/MuH/MmZ;
Sv0, <60%

CokpaweHus: BO3 — BcemupHas opraHusaums 3apasooxpaHenus, AMNM — nasnexve B npasom npeacepamu, MPT — mMarHWTHO-pe3oHaHcHas Tomorpadus, MM —
npasoe npeacepave, CU — cepaeuHblii Haekc, TLUX — TecT ¢ 6-MuHyTHO x0ab00ii, AxoKI — axokapanorpadus, BNP — M03roBoii HaTpuitypeTuyeckuii nentua,
NT-proBNP — N-TepmuHanbHbIii GparMeHT MO3roBOro HaTpuitypeTuyeckoro nponentunaa, SvO, — catypauysi KUCIOPOAOM CMELLaHHON BeHO3HoW kposw, VE/VCO, —

BEHTUNATOPHbIN 3kBMBANEHT No CO,, nukVO, — nrkoBoe noTpebneHune KMcnopoaa.

HO-3KOHOMUYECKNM YPOBHEM XWM3HU M (DYHKIIMOHAb-
HBIM CTaTYCOM ITaIlMeHTOB, a TaKXKe BPEeMEHEM IO IT0-
CTAaHOBKU AMAarHo3a M MoKas3aTeIsIMU CMepTHOCTH [122,
123]. KpaitHe nHTepeceH reHIepHbIif aHATN3 PETUCTPOB:
B OOJBIMMHCTBE M3 HUX IPeo0IamaroT KEHITWHBI, HO
IIPpY 3TOM UMEHHO MYKCKO ITOJI aCCOLIMUPOBAH C IIJI0-
xuM nporHoszoM JIAT [118]. DTuonmorns JIAT ocrtaercs
BaXXHBIM IIPOTHOCTUYECKUM (pakTopoM. TpaauIImoHHO
nauneHTwl ¢ JIAT Ha ¢pone C3CT umeror Hanbosiee HU3-
KHe TI0Ka3aTeNIM BDKMBaeMoCTH [124]. OTpuiiaTeTbHBIN
BKJIaII BO3pacTa B MPOTHO3 OOJBHOTO CBSI3aH, IPEXKIE
BCETO, C YBEJIMICHUEM COITYTCTBYIOIIEH mmaToorun. Tak,
Hanipumep, Hamnuune y namueHTa XOBJI (oTHOMIEeHME
puckos (OP) 1,59, 95% AU 1,34-1,90; p<0,001) nnu ca-
xapHoro nuabeta (OP 1,73, 95% U 1,40-2,13; p<0,001)
aCCOIIMMPOBAHO C YBEIMYEHNEM cMepTHOCTH [125].

JIAT' oTtHocuTcsl K 3a0ojieBaHUSIM C KpailHe He-
OaronpuATHBIM TIporHo3oM. [lo maHHBIM permucTpa
HannonanpbHoro mHCTUTYTA 3M0pOBHS COENMHEHHBIX
IITaroB Amepuxu (NIH, 1981-1985), cpenHsisi BbpKuBa-
emocTth nauueHtoB MJIAIL, He monydaromumx crenudu-
yecKoil Tepamnny, He mpeBblmaeT 2,8 roma [21]. B aToit
CHUTyalluy OOJIBIIIOE 3HAYCHUE MMEET OIICHKA COCTOSTHMS
MMaleHTa, B KOTOPOW HOJDKHBI YUYUTBIBATHCS TSKECTh
KIMHWYECKNX TIPOSIBIICHUM, YpOBEeHb (DU3MUECKON pa-
OOTOCITOCOOHOCTH, CTPYKTYPHO-(PYHKIIMOHAJIBHBIC TI0-
kazarenu I12K, remommHamuyeckue mnokasatean MKK
1 KOHIICHTpAIrs 6MoOMapKepoB B TepudepruIecKoit Kpo-
B (Tabi. 9). HecmMoTpst Ha CyOBEKTUBHOCTH TAKOTO TTOKA-
3aTenst, Kak @K (BO3), oH ocTaeTcst omHIM U3 Hanbosee
BaXXKHBIX MPEAUKTOPOB BKMBAEMOCTH TallieHTOB ¢ JIAT.

TonepantHocTh K ®H 00BEeKTUBU3UPYETCS MIPU BBI-
MMOJTHEHNHM TecTa C MIeCTUMUHYTHOU Xombboit (TIIX)
u aprocrimpomerpun. TIHIX gBasiercst HauboJjiee Mmpo-
CTBIM METOIOM OIICHKM (PU3MUIECKOl pabOTOCIIOCOOHO-
CTH TIALIMCHTOB, HO 3HAYMMOM CBSI3M MEXKIY YBEIMICHM -
eM OHUCTAHIIMU TIPOXOXKICHUS B TECTC W MOJTOCPOIHBIM
MIPOTHO30M TAIIMEHTOB, BKIIIOYAsT CMEPTHOCTh OT BCEX
MPUYNH, TOCIIUTATU3AINN 110 TToBoay yxyameHwus JIT,
TpaHCIJIAHTALIMX JICTKUX MW KOMIUIEKCa Cepie-Jier-
KWe, M0 JAaHHBIM 22 KIMHWUYCCKHMX MCCICOOBAHUM, HE
BoeIsiBIIEHO [126]. KonnduecTBeHHas oOlleHKa IOTpedIie-
HUSI KHCJIOPOIa B YCIOBUSIX 3PTOCIIMPOMETPUM OCTa-
eTcsl HamboJjiee TOYHBIM MHTETPAJIbHBIM ITOKa3aTeJieM,
oTpaxaromnM (PYHKIIMOHAIBHOE COCTOSTHME M KOMIICH-
CcaTOpHBIC BO3MOXHOCTH CEpIEUHO-COCYINCTO, JICTOU-
HO# 1 MBIIIEYHOUM CHCTEM, M MOXET OBITH MCIIOJIb30Ba-
Ha JJ1 OLleHKU cTereHu Tskectu JIAT U ee mporHosa
[127]. OgHako Hambosee CUIBHON TMPOTHOCTUYECKOM
3HAYMMOCTBIO y ITauueHToB ¢ JIAI obOnamaioT remoguHa-
MUYeCcKMe TIoKa3aTeln, Takne Kak masienue B 111, CU
¥ caTypalus KHCJIOpOaa B CMEIIaHHOM BeHO3HOIT KPOBU
[128-131]. daBnaenue B I1I1 maeT KocBeHHOE TIpEICTaB-
nenne o tskect qucynkunm 12K, Beaunna CHU 3a-
BUCHT OT YIapHOTO 00BbeMa M OTPaxKaeT TO KOJIMICCTBO
OKCHUTCHUPOBAHHOI KPOBM, KOTOPOE BO3BpAIacTCSI M3
JIETKUX B JIEBbIe Kamephl cepaua. B cBowo oudepenp, ca-
Typamusl KACJIOPOIa B CMEIIAHHONW BEHO3HOM KpPOBU
KOCBEHHO XapaKTepPHM3YET TIKECTh PEeMOMCIUPOBAHMUS
MEJIKUX apTepuoi. B mepedeHp Hamboliee 3HAYMMBIX
TeMOIMHAMMYCCKMX TIOKa3aTeleil He BXOOUT CpemHee
JJTIA. DTo cBsI3aHO € TeM, UTO CHIDKeHMe cpeaHero IJTA
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MOXeT ObITh cieacTBueM nuchyHkumnu [12K, a ymyuame-
HUE KJIIMHUYECKOTro cocTosiHusl 6onbHOro ¢ JIAI kpaiine
penKo TPUBOIUT K €r0 HOPMAJIU3aINN YIIN CHIDKCHUIO.
HckmoueHre COCTaBIISIIOT ITAIIUCHTHI C TIOJIOXKUTCIIBHBIM
Ba30peakTUBHBLIM TeCTOM, Tojydatomue Tepanuio bKK.
[IpomomkaeTcsT MOMCK MaJIOMHBA3UBHBIX, BOCIIPOM3BO-
IUMBIX U HanboJiee JOCTYITHBIX B KITMHUICCKOM TTPaKTHU -
K¢ MapKepoB IIporHo3a u creneHu Tsokectwl JII. OmHako
HanOoJbIIee 3HAYCHUE TTO-TIPEKHEMY MMEET MO3TOBOM
Harpuitypetndeckuii nentua (BNP), yposens koTopo-
IO KOPPEIMPYET C TEMOTUHAMNYCCKIMU TTOKA3aTeIIMU
U CTPYKTYPHO-(PYHKIMOHAIbHBIMU U3MeHeHusimu T12K.

Ha ocHOBaHMM BCeCcTOPOHHETO 0OCIEIOBAHMS CTATyC
IMalreHTa MOXET OBITh KiIacCU(PUIIMPOBAH KaK CTaTyC
HU3KOTO PHCKa, YMEPECHHOTO PHUCKAa M BBEICOKOTO PHC-
Ka KJIMHUYECKOTO YXYOIICHUS WIN cMepTu (Tadi. 9).
XoTsI moCcTOBepHAas OLlCHKA WHAWBUIYAJTbHBIX MPETUK-
TOPOB BCErga TPyaHA, TOAOBAsl JETAIbHOCTh MAallUEH-
TOB, OTHECEHHBIX K TPYIIIIe HU3KOTO PHCKa, COCTABIISI-
eT 5%. KioueBbIMU KPUTEPUSIMU IALIMEHTOB HU3KO-
ro pUCKa CIyXaT Takue Iokasarenu, Kak | miam 11 ®K
(BO3) ¢ mucranmnueit mpoxoxnaeHus B TIHIX >440 M,
nasnenueM B I1I1 <8 mm pr.ct. u CHU >2,5 1/Mun/m?
[10]. TIpenmonaraemast romoBast JIE€TaJIbHOCTD IS TPYII-
bl YMEPEHHOI0 pucka coctasiseT 5-10%. Dta rpymma
npeactasieHa nanueHntamu 111 @K BO3 ¢ ymepeHHO
CHIDKEHHOM (DM3MIECKOl aKTMBHOCTBIO M TIpM3HAKAMU
nmucyakiuu I12K, HO 6e3 KIIMHUYEeCKUX IPOSBICHUN
mpaBoxeaynoukoBoit CH. B rpymire BBICOKOTO pricKa ro-
JI0Bast JIETAJIbHOCTD cocTaBiisieT >10%. J1jist 9TOi IpyIIIIbL
manreHToB xapakrepeH III umm IV ®K (BO3) ¢ mpo-
TPECCUPYIONINM TeUeHUEM 3a00JIeBaHUS M CUMIITOMA-
mu Tsekenaon guchyHkuuu 12K nam KInHUKoOM TpaBo-
xenmymoukoBoii CH ¢ BTopmuyHO#T AucHYHKIMENH Ipyrux
opranoB. [loka3aTenu, yKaszaHHBIC B TaOaMIE 9, MOTYT
pacnpenensiTbCsl HEMocaen0BaTebHO, T.€. MOTYT Haxo-
IUTHCSI B Pa3HBIX KATETOPUSIX prCKa. BEIOOp TaKTHKM Je-
YeHUs TalMeHTa JTOKeH OCHOBBIBATHCS Ha KOMITIEKC-
HO1 OIICHKE peKOMEHIIyeMBIX ITOKa3aTeeii.

3. JleueHue, BKNIOYAsA MEOUKAMEHTO3HYIO
M HeMeaVKaMEHTO3HYIO Tepanum,
aueTtoTtepanuio, 06e300n1BaHue,
MeaAUuLUUHCKUe noka3aHuns v npoTuBonokKka3aHng
K NPUMEeHEeHUo MeTo40B Jie4eHUda

B mpuHATOI B HacTosIee BpeMsl CTpaTeTUW Beme-
HU TTaiueHToB ¢ JIAI MOXHO BBIICINTH TPU OCHOBHBIC
COCTAaBJISIONINE: OOINEe PeKOMEHIAIINM, TTOAIePKIBa-
IOIIYIO Teparnuio u cnenuduueckyo Tepamnuio JIATL [6,
115]. IlpuMmeHeHue TIperapaToB MOAACPKUBAIOIICH Tepa-
MY HE OKA3bIBAaeT BIMSIHUS Ha BBIKMBACMOCTD TTalleH-
ToB ¢ JIAT, ToTma Kak MCIOJIb30BaHME CITeIIU(PUIECKIX
IIperapaToB MPUBOIUT K YBEIMICHUIO TIPOTOJIKUTEITh-
HOCTH XKM3HU ITallMCHTOB, YMCHBIICHHWIO KOJMYCCTBA
TOCTIATATTN3AINNA W YBEINICHUIO BPEMEHU 10 KIMHUYC-
CKOTO YXYAIICHUS W TPaHCIIAHTAINHN.

3.1. OOwue pekomeHgauum

C maumeHTOM HeoOXOOUMO OOCYXKIATh €T0 eKeTHEB-
HYI0 pabodylo aKTUBHOCTb, IUIAHUPOBAHWE CEMBH,
KOHTPAILCIIINIO M TOCTMEHOIIay3aJbHYI0 TOPMOHO3a-
MECTUTEIBLHYIO TEPAITNIO, ITOATOTOBKY K IIJIAHOBBIM XH-
PYPTHUYECKNM BMeIIATeIbCTBAM, MPOMIIAKTUKY MH(DEK-
IMOHHBIX 3a00JIeBaHM, TICUXOCOIMAIBHYIO TTOIIEPXKKY,
MYyTEIIEeCTBUSI, IPUBEPKCHHOCTD JIEKAPCTBEHHOM Tepa-
MUY M HEOOXOOMMOCThL HAOJIOAEHUS CIelraJnucTaMu
akcreptHoro ueHrpa JII. IlpumepHo y 35% nauueHTOB
¢ JIAT pa3BuBarTCsI TPEBOXHBIC COCTOSIHUSI, TTaHUYE-
CKME aTaKW M JIeTpeccus, KOTOPbIe TeCHO B3aMOCBSI-
3aHbI C TSLKeCTho cumnToMatuku JIAI 1 orpaHudeHu-
eM ¢u3muecknx Bo3MoxHocTeit [132, 133]. [Moompenne
nanueHToB ¢ JIAI u ux cemeit mpuderarb K MCUXOJIOTH-
YeCKOM MOMOIIM, aKTUBHOMY YYaCTHIO B TPYIIIAX ITOMI-
IepXKKM TAIIMeHTOB MOXET ITOJIOKHUTEIHLHO BIMSATH Ha
IpusTe 3a00JIeBaHMSI, agalTallid K HEOIPeACICHHO-
CTH, CBSI3aHHOI C KM3HEYTPOXKAIOIIUM XPOHUICCKUM
3a0o0yieBaHNEM, M KOHCTPYKTUBHOII COBMECTHOIT paboTe
00JIBHOTO U Jieyamnero Bpada. C yueToM HeOJIarompusT-
HOTO IIPOTHO3a 3a00JIeBaHMsI, HCOOXOIMMO 3apaHee Tija-
HUPOBATh OPraHMU3aLIMIO yX01a 3a 00JIbHBIMU [6].

— PexkomeHnyeTcsl mpoBeaeHUE 3aHATUI TTO KIWHU-
KO-TICUXOJIOTMYECKOM aganTaluu rmanueHToB ¢ JIAL mng
CHIDXKCHUSI PUCKa Pa3BUTUS TPEBOXHO-ACIIPECCUBHBIX
cocrostHuiA [6, 132, 133].

EOKIC (Y14, YYP C)

IlnanoBble XupypruyeckKue BMelaTe IbCTBa

JII' — He3aBUCUMBII TTPEIUKTOP 3a00JIEBAEMOCTH U Jie-
TasibHOCTU (4-24%) 1py HEKAPAUOXUPYPIUYECKUX BMeE-
maTeabcTBax. [IpUHUMIIMAIBHBIM SIBJISIETCSI COOTHECEe-
HUE PUCKA W TIOJNB3BI IJISI KOHKPETHOTO ITAIIMEHTA TIpU
TUTAHUPOBAaHUU XHPYpPrUUecKoro yieueHns. Hambombime
PUCKHU JICTAIBHOCTU M TPYTHOCTH IIEPHUOIICPAIIIOHHOTO
BeICHUST HAOMIONAIOTCA Y TIAIICHTOB C BIICPBBIC BHISIBIICH-
HOIf Ha MOMEHT OIlepaTUBHOIO BMelaTenbcTBa JII. B mo-
JMOOHOM cUTyalluW MO BO3MOXHOCTU HEOOXOIUMO Tiepe-
HECTU BpeMsI BBITIOJTHEHUS IIAHOBOTO XUPYPIUIECKOTO
BMEIIATEIbCTBA U HAIIPAaBUTh MAIlMEHTA B SKCIIEPTHBIN
LEHTP /151 TOJIHOLEHHOTO 00CIeI0BaHUS C BBIIOJHEHU-
eM YBKC 1 Ba3opeakTHUBHOTO TeCTa IT0 TTOKa3aHUSIM C T10-
CeyIOLIUM ITon0opoM crienuduueckoil Tepamnuu [6].
Heob6xonumo onieHUTH creneHb TsekecTu JIAIL u pyHKImo-
HaJbHBIN CTAaTyC MalMeHTa, AeTaIbHO OOCYIUTb 00bEM
omepai, aHeCTE3NOJIOTIIECKOEe IT0CO0ME, BOBMOXKHOCTD
ncnoiab3oBaHuss NO, WIOIPOCTa U SKCTPAKOPIOPATLHOM
MeMmOpaHHoit okcureHaumy (DKMO). Bee obcnemoBaHms
u orrruMmu3anuio tepanun JIAD kemateIbHO BEITIOTHUTH
HE TT03IHee YeM 3a 2 Held. IO IIPeAIoaracMoro orepa-
TUBHOTO BMemaTenbeTBa [140]. Ilpyu maHnpoBaHUM XU~
PYpPruyecKoro BMeIIaTeJIbcTBa clienyeT MHPOPMUPOBATh
MalMeHTa O BO3MOXHBIX ITEpHOIEPAIMOHHBIX PHUCKaX,
CBSI3aHHBIX C XapaKTepOM OIICPAaTHMBHOIO BMEIIATEILCTBA
¥ aHECTE3MOJIOTTICCKOTO TIOCOOMSI, 1 O BOZMOXKHOM YXYI-
meHuu TeueHus JIAI u pucke JieTaJibHOro UCXO/a.
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— PexoMeHmyeTcs oTmaBaTh IMPEOIIOYTCHUE PETHO-
HapHOIT aHEeCTe3MH TIPU TIAHOBBIX XMPYPTUICCKUX BME-
marejabcTBax y nauveHToB ¢ JIAIT nisg npenynpexaeHust
pasBuTHA ocaoXHeHuH [6, 115, 140].

EOK IIaC (Y11 4, YYP C)

[MpuHSATO CYNUTATH, YTO JIATIAPOCKOITMUECKIE BMEIIa-
TETBCTBA COMPSIKEHBI ¢ MEHBIIICH cepIedHO-COCYINCTOM
JIETAIbHOCTBIO, YeM OTKPHITHIC TTOJOCTHBIC OICPAIUM.
Onnako y nanueHToB ¢ JIAI THeBMOIIepUTOHEYM WA
KoMIIpeccusl nuadparMbl HapylaloT BEHTUJISLIMIO JIeT-
KHX, MOTYT 3HAUMTEIBbHO YBEIMIUTD ITOCTHATPY3KY IT2K
U cripoBouurpoBath Kpus JIAT.

— PexkoMeHmyeTcss paccMOTPETh BO3MOXHOCTb MU-
HU-JTAIIapOTOMHUIECKOTO JOCTYIIA IT0 CPAaBHEHMIO C JIaIta-
POCKONMUYECKUMU OIlepalusiMu y rmauueHToB ¢ JIAIL mist
MpeaynpeXaeHNs pa3BUTHS OCTIOXKHeHMH [ 141].

EOK ner (VI 5, YYP C)

— PexkoMeHayeTcs MpOBOAUTH OOCYXKICHHUE XHPYP-
TUYECKOIo JIeYEHHUS 1 MepuorepalmoHHON TaKTUKU Be-
neHust nareHToB ¢ JIAD ¢ npuBjieyeHUEM MYJIBTUINC-
IUIUIMHAPHONM KOMaHIbl B COCTaBe Bpada-KapauoJjora,
crieMaJIu3upyIolIerocss Ha BeleHUM nauueHToB ¢ JIAT,
Bpada-aHeCTe3MOoJIora-peaHNMaToJIora, Bpadya-Xupypra
1 TIpA HEOOXOMMMOCTH APYTUX CIICIIUATCTOB B 3aBUCH-
MOCTH OT (POHOBOTO 3a00JICBAHUS IJIST MUHUMU3ALINU
puckoB BMematenbeTna [ 140, 142-144].

EOK ner (V111 4, YYP C)

— PexkoMeHmyeTcss paccMOTPeTh BO3MOXKHOCTD BBI-
TOJTHEHUSI XMPYPTUICCKOTO BMEIIAaTeIbCTBA Y TAaIlCH-
toB ¢ JIAI B ycnoBusix akcneptHoro neHrpa JII' nius mu-
HUMU3aUMU pucKoB [ 140, 142-144].

EOK ner (V11 4, YYP C)

IIpodunakruka undexuui

IMauments ¢ JIAT 4yyBCTBUTENBbHBI K BOBHUKHOBEHUIO
ITHEBMOHMU, KoTopast B 7% cityuaeB SIBJISIETCSI TIPUYM-
Hoit cmeptu. Hecmotps Ha otcyrctBue PKUM, pekoMmeH-
IyeTcs TIPOBOINTH BAKIIMHAIIMIO TIPOTUB BUpYyCa TPUIIIa
M TTHEBMOKOKKaA [6, 115]. MckimoyeHne cocTaBisiioT ma-
mueHTs ¢ C3CT n BUY-undexuneii, pernreHne o Bak-
OUHAIAM Y KOTOPBIX IOJKHO IMPUHUMATHCS C YICTOM
AKTUBHOCTHA OCHOBHOTO 3a00JIcBaHMSI.

— PexomeHnyeTcs IMMYHM3AMMSI IIPOTUB BUPYyca TPHUTI-
na ¥ ITHEBMOKOKKOBOI MHpekuuu nauueHtam c JIAD
IUIST TIPEOYTIPEKACHMS TIPOTPECCUPOBAHMS 3a00IeBaHUS
Ha (OHE MHTEPKYPPEHTHON nHekuuu [6, 115].

EOK ner (VI 5, YYP C)

IIpuBep:KeHHOCTH TEpANUI

IMammenTsr ¢ JIAT III-1IV ®K (BO3) 06b19HO HYXK-
IafOTCS B TIpreMe OOJIBIIIOTO KOJIWYECTBA IIperapaTosB.
Kpome Toro, mobounbie >@eKThl JeKapCTBEHHOM Te-
panmnu, CHIKCHHWE IMaMSITH Yy IallMEHTOB C TSKEIOMU
CH MoryT BIMATh Ha WX KOMIUIAaCHTHOCTh. KpoMe TO-
TO, CYIICCTBEHHOE HETaTUBHOE BIMSHHIEC MOXCET WUMETh
KOppEeKIMsI o0beMa M XapakTepa Tepalliid KaK caMUMU
HalureHTaMH, TaK W IPYTUMH BpadyaMy, HE MMEIOIINMU
omeITa BeneHnd manneHToB ¢ JIAL. PazbsacHenue ueneit

Tepanuu, MeXaHnu3Ma JeiiCTBUSI OCHOBHBIX TPYIIII JIEKap-
CTBEHHBIX CPEICTB, BO3MOXHBIX MOOOUYHEBIX 3((EKTOB
HEITOCPEACTBEHHO IMAIIMEHTY MOXKET CYIIICCTBEHHO YBeE-
JIMIUTH IPUBEPKEHHOCTH TEPATTHH.

IlyremecTBus

HccnemoBanmusa ¢ mpUMeHEHUEM CUMYIISIIIUA TI0JIeTa
IIJIST OTIPEIEIICHMST TIOTPEOHOCTH B KUCIIOPOIOTEPAITH BO
BpeMsI IIPOIOJDKUTEIBHBIX aBHAIIEPENIETOB Y MAllEHTOB
¢ JIAT orcyrcTBy10T. MU3BeCcTHBIN (pr3mosornuyeckuii ag-
(eKT TUITOKCUHN TIPEIIojiaracT, YTo IPUMEHEHNE KNCIIO-
poma BO BpeMsI IOJIeTa CICAYeT MPEIyCMOTPETh IS TTa-
muenToB 111 u IV ®K BO3 u nipu gaBieHnn KUCIOpoaa
B apTepuaibHoiil KpoBu 8 kIla (60 MM pT.CT.) B ITOKOE |6,
115]. CkopocTh moToKa 2 J/MUH MOTHMUMACT IaBJICHUE
KHCJIOPOIa BO BIBIXaeMOM BO3IyXE IO €TI0 COMEPKaHMS
IIpY OBIXaHWW Ha YPOBHE MOpsl. AHAJIOTUYHO CIIeAyeT
n306erath MpeOBIBaHUS B BhICOKOTOphe >1500-2000 M Oe3
KHUCIIOPOTHON Mommep:kKu. IlammmerTaM peKoMeHIyeTCs
MyTelIeCTBOBATh ¢ MUCbMeHHOI nHdopManmeit o JIAT
¥ KOHTaKTHOU nH(opManmeit o meraTpe JII, Haxonsmem-
¢sI TOOJTM30CTH K MECTY ITyTEIIeCTBHS.

— PexomeHayeTcst TpOBOANTDL UHTAJIITOPHOE BBEIE-
HUe KUCIopoaa Mpu aBuanepenerax nauueHtam II1-1V
@K c HamnpsokeHreM KUCIopoaa B apTepuaibHONW KPOBU
<8 kIla (60 MM pT.CT.) Wit TPOMUIAKTUKI PA3BUTUS OC-
JIOXKHEHUI [6, 115].

EOK IIaC (VI 5, YYP C)

3.2. MepgukaMmeHTO3HOE NeyeHne

Brimenstior mBa KOMITOHEHTA JIEKapCTBEHHOI Tepa-
nuu y nauueHToB ¢ JIAI: mopmepkuBaromiasi Teparnus
(aHTMKOATY/ISTHTHI HEeIIpsIMble (aHTarOHMCTHI BUTaMWHA
K, ABK), nnypeTuku, cepneuyHble TNIMKO3UIbl, OKCUTE-
HOTeparnwus) W crienubrIecKas Teparns, BKIoJaomas
BbKK, anturunepreH3snuBHbIe cpeacTBa ajis jeueHus: JIAT
(C02KX, 603eHTaH**, MaIMTeHTaH™*, aMOpu3eHTaH**)
VHTAJSIMUOHHBINA MJIOIIPOCT, UHTUOUTOPHI (ochonu-
actepasnel (MDAD-5), puouuryar** u cenekcumnar |6,
145, 146].

3.2.1. MoppepxuBalowas Tepanus

Bnusnue 6a3zoBoii Tepanuu JIAIT Ha BBIKMBAeMOCTb
MalMeHTOB MeHee U3yUYeHO B CBs3U ¢ oTcyTcTBUeM PKU.
Tem He MeHee B TOBCEMHEBHOI ITPAKTUKE Bpaya XOPOIIIO
W3BECTHO BIUSHHE TUYPETUKOB HAa CUMIITOMEBI ITPABOXKE-
nynoukoBoii CH, achheKTMBHOCTS TPUMEHEHMST KHUCIIO-
pomoTepanuy Py COMYTCTBYIOIICH ITATOJIOTUU JIETKHX
TN MHTEPKYPPEHTHBIX 3a00JICBAHUSIX.

AHTHKOATY/ISIHTHI ¥ HHTHOMTOPBI arperamuy TPOMOOIMTOB

O0OocHOBaHMEM TSI Ha3HAYCHUS TIEpOpaIbHOIT aH-
TUKOATYJIITHTHOM TepaIliy TTOCIYXUJIO BEISIBICHUE TIPHU
WCCIeAOBAaHNUM ayTOIICUITHOTO MaTepHaja ITallieHTOB
¢ WJIAT opranu3oBaHHBIX TPOMOOB MEJIKUX apTepuii
B 56-57% cnyuaeB [147, 148]. B psime OmHOLIEHTPOBBIX
HEepaHIOMU3NUPOBAHHBIX HEKOHTPOJIUPYEMEIX o0cep-
BAlIMOHHBIX MCCIIEAOBAHUIN TTPOIEMOHCTPUPOBAHO YBE-
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Jqu4YeHue BbDKMBaeMocTu cpenu mnanueHTtoB WMIIAT,
mosrygaromnx ABK [149, 150]. OmHako B maabHEHIIEM
1eaecoo0pa3HoOCTh MHUPOKOTO HasHaueHus ABK g
nepopajabHoro npueMma namueHTam ¢ JIAI crana BbI3bI-
BaTb cOMHeHMUs1 BBUAY oTcyTcTBUsS PKW ¢ BKiItoueHuem
MNalMeHTOB pa3In4YHbIX Ho3oyorndeckux dopm JIAT.
JanHbie, monydyeHHble U3 peructpoB JIAI' (REVEAL,
COMPERA), Takxke He maam OTHO3HAYHOTO OTBETA
o BiusiHun ABK Ha BeDKMBaemMocTh y nanueHToB ¢ JIAT
oosee Toro, npuMeHeHue ABK y manmneHTOB ¢ accolu-
nposBanHoit JIAI' (B wactHOCTH, ¢ CCJI) compoBoxXma-
JIOCh YBEJTMUCHUEM pHCKa JICTAIBHOCTU Ha (DoHe Ooiee
yacTeIX KpoBoTeueHuit [149-153]. ¥V manumentos ¢ BIIC
¥ TIOPTOMYJIbMOHAJIBHON THIIEpTeH3UEIt 3a cueT Hapy-
IIeHWST CUHTe3a/merpagalni (pakKTOpoB CBEPTHIBAHUS,
a TakXe BCIICACTBUE TPOMOOIIMTOIICHUM U TpoMmbacTe-
HUM 9aCTO PETUCTPUpPYETCs rumokoaryasuus. Kpome
TOTO, y MAllMEHTOB C LIIMPPO30OM IIEYCHU MCTOYHUKOM
KPOBOTEUCHMST MOTYT OBITH pacIIMpeHHBIC BEHBI TTHIIC-
BOJIa, TeMOppOUIaIbHbIE BeHbI, a y TTaiieHToB ¢ JIAI Ha
¢one BIIC — pacmmpeHHBIe OpOHXMAJBHBIE apTEePUM.
bonee toro, pyrunHoe HazHaueHue ABK y mamueHToB
C CUHAPOMOM Dif3eHMEHTepa He OKa3bIBaJIO CYIIECTBEH-
HOTO BIIMIHUS Ha WX BbDKMBaeMoOCThb [154]. B uemom
HaszHaueHue ABK y mauuenTtoB ¢ JIAI' MmoxeTr paccmar-
puBaThCS TOJBKO MPU HATUYMU JOKYMEHTHPOBAHHBIX
apTepUaAbHBIX WUIM BEHO3HBIX TpoM0030B, DII/Tperre-
TaHWs TIpencepanii, npasoxenyroukosoit CH [6, 115,
155]. DddexTnBHOCTL U 6E30ITACHOCTH COBMECTHOTO
HaszHauyeHUs nepopanbHbix ABK y mannentoB ¢ BUY-
WHGEKINEH, MOIyJalolIuX BICOKOAKTUBHYIO aHTHUPE-
TpoBupycHyIo Tepanuio (BAAPT), n3ydeHsI Mao.

— Pexkomennosana tepanust ABK nauuentam ¢ UJIAT,
HacnenctBeHHoit JIATL, JIAIL, accounupoBaHHOI ¢ TIpue-
MOM TIPEIIapaToB IS JICUCHUST OXXKUPEHUS LICHTPATbHOTO
nNeicTBUS, ISk TPO(UIAKTUKHA TPOMOO30B 1 TPOMOOSM-
Goauii [6, 115, 147-155].

EOK IIbC (V11 3, YYP B)

— PexoMeHZOBaHO paccMOTPETh BO3MOXHOCTD Ha-
3naueHus1 ABK mauuenrtam c JIAIL, accomuupoBaHHOM
¢ C3CT, B mHAMBUIYaJbHOM TTOPSIIKE TPU HATUIUU
CKJIOHHOCTH K Tpombodwmnu [6, 115, 149-153].

EOK IIbC (YA 3, YYP B)

— He pexomenayercst pyruHHoe HazHaueHue ABK
1 IPSIMBIX OpajbHBIX aHTHKOATYITHTOB ([TOAK) mamm-
entam ¢ JIAIL, accouMnpoBaHHON ¢ MOPTaJbHOI rUMep-
teHsueit u BUY-undexnueii [6, 115, 154].

EOKIIIC (VI 3, YYP A)

Cpenn Bcex Ho3oyornii JIAIT ”MEHHO y MallMeHTOB
¢ cuHApPOMOM Dii3eHMeHTepa Hamboyiee 9acTo 00CYXK-
IaeTcs 1IeJiecoo0pa3HOCTh Ha3HAYCHUS WHTHOUTOPOB
arperaliu TpoMOOLMTOB. [IpUYMHON TOMY SIBIISIIOTCS
SPUTPOILINTO3 C BEICOKUM YPOBHEM T€MAaTOKPUTA U IIe-
peOpoBacKyISIpHBIE COOBITHSI, KOTOPBIE BCTPEUAIOTCS
B 14% cny4aeB M HOCAT MYJIbTU(AKTOPUAIbHBINA Xa-
paktep. [lo pesyabraTaM peTPOCIEKTUBHOIO aHaIM3a

Ammash N, et al. (1996) oka3aHo, 4TO BbIPaKEHHOCTb
BTOPUYHOTO 3puUTpouuTo3a He sBiasutack @P ocTporo
HapYIICHUST MO3TOBOTO KPOBOOOPAIIECHNUSI ¥ TPAH3UTOP-
HBIX MIIEMUYCCKUX COOBITUII, TOTHA KaK MUKPOIIUTO3,
00YCIIOBJICHHBIN KeIe300e(UIIMTHBIM COCTOSHUEM Ha
(oHe MOBTOPHEBIX (PrIeOOTOMUIT B aHAMHE3€, CITYXKUT He-
3aBUCHUMBIM MPEIUKTOPOM PAa3BUTHUS LepeOPOBACKYIISIP-
HBIX COOBITUI, HApSIAy ¢ TAKMMU TpaguLIMOHHBIMU DP,
Kak aprepuanbHas runeprensust (Al) u @I [154, 156].
HecmoTtps Ha orcyrctBue PKU, Tepanus nHruburopa-
MU arperauuu TpomoounuToB mauueHtaMm c JIAI He pe-
KOMEHIyeTCs B Ka4eCTBE IMAaTOTCHETHUECKOM, HO MOXET
MPUMCHSTHCSA TPU HAJTWYNU TTOKA3aHUM IJI JICUCHMUS
COITYTCTBYIOIIICT TTATOJIOTUH.

JduypeTuku

PKW no npumeHeHuto auypetukoB npu JIAI orcyTt-
CTBYIOT, OMTHAKO KIIMHWYECKMIT OITBIT ITOKA3bIBaeT OTYCT-
JINBOE YIyYIIeHWE CUMITTOMATUKU TIPHU MCITOIb30BaHUN
TETIIEBBIX TUYPETUKOB Y MAIlMEHTOB ¢ 3acToitHoit CH.
Bb160p, KOMOMHALIMS AUYPETUKOB, JO3UPOBAHUE U CIIO-
c00 BBEICHUS PETYIUPYIOTCS BpadyoM, BEAYIIUM ITami-
eHToB ¢ JIAIL. Ilpu ucnonab30BaHUM OUYPETUKOB BAKHO
MOHHUTOPHPOBATh YPOBEHb CUCTEMHOTO apTepHUaAIBHOTO
nasineHust (AJl), ypoBeHb 2JE€KTPOJUTOB, KpeaTUHUHA,
MOUYEBUHBI KPOBU M T€MAaTOKPUT, YTOOBI M30€XKaTh TH-
MOKaJIMeMU, TeMOKOHIIEHTPAlU M ITIpepeHaIbHOMI
HETOCTaTOYHOCTH, BO3SHUKAIOMIEH IIPU CHIDKCHUN BHY-
TPHUCOCYINCTOTO 00beMa KpoBHU. HemomycTuMa TakTmkKa
dopcupoBanHOTO mUype3a. B ycrmoBmMsIX BBIpakeHHOI
CHCTeMHOI THIIOTEH3WMU U aHacapKu IIeJiecoo0pa3HO
MUKpPOCTPYIHOE BBemeHUe dypocemMuaa** mom KOHTPO-
JeM cucteMHoro AJl, eHTPaIbHOTO BEHO3HOTO JaBJie-
HUS ¥ I0YacoBOTO auypesa. [1py HammImy mokasaHWA
MOXET 00CYXIaThCs MOMAePKKa KaTeXoJIaMIHAMU IO
KOHTPOJIEM TeMOIMHAMUKH B YCIIOBUSX pecaHNMAIIOH-
Horo otmencHUs. Llemecoobpa3sHo codeTaHME TETICBBIX
IAypeTuKoB (dypoceMmum™*, TopaceMun™*) ¢ aHTarOHU-
CTaMU aJbIOCTepOHA (CITUPOHONAKTOH**, SIICPEHOH),
a TIpA BBIPAXXEHHOM 3aCTOC — C MHTHOMTOpaMU KapOo-
aHTUIpa3bl (alleTa3onaMun).

— PekomeHmoBaHa Tepamus METACBBIMU INYPETHUKA-
Mu TTanueHTam ¢ JIT 711 KoppeKIuy KIIMHIIeCKHX TIPOo-
SIBJICHUII OTEYHOTO cuHIpoMa [6, 115].

EOKIC (Y145, YYP C)

Huransaropuoe BBeeHNe KMUCI0POIA

M3BecTHO, YTO BABIXaHME KUCIOPOIA BeoeT K CHU-
xeuuio JICC y maumenToB ¢ JIAT, omnako PKU, mon-
TBepKIAloIne OJaroTBOPHBIM 3G (EKT IIUTSIHLHOTO
MCMOJb30BAHUS KUCIOPOOA, OTCYTCTBYIOT. Y TallMeH-
TOB C CHHIPOMOM Dii3eHMeHTepa IIUTEIbHBIC MHTAS-
MU KUCJIOPOIa He MEHSIOT ecTecTBeHHOE TeueHue JIAT.
CyImecTBeHHBII BKJIAI B TUIIOKCEMUIO MOXET BHOCHUTH
COITYTCTBYIOIIAS TTATOJIOTUS JICTKUX, aIcKBaTHOE Jieue-
HIE KOTOpPOil B COUCTAaHWU C KHUCJIOpOomoTepanueit oia-
TOIIPUSATHO BIMSIET HA TedeHUE U mepeHocmMocTh OH
y nmauueHToB ¢ JIAT.
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— PexomMmeHIyeTCsT IPOBOAUTH MHTAJISITOPHOE BBE-
neHue Kuciaopoga nauueHTam ¢ JIAI mpu cToiikoMm cHU-
JKeHUHN TTapLUHaIbHOTO JaBJICHUS KUCI0pona B KpoBr <8
kIla (<60 MM pT.CT.) MM IIPU HACHILIEHUM KPOBU KUC-
noponoM <91% no maHHBIM IyJabcoKkcumeTpuu [6, 115].

EOKIC (Y11 5, YYP C)

Cepaedynble DIMKO3HIbI U APYTHE CepIedHO-COCYINCThIe
npenaparbl

— PekomeHmyeTcs Ha3HaUYeHWE TUTOKCHMHA™* malim-
eHTaMm ¢ JII' mIs KOHTPOJIST 9YaCTOTHI CepAeYHBIX COKpa-
wenuii (YCC) npu PII [6, 115, 157].

EOK 1B (Y1 5, YYP C)

— PexomenayeTcst Ha3HaUYeHUE aIpeHO- U TOTTaMUH-
CTUMYJISITOPOB M IIPOYMX KapAMOTOHMYECKUX IIperiapa-
TOB (moOyTaMuH**/mormaMuH** /HopanmHeDpuH**) y ma-
LUEHTOB ¢ aekoMIieHcauueil JIAI' uiu tTepMuHanIbHOMN
cragueii JIAI' B KauyecTBe CUMIITOMATUYECKOTO CPEICTBA
IUIS YAyYIIeHUsI COKpaTUTelbHON crmocoOoHocTtu [12K
1 TIOAIEPKaHUS aeKBATHOTO Mep(y3MOHHOTO JaBICHMS
[6, 158, 159].

EOK 1B (Y11 5, YYP C)

Yb6enutenbHble JaHHBIE O MOJb3e U 0€30MACHOCTU
WHTUOUTOPOB aHTUOTCH3WMHIIPEBpAIIaioniero gpepMeHTa
(AI1®), aHTaTOHUCTOB pPELENTOPOB aHTMOTeH3MHA II,
OeTa-anpeHo0JI0KATOPOB MM MBabpagnHa™* y manueH-
ToB Cc JIAT otcyTcTBYIOT. BO3MOXHO Ha3HAUYEHUE BHILIEC-
TIePEYNCIICHHBIX KJIACCOB IIPEITapaToB IO IMOKa3aHUSIM
MIpY HAJINIUM COMYTCTBYIOIICH MATOJIOTHH, C COOTHE-
CEHUEM BO3MOXHOI TTOJIb3bI ¥ TOTCHIIMATBHBIX PUCKOB
CHIDKCHUS CEpICYHOTO BEIOpPOCA, pa3BUTHUSI CUCTEMHOM
TUTIOTCH3UH W OpaguKapIni.

— He pexomenayercs HazHauaTh nauueHtam ¢ JIAT
nHTnOoUTOPHI AIIM, AaHTATOHUCTHI PELIENITOPOB AHTHO-
tensnHa I, Geta-agpeHOOI0KATOPHI MU MBAOpammH**
st nedeHust JIAT [6].

EOK IIIC (Y1 5, YYP C)

AHemus 1 Xkeje301eUIUTHOE COCTOSTHIE

Hebuuut xenesza perucrpupyercs y 43% mnauu-
eutoB ¢ UJIAI, 46% nauunentoB ¢ JIAIL, accounupo-
BaHHOM ¢ CC/, u y 56% malMeHTOB C CHUHAPOMOM
Ditzeamenrepa [160]. [TokazaHo, 4To IePULNAT XKeae3a
MOXET IIPUBECTH K YyXyOIIeHuo mepeHocumoctn OH
1, BEPOSTHO, ITOBBIIICHUIO CMEPTHOCTU HE3aBHUCHMO OT
TSDKECTH aHEMUM.

— PexomeHayeTcsT IpOBOAUTH KOPPEKIUIO mehu-
LIMTa Xele3a 1 JIeUeHUe aHeMUHn y TTanueHToB ¢ JII mrs
po@MWIaKTUKN TIPOTpecCUpoBaHus 3abojeBaHust [6,
115, 160].

EOK IIbC (VI 5, YYP C)

Hapymenus putma

VY mauuenTtoB c¢ JIAI' mpeo0biiagaioT cynpaBeHTPU-
KynsipHble Taxukapouu u ®I1 [161]. [MosBrenue DII/
TpeTneTaHUs TIPEICepONii COTIPOBOXIACTCS YXYIIICHM -
€M KJIMHUYECKOTO COCTOSIHUS, TTOSIBJICHINEM ITPU3HAKOB
npaBoxeaynoukoBoit CH u accoummnpoBaHo ¢ yBeaude-
HMEM pucKa JeTaabHoctu B 1,75 pasa (95% AU 1,1-3,0;

p=0,042). BoccTaHOBICHNE CUHYCOBOTO PUTMa IIPUBO-
INT HE TOJIBKO K YIYUIICHUIO KIIMHUYECKOTO COCTOSTHHS,
cHmxeHuo ypoBHs1 NT-proBNP, Ho u BeneT K cHuKe-
HUIO JeTaabHOCTU [53]. MeTombl BOCCTAaHOBJIEHUSI CUHY-
COBOTO PUTMAa 3aBUCIT OT XapaKTepa HapyIIeHU puTMa
W KIMHUYIECKOTO COCTOSTHUSI 00IbHOTO. B OOIBIITUHCTBE
cllydaeB MaIllMEHTaM C TpeleTaHUeM IIPEICcepauii BhI-
TIOJTHSIETCST KaTeTepHasi panuovactoTHas admamust (PYA)
KaBOTPUKYCITUAATBHOTO MCTMYyCa WM MOTU(UKAIINS
aTPpUOBEHTPUKYISIpHOTO (AB) coemmHeHMs Tpu ITapoK-
CU3MaJbHOI peuunpoKHO AB-y3710BOii TaxuKapauu.
IIpu HecTabUJILHOI TeMOAMHAMUKE U HEOOXOOIUMOCTU
9KCTPEHHOTO BOCCTAHOBJICHHUSI CHHYCOBOTO PUTMa MO-
JKET BBIIIOHSATBCS CBEepXJacTasi CTUMYJISIINS, 3JICKTPH-
yecKast 1 MEIUKaMEHTO3HasI KapauoBepcusi, 0COOCHHO
B cinyyae DPI1. PYA nerounsix BeH npu PI1 y manumeH-
ToB ¢ JIAT He BbimosiHseTcs. [laleHTsl mocie ycrel-
HO BbITNIOJIHEHHOU PYA 00BIYHO HE HYXIAIOTCSI B aHTU-
ApUTMUYECKOI Tepanuu, TOTIa Kak Mpu BbIOOpE IPYTUX
METOHOB BOCCTaHOBJICHUSI CHUHYCOBOTO pMTMa Ha3Hava-
eTcs MPOTUBOPEIIMINBHAS Tepalsl aMuomapoHoM™** [53,
115]. I1pu1 HEBO3MOXHOCTU BOCCTAHOBJIEHUSI CUHYCOBO-
ro pUTMa Ha3HAYAOT PUTM-YPEKAIOIIYIO TePAITHIO.

— PexoMeHIOBaHO BOCCTAaHOBIIEHHE CHHYCOBOTO
puTMa IS TIPOMWIAKTUKI YXYOIICHUS KIMHIISCKOTO
coctosgHus nauueHtam ¢ JIAT mpu pa3BuTum Tpemnera-
HUS IpeAcepauii, B T.4. U C TTIOMOIIbIO KaTeTepHOil PUA
[53, 115].

EOK IIaC (VI 4, YYP C)

— PekoMmeHmoBaHa cTpaTeTHs KOHTPOJS pATMa IS
npodUIAKTUKU YXYIILIEHUS KIMHUYECKOTO COCTOSTHUS
marreraTaM ¢ JIAT nipu pazsutum PII, B T.9. ¢ HCITOTb-
30BaHHUEM 3JICKTPUICCKOIT KapIMOBEPCHU U TOCICAYIO-
MM Ha3HaYeHUeM Tepanuu amuomapoHom** [53, 115].

EOK ner (Y1 4, YYP C)

3.2.2. Cneuunduyeckasa Tepanus

CoBpeMeHHas crenudpudeckasa tepanus JIAT oc-
HOBaHa Ha MpPEeACTaBJIEHUU O POJU DHIOTEIUATbHON
IUC(HYHKIMUA B pEMOJEIUPOBAHUU JIETOYHOI apTepuu.
JleiicTBue TapreTHOM TepaliMy CBSI3aHO ¢ OJIOKAmoii pe-
LIEMTOPOB Ba30KOHCTPUKTOPHBIX CYOCTAHLIUI U CTUMY-
JISIIIME OCHOBHBIX MYTEM, OMOCPEIOBAHHBIX MOIIHBIMU
BazomujiaTaTopaMu, TaKUMHU Kak NO U IMPOCTAIIMKIINH.
B Hacrosiee BpeMs crienrduueckast Tepanusi BKJIOJYaeT
6 OCHOBHBIX KJIACCOB JIEKAPCTBEHHBIX IIPENapaToB, 10-
Ka3aBIINX CBOIO 3(P¢heKTUBHOCTH Y ManneHToB ¢ JIAT
1 0NOOPEHHBIX K TPUMEHEHMUIO.

3.2.2.1. BKK

Tepanusa BKK mponemoHcTpupoBaia ¢cBoio adex-
TUBHOCTh Y OYCHBb HEOOJBIION TPYNIbI MallMEHTOB
¢ JIAT 6e3 knmuHUKM TpaBoxkenynoukoBoit CH, a mMmeH-
Ho, y nauueHToB ¢ MJIAI, nacneacrBennoii JIAI u JIAT,
aCCOLIMUPOBAHHOI C MpHUEMOM JIeKapCTBEHHBIX IIpe-
mapaToB, MMEHIOIINX ITOJIOXUTEIbHBIII Ba30peaKTHB-
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Ta6nuua 10
CTtapToBble M MaKCMMalbHbIe LieNieBble
po3uposku BKK, npumeHsiembix y naunentos ¢ UJIAT,
HacneacTteeHHol JIAT, JIAT, acouumpoBaHHOM
C NnpueMoMm JiekapcTs, l1-111 ®K (BO3),
MMeIoLWMX NOJIOXMUTESbHbI Ba30PeakTUBHbIN TECT
(apanTupoBaHo us [6])

Mpenapat CrapToBas fo3a MakcvmanbHas CyTo4Has LO3MpPOoBKa
Hudepunuy** 30 mr x 2 pasa/cyt.  120-240 mr

Amnogunun** 2,5 Mr X 1 pas/cyT. 20 mr

Ountnasem™* 60 mr x 3 pasa/cyt.  240-720 mr

HbII TecT (“BasopecnonaepoB”) [146, 162]. K coxane-
HUIO, TTAIIUCHTHI, IUINTCIIFHO OTBEUAOIIE Ha TEPAITHIO
BKK, BcTpeuaioTcsi KpailHe peako M TpeOyloT IMpu-
CTAILHOTO HAOIIOOCHUS IJISI CBOCBPEMEHHOIO IIepe-
BOJa Ha Apyrue mnpernaparsl crieuudUIecKoil Tepanuu.
Bribop BKK 3aBucut ot ncxognoit YCC mim Haauuus
coryTcTByonIeil Al': Ipy CKIIOHHOCTH K CMHYCOBOIT Ta-
XUKapIUW MOXHO Ha3HAYUTh AWITHA3eM™** a maimeH-
TaM ¢ conyTtcTBylomeit AI' — ammonnmuy™* mim Hude-
IunuH**. BepanaMuir** He peKOMeHIyeTCd TTPUMEHSITh
y nmauueHToB ¢ JIAI' B CBSI3U C HaJWYUEM OTpUlIATE)b-
Horo nuHotporHoro 3¢ dekra. Tepanuio BKK HaunHaoT
C MMHUMAaJIbHOU AO3UPOBKM, MTOCTENEHHO YBEIWYUBAasI
IO3UPOBKY OO0 MaKCUMAaJIbHO TEPECHOCUMOI, YIUTHIBAas
BO3MOXHYIO CUCTEMHYIO TUIIOTCH3UIO M OTCUHBIA CUH-
npoM (taoi. 10).

Yepes 3-4 mec. oT Havana teparmuu BKK manmeHTs
C TIOJIOKUTENIFHBIM Ba30pEaKTUBHBIM TCCTOM IOJIKHBI
IOCTUTHYTh ITOKa3aTejieii HM3KOM 30HBI pHCKa JIeTallb-
HOCTH WM TPAKTHUYCCKM IOTHON HOpMaIM3aluy ITOKa-
3aTeneil reMoguHaMuKu, BepuduumposanHoit YBKC.
[Ipu yTpaTte MOJIOXUTETHHOTO Ba30PEaKTUBHOTO OTBETA
Bo Bpems npo0Osl ¢ NO, miromnpoctoMm Bo BpeMst UBKC,
a Taxke 1ipu HepocTskeHnu 1-11 @K JIAT (BO3) Ha do-
He Tepanuu Beicokumu no3aMu BKK 1moka3ana nx otMme-
Ha ¥ 3aM€Ha MX Ha Ipyrue Ipemnaparsl, CIeIn@uIecKn
BosaeiicTBytomue Ha cocyabl MKK, ¢ yueTom crtparu-
uKaMu prcKa JeTaJTbHOCTH.

— Pexomennyercst Ha3HauaTh Tepanuio BKK B BbI-
COKUX no3ax mist aedeHust nauueHTos ¢ MJIAI, nacnen-
crBeHHoit JIAT, JIAI, accounupoBaHHOIi C IPUEMOM Jie-
KapCTBEHHBIX MPEIAapaToB, TOJILKO IIPHU HAIMINHU TI0JI0-
JKUTEJIBHOTO Ba3opeakTUBHOIO Tecrta [6, 145, 146, 162].

EOKIC (VA1 3, YYP B)

— He pexomennyercst HazHauaTh Tepanuio BKK mst
neueHust naumeHTtoB ¢ WJIAI, nacnegcrBennoit JIAT
un JIAT, accouunpoBaHHOI C MPUEMOM JIEKAPCTBEHHbBIX
IIpernapaToB, TIPA HEBO3MOXKXHOCTH MPOBEICHUS WM OT-
pHILIATEIBHOM Ba3opeakTUBHOM Tecte [6, 146].

EOK IIIC (Y] 5, YYP C)

— He pexomennyercst HazHauaTh Tepanuio BKK mst
JICUCHUS TTAllMEHTOB C acCOIMMPOBAHHBIMU (popMaMu

JIAT 1iput OTCYTCTBUM CUCTEMHOM TUTICPTEH3UU U APYTUX
MMOKA3aHUI K HA3HAYEHMIO DTOr0 Kjlacca IpenapaTos [6].

EOK IIIC (YAZ1 5, YYP C)

— PekoMmeHI0BaHO TPOBOINTH KOMIUIEKCHOE 00CIe-
nmoBaHue, Bkiouasd YBKC, mis monrBepxkuneHns apdex-
TuBHOcTU Tepanuu bKK manmentam ¢ UJIAIL, Hacnen-
crBeHHOU JIAT mu JIAI, accouunpoBaHHOI C IpueMoM
JIEKapCTBEHHBIX IPEIapaToB, NMEIOIINM ITOJTOXKUTETb-
HBIIT BAa30pEeaKTUBHBIN TECT, KaXKable 3-4 Mec. OT Hadasia
Tepanuu [6].

EOKIC (VI 2, YYP A)

— PexomenmoBaHa cBOeBpeMeHHas 3aMcHa Tepa-
i BKK Ha npyrie kiaccel criennmuyecKux Impemnapa-
TOB B cilIy4ae yTpaThl ee 3(p(GEKTUBHOCTH Y ITAIlMCHTOB
¢ WIAT, nacnencrsenHoit JIAI' u JIAIL, accouunpoBaH-
HOI1 ¢ IpreMOM JIEKapCTBEHHBIX IIpemnapartos [6, 9, 10,
146].

EOKIC (Y14 5, YYP C)

— PexomeHayeTcsl IPONOIKUTH TEPAITUIO BBICOKM -
mu po3amu BKK mamuentam ¢ MJIAT, HacnenctBeHHOIt
JIAT u JIAT, accolluMpoBaHHOI ¢ MPUEMOM JIEKapCTBEH-
HBIX TIpEIapaToB, UMEIOIINM TToKa3aTeJId TeMOIIMHAMM-
ku, 1o gaHHeIM YBKC, 6113K1e K HOpMaJIbHBIM 3Haue-
HusiM ripu goctkenuu 1-11 @K (BO3) [9, 10, 146].

EOKIC (Y15, YYP C)

— PexomeHnayeTcss HauaTh cHeHU(pUICCKYIO Tepa-
MU0 mperapaTtaMu Ipyrux kjaaccos maumueHTam [I1-1V
®K (BO3) wim manueHTam, HEe UMEIOIINX 3HAYUMOTO
VIAYUIIEHUS TEMOIMHAMUKY (T.€. TIPY HEIOCTIKCHUM Te-
MOOWHAMWYECKMX IMoKa3aTeneit, OJM3KMX K HOpMe) Ha
done Tepanuu Beicoknmu no3amu BKK [9, 10, 146].

EOKIC (Y145, YYP C)

3.2.2.2. \nonpoCT MHTansuMOHHbIN

OnnH u3 myTeil matoreHe3a JIAI cBsi3aH ¢ Hapyle-
HUEM CHHTE3a MOIIHOI Ba3omMIaTUPYIOIIeil cyOCcTaH-
AU TIPOCTAIINKIIMHA, KOTOPBI 00agaeT MUTOIPOTEK-
TOPHBIM, aHTUNPOIU(MEPATUBHBIM, ITPOTUBOBOCIIAIIN -
TEJIbHBIM W WHTUOUPYIOIINM aTrperamuio TPOMOOIIMTOB
addexTom. JleiicTBUE TPOCTAIIMKINHA PEaTU3yeTcs de-
pe3 crenupuIecKrue PelenTOpPhl, KOTOPHIC ITPUBOIST
K YBEJIMYEHUIO NMPOAYKIIUY LUKIIMYECKOTO aJl€eHO3UHMO-
Hodocdara. B kauHn4yeckoit nmpakTuke st KOppeKIuu
IeuIInTa IPOCTAINKINHA TTPUMEHSIOTCS CHHTETHYC-
ckue aHayoru npocrtanmimHa (ATX-BO1AC, antnarpe-
raHTHI, KpoMe renapuHa). B Poccuiickoit demepannu n3
9TOM TPYMITBI 3apeTrUCTPUPOBAH TOJBKO IIpernapaT MjIo-
MPOCT, KOTOPBI IIpUMEHSIETCS B cpeaHeM 6-9 pa3/cyT.
C TIOMOIIIBIO YIBTPAa3BYKOBOTO HeOyIaii3epa B m03¢, DK-
BUBAJICHTHOM coiepXKaHUIO 2,5-5 MKI IIpemapara Ha
YPOBHE aIbBEOJI, B paMKaX KOMOMHUPOBAHHON CIICIIH-
(uaeckoit Tepanun. DHHEKTUBHOCTS MHTATSIIITOHHOTO
WJIOIIPOCTa olieHuBanach B KpatkocpouHoM PKM AIR-1
y nmauueHToB ¢ JIAI' u HeomepabeabHBIMU (OpMaMU
XTOJIIT ¢ III-1V ®K (NYHA) [163]. Ha ¢one Tepanuu
WJIOIIPOCTOM OTMEYAIOCh TOCTOBEPHOE YIYUIICHHE TI0-
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Tabnuua 11
CpaBHuTenbHas ¢papmakogMHamMmuka u papmakokuHeTuka SPA v HexenatenbHbIe SIBNEHUS,
CBfi3aHHble C X npuemom (agantuposaHo us [171])
Bo3eHTaH** AmOpu3eHTaH** MauuTteHTan**
A6copbuys (6MoA0CTYNHOCTb) 50% 80% BuogoctynHocTb
HEN3BeCcTHa
MyK KOHUEHTpaLuu, 4 3-5 2 8
PacnpeneneHue (cBsidbiBaHue ¢ 6enkamu), % 98 99 >99
MeTabonuam CYP3A4, CYP2C19  TniokopoHU3aLms. CYP3A4, CYP2C19
Oxucnenue Yepe3 CYP3A4, CYP2C19
AKTUBHblE METAOONNTHI Ectb Het Ectb
AnMMUHaums MeyeHouHas MoyeyHas MoyeyHas, neyeHo4Has
lMepuop, nonysbiBeaeHMS, 4 5-8 13,6-16,5 16
NoBbILWEHVE acnapTaTamMHOTPaHCdepasbl 10 2,3 34
VNN anaHnHammMHoTpaHcdepasbl >3 BEPXHUX rpaHnL, HOpMbl, %
Mepudepunyeckue otekn, % 16,7 28,4 18,2
CHuxeHwe ypoBHsi remornobuna, % 15 10 13,2

KasaTelneil TeMOIMHAMUWKHM, YBEIMYCHUE TOJICPAHTHO-
ctd K OH u cumxenne OK JIAT. OnHako miureibHag
MOHOTEpanusl WIOIPOCTOM He TIpHBejia K YIYIIICHUIO
rmoxasareJieil BBDKIBAeMOCTH M 3abosieBaemoctu [164].
[TosToMy B HacTosIIIiee BpeMsT WIOTIPOCT IMPUMEHSIETCS
TOJIBKO B COCTaBEe KOMOMHMPOBAHHON CIICIIM(MPUICCKOM
Tepali B IOOIIOJHCHME K IepOpabHBIM IIperapaTam
[165-168]. K mo6ouHbIM 3 (deKTaM OTHOCITCS TOJIOB-
HbIe 00JIM, IPWIMBLL U 00U B HIXKHEH dentocTu. Kpome
TOTO, y TTAIIUEHTOB ¢ OPOHXOOOCTPYKTUBHBIM CHHIPO-
MOM Ha (hOHE MHTAJSIINNA MJIOMPOCTa MOXET YCHIINTHCS
PEaKTUBHOCTh BEPXHUX IbIXaTCJIBHBIX ITyTCH 1 TOSIBUTh-
¢ Kamrennb. MnompocT o6mamaeT BRIpakeHHBIM Ie3arpe-
TaHTHBIM 3(P(PEKTOM, TTO3TOMY €T0 IPUMEHEHHE Y Tallk-
€HTOB C KPOBOTCUCHUEM IIPOTUBOITOKA3aHO.

— PexomeHmyeTcsT mpUMeHSITh WJIOIPOCT B MHTAIIS-
IMOHHOI hopMme st teueHms marreHTos 111 @K (BO3)
¢ NJIAT, nacnencrBennoii JIAT, JIAT Bciencteue C3CT,
JIAT' Ha ¢oHe mpuema neKapCTBEHHBIX IIperapaToB
n HeornepabenbpHoit XTOJIT [6, 163-168].

EOK 1B (Y 2, YYP B)

3.2.2.3. AHTUrMNepTEH3MBHbIE CPEOCTBA A5 NeYEHNS
JIAT CO2KX, oTHOCSILLMECS K IPA

DHOoTeWH-1 — 3TO MEeNTUI, BBEIPaOATHIBAIOIINIA-
Csl DHAOTECNMMABPHBIMU KJIETKaMU, ACUCTBHE KOTOPOTO
peanusyeTcsl yepe3 CIeHM(PUIECKUEe PelenTOPHl IBYX
TunoB ET, u ETg, KOTOpbIE BKCIPECCUPYIOTCS Mpe-
MMYIIECTBEHHO Ha IIaJKOMBIIICYHBIX KJIETKAaX COCYIOB,
1 B MEHbIIIEH cTerneHu Ha (pubdpoobiractax. DHIOTEIUH- 1,
orrocpenoBaHHO 4yepe3 ET,-pemenTopsl, BEI3BIBACT Ba-
30KOHCTPUKIINIO W MIPOJM(epaIinio MIagKOMBIIICUHBIX
KJIETOK COCYIOB, a TaKKe aKTHMBAILIMIO CHHTE3a OEJIKOB
BHEKJIETOUHOrO MaTpukca ¢pudpoodiacramu. Hanportus,
Bo3meiicTBys Ha ETg-peuenTopsl Ha 3HIOTEIHAb-
HBIX KJIETKAX, OIIOCPEIOBAHHO Yepe3 YBEIMUCHUE TIPO-
nykuu NO ¥ TIpocTallMKIWHA, 3HIOTEIMH-1 CTH-

mynupyeT BazoauiaTtauuioo. [lomoOHBI (eHOMEH jer
B OCHOBY pa3paboTku DPA ¢ celneKTUBHOI OJ0OKamoit
ET,-peuentopoB. Bmecte ¢ TeM u30bITOUHASI CTUMY-
g ETg-penienTopoB B YCIOBUSX TUIICPIIPOXYKIINU
SHOOTENINHA- 1 TIPUBOOUT K CHIDKCHHIO MX aKTUBHOCTHU
Ha SHIOTEIMAJBHBIX KJIETKaX M YBEJIWUCHUIO Ha IJIamd-
KOMBIIIIEYHBIX KJIeTKaX U (ubOpobiacTax, YTO CIYKUT
IOTIOTHUTEIBHBIM OCHOBAaHMEM OOCYKIATh HECEICK-
TUBHYIO OJIOKAay SHAOTEIMHOBBIX peuenTtopon [169].
Crneunduueckasa 6i1okaga ET,-pelienTopoB crmocodHa
aKTUBHPOBATh PEHUH-aHTHOTCH3WMHOBYIO CHUCTEMY, 9TO
MOTeHIIMAIHFHO MOXET IPUBOIUTH K PAa3BUTHIO OTCUHO-
To cMHIpoMa. B psme KIMHWYIECKUX MCCICIOBAHUMA T10-
Ka3aHO, YTO ITOBBIIICHNE TIA3MEHHOTO YPOBHS SHIOTE-
JHA-1 ¥ yBeJIMYeHNE ero SKCIPECCUU B TKAHU JIETKUX
KoppenupyeT ¢ Tsokectbio JIAT [170]. Ecau ydecTs, 4TO
10 80% CUHTE3MpPYeMOro HAOTEIMHA-1 OCTaeTcst B CO-
CYIUCTON cTeHKe U ToNbKO 20% IomagaeT B KPOBOTOK,
TO OUYEBHIHBIM CTAaHOBHUTCS HEOOXOTMMOCTH IIPUME-
HeHus DPA, o0OmamaroInx BBHICOKOI TKaHeCIenpud-
HocTthlo. B Poccuiickoit Menepanum mig nedenus JIAT
ogoopeHnl cienyiomne DPA: HeceneKTUBHBIT DPA-
nperapaTt 6o3eHTaH**, ceneKTuBHBIM ET\-perientopoB
aHTAaTOHUCT IIperapaT aMOpM3eHTaH™* M TKaHECIICILM-
(UUHBIT HeceleKTUBHBIN DPA-TipenapaT MaumTeHTaH™ ™,
DPA 001a1a10T TeMaTOTOKCUYHBIM 3D (HEKTOM, KOTOPBI
B HAMOOJIBIICH CTCIICHU IIPOSIBIISICTCS Yy IperapaTta 00-
sentan** (10-13%), 4to TpebyeT eXeMeCSIIHOrO KOHTPOJIS
YPOBHSI acmapTaTaMHUHOTpaHchepasbl, aTlaHMHAMHUHO-
TpaHcdepasbl B CBIBOPOTKe KpoBu. Ha ¢poHe Teparu DPA
BO3MOXKHO CHIDKCHHUE YPOBHS TeMortoomHa. [Toatomy mo
Havayia Tepany 1 B JaJIbHEUIIEM B XOIe JMHAMIIECKOTO
HaOIOMEeHNS PEKOMEHIYETCS KOHTPOJb KIMHUYIECKOTO
aHamm3a KpoBu. CpaBHUTENIBHAS (hapMaKOOMHAMMYCCKAsT
1 (hapMaKOKMHETYeCcKas XapakTepuctuka DPA, a Takke
CTIEKTP HeXeTaTeIbHBIX SIBJICHMII, CBSI3aHHBIX C WX TIPH-
eMoM, TIpecTaBieHbl B Taonuue 11 [171].
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AMOpu3eHTaH** — HecynTb(DOHAMUIHBIN CECKTUB-
HBII aHTaroHUCT perentopoB ET,, TpogeMoOHCTpHUPO-
BaBIINIT CBOIO 3(D(HEKTUBHOCTh M 0€30ITaCHOCTh B IBYX
mrame6o-koHTpoaupyeMbeix PKM ARIES-1 (n=202)
u ARIES-2 (n=192) [172-174]. B o6a PKW Bxioyanuch
MauveHTwl B Bo3pacte ctapure 18 jet ¢ JIAT pasnumuHoit
atuonorun (MJIAT, JIAT, accouuupoBaHHasi C TpuU-
€MOM TIPEITapaToB IS JICUCHUSI OKUPEHUS IIEHTPaJIBHO-
ro netictBus, JIAI-C3CT u JIAT-B1Y). BorbmmHCTBO
naureHToB Haxoauiauch Bo II @K (ARIES-1: 32%;
ARIES-2: 45%) nnu 111 ®K (ARIES-1: 58%; ARIES-2:
52%), ¢ nebonbinoit moaeir MK I (ARIES-1: 2,5%;
ARIES-2: 1,5%) u ®K IV (ARIES-1: 7%; ARIES-2:
2%). CpenHuii 1maaed0-KOppUTUPOBAHHbBIM IPUPOCT
muctanumu B TIIX k 12-if Hen. edeHusT (TIepBUYHAS
koHeuyHas Touka) B ARIES-1 cocraBun +31 M (p=0,008)
u +51 M (p=0,001) B rpymmax gedeHus S mr u 10 mT, co-
otBeTcTBeHHO; B ARIES-2 +32 M (p=0,02) u +59 m
(p=0,001) B Tpyrmax yeueHUsS 2,5 MT U 5 MT aMOpHU3CH-
TaHa™*, cooTBeTcTBeHHO. Y 280 MalMeHTOB, 3aBEpIINB-
mmx 48 Hel. MOHOTepanmuu aMOpU3eHTaHOM™ ™, yiTydlire-
Hue quctanumm npoxoxaeHus B TIIX coctaBuino +39 m
110 CPaBHEHUIO C MCXOMHOM. B 3-X rpymmax pa3mmaHbIX
ITIO30BBIX peXXUMOB Tepanuu IpupocT TIIX BapeupoBan
oT +31 mo +59 M. B cpaBHeHUM ¢ manebo amMmopu3eH-
Tag** He BN Ha PUCK pa3BUTHS (PaTaIbHOTO MCXOIa
WV TIOTPeOHOCTh B rocrnutaym3anuu [173]. Takum 00-
pa3om, B PKU mnonrBepxneHa 3¢p¢heKTUBHOCThL aMOpHU-
3eHTaHa** g maumeHToB ¢ MJIAT, HacimencTBeHHOI
JIAT, JIAT, accounupoBanHoii ¢ C3CT, umerommux I1-
III ®K (BO3). OmobpeHBl K IPUMEHEHUIO TO3B 5 MT
u 10 mr 1 pa3/cytr. YacToTra TOBBIICHUST TpaHCAMHHA3
B PKMW Bapeuposazia ot 0,8 no 3% [171, 175]. OgHako
B KPYITHEHIIIEM ITOCTMAapKETUHTOBOM OTKPBITOM IIPO-
CIIEKTUBHOM HAaOI0gaTeIbHOM MHOTOIIGHTPOBOM WC-
cnemoBanuu (115 merTpos u3 15 crpan mupa) VOLibris
Tracking Study ¢ BxkmoueHueMm 999 mammenTtoB c¢ JIAT
II-11T ®K (238 maumenrtos ¢ JIAI-C3CT; 220 nmauneH-
ToB ¢ JIAT, paHee He MOJyYaBINNX TePAIUIO) 3a TIEPUOI
¢ mtoHg 2008t o maii 2011 MOBBINIIEHUE YPOBHS TpaHC-
aMrHA3 >3 OT BepxHEH TrpaHUIIBI HOPMBI 3apPETUCTPH-
poBaHo ¢ yacroToit 0,02 manuenTa/ron (95% AW 0,015-
0,027), uro cocrasusier He Gosee 1,5% B rom. Hapsay
¢ oTuUM, Y 25% nauueHTOB OTMEYaaoCh IOSIBIEHUE Iie-
pudepruvYecKux OTEKOB/3amepKKa XUAKOCTU U y 14%
anemus [176]. Ilpu anammse nmanueix PKM ARIES-1
n ARIES-2 oka3zanoch, 4TO MaleHThI, y KOTOPBIX Ha
¢doHe IpremMa aMOpu3eHTaHa™** MOABISIINCH TTepudepn-
YeCKMe OTeKHU, OBUIM MCXOMHO CTapIle, MMEIN 00jiee BhI-
coknit K JIAT n n36nITOuHyIO Maccy Tena [177].

— PexoMeHmoBaHo Ha3HaueHHe amMOpm3eHTaHa™™*
nauveHTaM ¢ JIAT mg ynyymenus nepeHocumoct @H
W 3aMEUICHUS TIPOTPECCUPOBAHNS KIMHUUCCKUX CUM-
MTOMOB [6, 146, 172-174].

EOK IA (V11 2, YYP B) ana namuentos 11-111 @K

EOK IIbC (VI 3, YYP B) nia namuentos IV @K

BosenTan** — HecelIeKTUBHBII TIpenapaT, OJOKUpY-
omuit peuentopsl AByx TUnoB ET, u ETg, usyuyen
B 6 PKM (Study-351, BREATHE-1, BREATHE-2,
BREATHE-5, EARLY, COMPASS-2) y maumeHTOB
¢ pasHooGOpasHoit atuonorueit JIAI (MJIATL, JIAT-
C3CT, cunmpoM DiizeHMeHrepa). Ha ¢one mpuema
003eHTaHa™* OTMEYAIOCh MOCTOBEPHOE YBETMUCHHUE TO-
nepanTHOCTH K PH, yiayumreHne reMogMHAMUYECKUX
n DxoKI mapamerpos, cHmkeHe MK JIAT u yBenuue-
HIe BPEMEHU IO KIIMHUYECKOTO YXYIIICHUS IO CpaBHE-
HUIo ¢ iane6o [178-181]. B munoTHOM 12-Hen. ucciie-
IOBaHWUM, B KOTOpoe BKIOUeHH 32 manmeHTa [11-1IV @K
(BO3) ¢ UIAT u JIAT-C3CT, mrame60-KoppuUrupoBaH-
HbIl pupoct auctaHuuu B THIX B rpynmne 6o3eHTa-
Ha** coctaBun +76 M (95% AN 12-139; p=0,021) [178].
B PKM BREATHE-1 (n=213) B rpyImie mammMeHTOB
¢ MJIAT u JTAT-C3CT, nonyuaBmmx 003eHTaH** B Te-
yeHue 12 Hem., 3apeTUCTPUPOBAH IIPUPOCT AUCTAHIIUH
B THIX +44 M 1o cpaBHEHMIO ¢ Ipymmoii miamnedo (95%
AU 21-67; p=0,001). B PKU BREATHE-5 y nmanuen-
ToB ¢ cuHIpoMmoM Ditzeamenrepa I1I ®K (BO3) Tepa-
st 603eHTaHOM™** B TeueHue 16 Heal. MpUBOAWIIA K CHU-
skenuto nHaekca JICC Ha -472 nun/cex/cm’ (p=0,04),
cpenrero HJIA wa -5,5 MM prt.cT. (p=0,04) m yBenu-
yenuto nuctaniuu B THIX Ha +53,1 M 110 cpaBHEHUIO
¢ rpynmoii mwrame6o (p=0,008) [181]. B PKMN EARLY,
B KOTOpOM 3((PEeKTUBHOCTL O03eHTaHa** OlleHUBaIach
y maumeHToB ¢ JIAT @K 11 (BO3) (UJIAT, HaciaencTBeH-
noii JIAT, JIAT-C3CT, JJAT-BUY, JIAT, accouunpo-
BaHHOM ¢ IIPUEMOM IIpeTnapaToB IJIS JICUCHUST OKUPE-
HUS ueHTpanbHOro AciictBus, JIAT-BIIC), orMeuanoch
MOCTOBEPHOEC YIYUIIeHNE TeMOOIWHAMUKH, YBEIUICHUE
BpeMeHu no yxyauieHus teueHus JIAIL. Ilpu oueHke
reMoAMHAMUYECKUX IIapaMeTpoOB uepe3 6 Mec. Jiede-
Hust Habmonaigock cHmkenne JICC -22,6% (95% AN
-33,5-10,0) 1 pucka KJIMHUYECKOTO yxymiuneHust -77%
(p=0,01). ITmame60-KOppUTUPOBAaHHBII MPUPOCT IHC-
tanuun B TIHIX B rpynme 6o3eHTaHa** coctaBua +19 m
(95% AU -33,6-10,0; p=0,07) [180]. JosrocpouHast a¢-
(beKTUBHOCTH MOHOTEPAITMU OO03eHTAHOM™* ¥ ITAIIMEHTOB
¢ UJIAT nmoaTBepxkaeHa B OTKPLITOM HaOI0OgaTeIbHOM
WCCJICTOBAaHNM, B KOTOPOM BBEDKMBAEMOCTH ITAIlCHTOB
coctaBwia 92%, 89%, 79% B teuenne 1, 2 u 3 yer no
CPaBHEHUIO C NUCTOPUUIECKON BEIKMBAEMOCTBIO B PETHUCT-
pe NIH: 71%, 61%, 51%, cootBeTcTBeHHO [ 182].

CraproBag 103UpoBKa 003eHTaHa** y B3POCIBIX CO-
cTaBiseT 62,5 Mr 2 pasa/CyT. ¢ IOCIEAYIOLIMM yBeIYe-
HUEM J03BI 10 125 Mr 2 pa3a/cyT. YUUTHIBasT BRIpaKCH-
HBII renatoTokcuueckuii 3 ¢exT, mpyu Ha3HaAYeHUU 00-
3eHTaHa** peKOMEHOYETCS €XEeMECSIHBIM KOHTPOJIb 3a
YpOBHEM TpaHCaMMHAa3 B CHIBOPOTKE KpoBU. B KauecTBe
HamboJiee BEpOSITHOTO MEXaHM3Ma ITOBBIIIICHUS TIede-
HOYHBIX (DePMEHTOB pacCcMaTPpUBAIOT MHTUOMPOBAHUE
TpaHCcTopTa KeTUHBIX coieit [183]. OmHako ToBBIIEHNE
YpOBHS TpaHCAaMWHA3 HOCUT I0303aBUCUMBINA 1 00paTH-
MBIIT XapaKTep IMOCJIe YMEHBIICHUS HO3bl WUIM OTMEHBI
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npemapata. Ha ¢one nmpuema 603eHTaHa** MOXET CHU-
KaTbCsl YPOBEHb TeMOINIOOMHA, BO3HUKATDH 3amepikKa
KUAKOCTHU, TIepudepndeckre oreku. Kpome Toro, mis
0o3eHTaHA** XapaKTepeH IMPOKUU CIIEKTP MeKIeKap-
CTBEHHBIX B3aMMOIEIHCTBUII C MpemapaTaMu, KOTOpPHIC
METa0OIM3UPYIOTCS B TICYCHU C YIACTUEM CHUCTEMBI IIH-
toxpoMoB CYP3A4 u CYP2C9 (ta6u. 11).

Ha ¢one npuema 603eHTaHa™* cHMKaeTcsa apPek-
TUBHOCTh KOMOMHHMPOBAHHON IIepOpaNbHOII KOHTpa-
LEeTLNHT, TIO3TOMY PEKOMEHIYETCS MCIIOIb30BaTh IBOM-
HBIC MeTOmbl KOHTpanernu. COBMECTHOE MCIIOIh30-
BaHUe 0OO3eHTaHa** M cuiameHadMiIa COMPOBOXIACTCS
CHMXEHMEM KOHILeHTpauuu cuimeHaduna Ha 50%
1 yBEJIMYEHMEM KOHIIEHTpauuu 0o3eHTaHa** Ha 50% wu,
COOTBETCTBEHHO, BO3pacTaHMEM TeIaTOTOKCUYHOCTH,
KOTOpasi JOCTUTaa IpakTudyecku 22% B ucCiaefoBaHUN
COMPASS-2 [184].

— PexomenmoBaHo Ha3HaueHMEe OO3¢HTaHA™* Tamu-
entaM ¢ MJIAT, JIAT na ¢porne C3CT, O0JTBbHBIM CUHAPO-
MoM Di3eHMeHTepa IJis YIyJIIeHUST TIePEeHOCUMOCTHU
®H u cHIKeHUST 9aCTOTHI TOCTIUTAIN3AIINA, CBI3aHHBIX
C OCHOBHBIM 3a0o0seBanueM [6, 146, 178-182].

EOK IA (VI 2, YYP B) ana namuentos I1-111 @K

EOK IIbC (VI 3, YYP B) nna namentos IV @K

— PexomeHmyeTcsl MCIOIB30BaTh IBOWHOIT METOI
KOHTpAIeTIINK Ha (hoHe TIpreMa 003eHTaHa** IS TIpemy-
MpeXIeHUS HexXeJlaTeJlbHOil OepeMeHHOCTH [6, 276,
283].

EOK ner (VI 5, YYP C)

ManuteHTan** — HeceleKTUBHBIIE DPA ¢ BBICOKOIL
CIIOCOOHOCTBIO MPOHMKHOBEHMS B TKaHM [185]. B otin-
ype ot paHee npoBoauMbiXx PKU s dexTuBHOCTD U 6€3-
OITAaCHOCTh MaIlUTeHTaHa™* olleHWBaJlaCh C MCIIOJB30-
BaHMEM KOMOMHMPOBAHHOII KOHEYHOM TOUKM, BKIIO-
yapIeil BpeMs DO HACTYIUICHUS IEPBOTO COOBITHS,
cBs13aHHOTO ¢ JIAT (YyXymimeHue TeUeHMST 3a00IeBaHUS,
aTPHOCETITOCTOMUSI, TPpAaHCIIAHTAIIUS JICTKUX, Ha3Ha-
YeHNEe BHYTPUBCHHBIX WM MOIKOXHBIX CUHTCTHICCKUX
aHamoroB mnpocrtanukianHa (ATX-BOIAC, antmarpe-
TaHTHI, KpOME TeTlaprHa), WA CMEPTh OT JIFOOBIX ITPH-
yuH. B nauTebHOe MHOTOIICHTPOBOE OBOITHOE CIIEIIOe
miane6o-kKoHTponupyeMoe ncciienopanue SERAPHIN
C MeIMaHO TPOMOIKMUTEILHOCTU 115 Hel. BKIIIOUEHO
742 manmMeHTa, paHIOMU3UPOBAHHBIX B COOTHOIICHUU
1:1:1 B Tpyrmy mianebo, TPyInmnmy MalluTeHTaHa** B 10-
3¢ 3 MT/CyT. M Tpynily ManuTeHTaHa** B mo3e 10 mr/cyT.
IToka3aHo, 4yTo Ha3HaYeHHWE MallMTeHTaHa™* B mo3ax
3 mr (OP 0,70; 97,5% AU 0,52-0,96; p=0,01) u 10 mr
(OP 0,55; 97,5% AU 0,39-0,76; p=0,001) B cpaBHEeHUU
¢ mianebo cnocoOCTBOBANIO CHUXXKEHMIO pucka 3aboJje-
BaeMocTu 1 cmeptHocTH Tipu JIAT Ha 30% wu 45%, co-
oTBeTCcTBEHHO [186, 187]. DddekT Tepanum He 3aBHUCEI
OT TOTO, TTOJyYaar T OOJIbHBIC MCXOMHO COITyTCTBYIO-
myto cnenuduueckyio tepanuio MDAD-5, nepopanb-
HBIMU WJIA WHTAISIIIUOHHBIMUA CUHTETHUCCKIMHU aHAJI0-
ramu npocraunkianHa (ATX-BOIAC, anTmarperaHThI,

KpoMe renapuHa). K 6-my mec. HaGIi0neHUsI B TPYIIIIe
mnane6o muctanuug B TIIX ymenbmmiaack Ha 9,4 M,
TOorJa Kak B TPYIIIaX JICUCHUS MaIlUTEHTaHOM** Tiialie-
060-KOppeTUPOBAHHBIN TIPUPOCT IUCTAHIIMKA COCTABIII
+16,8 M (97,5% AU 2,7-3,4; p=0,01) npu HazHaYeHUU
0036l B 3 mMr u +22,0 m (97,5% AW 3,2-40,8; p=0,008)
npu HazHayeHuu 10 mr. @K ymydmmics Kk 6-My Mec.
JICYEHUSI 110 CPABHEHUIO C MCXOOHBIM Y 13% mMmalueHToB
B rpymmne miaue6o, 20% — B rpyime MauuTeHTaHa**
3 mr (p=0,04) u 22% — B rpynne 10 mr (p=0,006). I1o
CpaBHEHUIO C TPYIIOI IIanebo Teparnuss MalluTeHTA-
HOM™* BhI3bIBajia foctoBepHOe cHIkeHue JICC 1 moBbI-
menne CHU. Kpome Toro, mipemapar o06agaeT XopoInm
CIIEKTPOM OE30MaCHOCTH M HE MMeEeT paHee OIMMCAHHBIX
IJIST 9TOTO KJIacca IIpernapaToB IelaTOTOKCUISCKHUX 3¢-
GeKTOB WM KIMHUUYECKU 3HAYMMBIX JICKApCTBEHHBIX
B3amMoneiicTBuii. YactoTa 6oiee 4eM 3-KpaTHOTO TIO-
BBIIIICHUS TpaHCAMWHA3 M Pa3BUTUS IepUDEPUUCCKUX
OTEKOB HE pa3Inyajach B pa3IMYHBIX I'PYIIIAX Jiede-
HUsI, 9TO YKa3bIBacT HA OTCYTCTBHUE TCIMAaTOTOKCUIHOCTHU
nperapara. OmHAaKO MpU Ha3HAUYCHWU MallMTeHTaHa™*
MOCTOBEPHO Yallle B CPaBHEHHUHU C IUIAIe00 OTMedYasiach
anemusi. CHIDKeHHNE TeMoroOnHa <8 T/m1 Habroma-
J10Cchb y 4,3% maluueHTOB, MIPUHUMAIOIIUX MallUTeHTaH**
10 mr/cyT. [171]. Bomee Toro, MaMTeHTaH** — emMH-
CTBEHHBIN TpemnapaTt, 3¢ (GeKTUBHOCTh M 0€30aCHOCTh
KOTOPOTO M3y4YeHa y MAIlMEHTOB C ITOPTOITYJIbMOHAIh-
Hoii JIAT' B paHIOMU3UPOBAHHOM TJ1a1Ie00-KOHTPOJIM-
pPyeMOM MHOTOIIEHTPOBOM KJIMHWYCCKOM HCCIICIOBAaHUHI
PORTICO [188]. 3HaunMBIX MeXKJIEeKapCTBEHHBIX B3a-
MMOIEUCTBHIT Y MallUTeHTaHAa™** M B3aMMHOTO BIIMSHHUS
MIpY OTHOBPEMEHHOM IIpMEeMe MallUTeHTaHa™™ 1 cuime-
Haduaa He otMeueHo [ 189].

— PexkomeHmoBaHO Ha3zHAaUCHME MallUTeHTaHa** Ta-
muenTaM ¢ JIAT mg ynydimenus ¢pyHKIIMOHAJIBHOTO CTa-
Tyca M TIpeNOTBPAIICHMS IIPOTPECCUPOBAHMST 3a00IeBa-
Hus [6, 146, 185-188].

EOK IB (YA 2, YYP B) nas nanuenros 11-111 @K

EOK IIbC (Y 3, YYP B) nis namuentos IV @K

— PexomMmeHmyeTcsT exXeMecSIIHOE OIpeneeHue aK-
TUBHOCTH acllapTaTaMUHOTpaHC(epa3bl U aJJaHWHAMMU-
HoTpaHcdepassl B KpoBu Ha ¢oHe rpuema DPA [6, 173,
184].

EOK ner (Y1 2, YYP B)

— PekoMmeHIyeTcsT KOHTPOJIb YPOBHEH reMOITI00mHa
¥ TeMaToOKpuUTa KpoBH y nanueHToB ¢ JIAT, moygatonmx
DPA [6, 173].

EOK ner (YYP C, V]I 5)

3.2.2.4. Dochoamnactepasbl UHIMOUTOPSI

ITatorene3 JIAI cBsizaH ¢ ¢opMuUpOBaAaHUEM Jie-
¢uIIMTa OCHOBHOM Ba3oMMJIATHPYIOIICH CyOCTaHIINM,
NO. Peanuzanus neiictBusg NO ocylIecTBIsSETCS My-
TeM aKTHUBALIMK TYaHWJIATIIUKIIA3bl U YBEJIWUCHUS CUH-
Te3a MUKINIeCKOro ryaHo3smHMoHodochaTta (I MD),
KOTOPHIN, B CBOIO O4Yepenb, PEeTYIHPYeT peIaKCcallnio
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[JIATIKOMBIIIEUYHBIX KJIETOK COCYIOB, IPOHUIIAEMOCTH
SHOOTENNS, a TaKKe MPEIOTBpaIIacT arpeTaluio TPOM-
oorutoB [190]. PochoamacTepasa 5-ro TUIA — OCHOB-
HO¥ (hepMeHT, HUBenupyoomnit agdexTel 1l M®. B co-
cyHax JIETKUX MauueHToB ¢ JII' 3HAYUTETbHO TTOBBIIICH
ypoBeHb pocchomuacrepassl 5-ro tTuma. B Poccuiickoii
Denepanun g nedenus JIAT 3aperucTprupoBaH TOJb-
ko onnH MDJID-5, mpenapar cunneHadwi, KOTOPLIii B 4
PKW mpogemMoHCTpUpOBaa CBOE IOJOXUTEIbHOE BIIM-
SHUEe Ha TeMOOWHAMHWYECKUE IMapaMeTphl, (GPH3MIECKYIO
aktuBHoCcTh U DK manumentos ¢ JIAT [191-195]. K npu-
MmeHeHwmio y manueHToB ¢ JIAT II-11T @K omobpena go3a
cungeHaguia 20 mr 3 pasa/cyt. [6]. B PK SUPER-1
y mammeHToB ¢ JIAT (n=278), moiy4aBIIMX CHIICHADIIT
B mo3ax 20, 40, 80 mr 3 pasa/cyT., K 12-it Hexm. Tepammu
OTMEUAJIOCh YIYUIIeHNe KIMHUYECKONM CUMIITOMATUKH,
reMOIMHAMMYECKUX IToKa3areneit, mepeHocumoct OH.
Paznmmumii B pe3ynpraTax JedeHUs IIPU CpaBHUTEIbHOI
oleHKe 103upoBokK oT 20 mo 80 mr 3 pa3a/cyT. He OTMe-
yaynock. [Ipu nuBa3uBHONI oLieHKe reMoguHaMuku MKK
K 12-it Hexm. TepalMy B TpyMIIax CHIAcHA(WIIA IO CPaB-
HEHMIO C TIIale00 OTMEYaloch JOCTOBEPHOE CHIDKCHIE
cpenrero JJIA n JICC. [donst mMauMeHTOB C YIydIIeHM -
eM PK, kKak MUHIMYM Ha ¢IWHUILY, ObLIa BBIIIEC B KaX-
IO¥ TpyIIe JIedeHWs CHIIeHadUIIOM TI0 CpaBHEHUIO
¢ rpymIoi miaamne6o. He BHIIBICHO pasimIuii MEXIy
rpynIlaMu cUiigeHaduiaa Mo YMCiay KIMHUYECKUX CO-
OBITHII, CBUICTCIBCTBYIOIINX O IIPOrPEeCCUPOBAHUU
JIAT [191]. Takum oOpa3oM, B HACTOSIIEE BPEeMS OT-
CYTCTBYIOT yOemMTeIbHBIC JaHHBIC O IIeJIeCO00pa3HO-
CTU MOBBILIEHKS 003kl criaeHabmIa cBbiiie 60 Mr/cyT.
npu mnporpeccupoBanuu JIAT. OcHOBHBIE TOOOUYHBIE
3 dekTs (TosoBHAs 00Jb, MPUIUBBI, MUCIICIICHS)
CBSI3aHBI ¢ Ba30OMIATUPYIOIINM ACUCTBUEM IIperapa-
ta. CienyeT IOMHUTh U O APYTUX MEXJIEKAPCTBEHHBIX
B3aMMOICUCTBHSIX, B YACTHOCTH O MHOTOKPATHOM YBe-
JIMYCHUN KOHIICHTpAUWU cuincHadmia Ha ¢poHEe Mpu-
ema BAAPT. Tem He MeHee U3MEHEHUSI JO3UPOBAHUS
cungeHaduna y nauueHToB ¢ JIAI-BHUY, nonyuaro-
mux BAAPT, He tpedyetcst. CoBMecTHOE IIpUMEHEHHUE
cunneHaduaa ¥ OPpraHMICCKUX HUTPATOB MPOTHUBOIIO-
Ka3aHO M3-3a pHCKa CUHKOMAJIBHBIX COCTOSTHUMA 1 CUM-
IITOMHO# TUIIOTEH3WH, TaK e KaK COBMECTHBIN ITpHEM
cunaeHadwia U puouuryara**,

— PexoMmeHIoBaHO Ha3HaUYeHME CUIeHadUIA IS
yayumeHus mepeHocumoctd ®H 1 GyHKIMOHAIBHOTO
craTyca nmauueHToB ¢ JIAT [6, 146, 191-195].

EOK IA (VI 2, YYP B) ana namuenton I1-111 @K

EOK IIbC (Y11 3, YYP B) nia namuentos IV @K

3.2.2.5. Pnouunryat**

B otmmune ot UDJID-5, KoTOophie MpeaynpexaaoT
nmerpaganuo I M®, puonnryat** moBBIIIAET €€ IPO-
aykuuio [196]. Puonuryat** nMeer IBOMHON MeXaHU3M
IEeNCTBUS: CCHCUOMIM3UPYET PACTBOPUMYIO T'YaHUJIAT-
uKiIa3y K sHIoreHHOMY NO myTeM CTaOMIM3alluy MX

CBSI3M, a TAKKe HATIPSIMYIO CTUMYIUPYeT (hepMEHT depe3
IPYTOi yJacTok cBsI3u, HezaBucuMo oT NO. braromaps
oTuM 3 dekTaM, puouuryaT** BoccTaHABIMBAaEeT MeTa-
0OJMYECKUN MyTh “MOHOOKCHU] a30Ta — pacTBOpUMasi
ryanuiatioukiaza — I’ M®P” u BbI3BIBAeT YBeIUUEHUE
nponyknuu 1l M®, KoTopslii WTrpaeT BaxXHYIO POJb
B PETYISILIMHA COCYOMCTOTO TOHYyCa, IPOIIECCOB IIPO-
mmdepaunm, Gpudposa u Bocnanenus [196]. Takum 06-
pa3om, peanmusaumsg 3pdexra puounryata** He 3aBU-
cut ot NO, comepXaHHe KOTOPOTO 3HAYUTEIBHO CHU-
KeHo y namueHToB ¢ JIAT. B 12-Hen. nBoitHOM clierioM
nnauebdo-koHTpoaupyemMom PKUM PATENT-1 mpone-
MOHCTpHpoBaHa 3POEKTUBHOCTD U O€30MTaCHOCTb PUO-
nuryata** y mamueHToB ¢ JIAI (n=443), cpenm KOTO-
pbix ObM TauueHThl ¢ UJIAT, cemeitnoii JIAT, a Takke
JIAT, accoumumposanHoii ¢ C3CT, BIIC, nmopraibHOIi
TUTIepTeH3MEeil, MIpUeMOM IIpenapaToB IS JICUCHUS
OXHMPEHUS LIEHTPAIBHOTO IEeHCTBUA MU aM@eTaMuHa.
[Ipemapat B mo3e mo 2,5 Mr 3 pasa/cyT. yaydinana Kiu-
HUYECKYI0 CHUMITOMATHKYy, IepeHocuMmocTh ®H, re-
monmHamuueckue mmapametpel, MK JIAT, a Takxke yBe-
JIMYUBAJI BpeMs IO Pa3BUTUS KIMHUYECKOTO YXYIIe-
ausa. K 12-it ven. gucrannus B TIIX yBennuuimack Ha
+30 M OT MCXOAHOM B TpyIIe puoLuryata** ¢ Makcu-
MaJIbHO# m030it 2,5 mT 3 pa3a/CyT., Torga Kak B TPYIIIIe
mianedo oHa cHM3WIACh B cpenHeM Ha 6 M (p<0,001).
Vayamenue nuctannouu B THIX x 12-if Hen. nedyeHus
TOCTUTAJIOCh U Y MAIIMCHTOB, IMOJIYYaBIINX IIPEIIIIe-
CTBYIOIIYIO crtelnduueckyio Tepanuio [197]. Benuunna
JICC B rpymite puonuryaTta*™* ¢ MaKCUMaJIbHOM 103014
2,5 Mr 3 pasa/cyT. cHM3WIach Ha 223 AuH/ceK/cM,
TOTHAa KakK B TPYIIIE IIameb0 OTMEUYeHO CHIKCHUE Ha
9 nuH/cex/cMm (p<0,001). CTaTUCTUUECKU 3HAUUMBIMU
Ipy Ha3HAYCHWU PUOLMTyaTa** B CpaBHECHHU C TLIa-
11e00 OBLIM M3MEHEHUs TeMOAMHAMUYECKUX IMOoKa3a-
teneit (cpemaero JIJIA, cepmedHOTO BEIOpOCA), a TaKXKe
ypoBHSI NT-proBNP, ®K (BO3) u cTemieHN OmBIIIKHA
no bopry. JlocToBepHO pexe B Ipyllie puomuryara™*
¢ MaKCUMaJIbHOM M030i1 2,5 MT 3 pa3a/cyT. B CpaBHCHHUU
¢ T1are60 HACTYITAIM COOBITHSI, YKa3bIBAIOIIME Ha KITH-
Huyeckoe yxymmenue JIATL. Tlo manaeiMm PATENT-2
NBYXJIETHSISI BBKMBaeMOCTb naiuueHToB ¢ JIAI Ha ¢o-
He Tepanuu puouuryaroMm** cocrasuia 93%, npu aTom
y 79% mnauueHTOB He Ha6JI0JaloCh KIMHUYECKOTO
yxynmeHust. bonee toro, 83% mamueHToB 4yepe3 2 ro-
Jla OCTaBaJIUCh HA MOHOTEpaInuu puouuryatom** [198].
Puonuryat** obiamaeT XOopoIIuM CIIEKTpOM Oe3orac-
HOCTH, T.K. 9aCTOTa HamboJjee Cepbe3HBIX HEXKEIATCIIhb-
HBIX SIBJICHUN, TaKMX KaK CUHKOITAJIbHBIC COCTOSHWSI,
NPUHIUNHAIBHO HE OTIMYajach OT TPYIIIBI TLIale0o
IIPU UCIIOJb30BaHUM MaKCUMaabHON mo3upoBku (1%
u 4%, coorBeTcTBeHHO) [199]. TuTpauust 1036l puo-
nuryaTa** moyKHa OCYIICCTBIISITBCS IIPU TIHATCIHHOM
KOHTPOJIe KIMHUYECKUX TIPOSBICHUN U ypoBHSI A/l.
B Poccwuiickoit @emepannd K TUTPAIMUA ITOCTYITHBI
Io3upoBKK 1 M, 1,5 Mr, 2 MTr 1 2,5 MT puoumryara**,
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Tutpamust oCymIecTBIsICTCS ¢ MHTEPBAJIOM B 2 HEll. TIOII
KOHTPOJIEM CYOBEKTHMBHOII MEPEHOCUMOCTH U YPOB-
HSI cuctoandeckoro AJl, KOTOpHIif B ITOKOE B ITOJIOXKE-
HUW CUII He JOoJKeH ObIThb <95 MM prt.cT. [TanimeHTHl,
MIPUHUMAIOIINE PUOLIUTYAT**, He MOJKHBI KypHUTh, ITO-
CKOJIBKY Ha (pOHE KypeHUS 3HAYMMO CHIKACTCS KOH-
LeHTpaluus puouuryata** B KxpoBu. Puonuryat** 00-
JlamaeT TepaTOreHHBIM 3(G(EKTOM U ero IMpUMEHEHUE
y 6epeMeHHBIX ITPOTUBOIIOKA3aHO.

— PexkoMeHIOBaHO Ha3HAUYCHHE pUOLMTyaTa** s
yayamreHus rmepeHocumoct GH, ymyamenus @K (BO3)
U IpenoTBpalleHus mporpeccupoBanus JIAIL [6, 146,
197, 198].

EOK IB (VI 2, YYP B) nas nanuentos I1-111 @K

EOK IIbC (VI 3, YYP B) nia namentos IV @K

— He pexomeHmyeTcs KOMOWHAIUS pHOIIATyaTa™*
" cwineHadmIa n3-3a prUcKa Pa3BUTHST CUCTEMHOI THITO-
TEH3UN U IPYIUX IMoOOYHBIX 3 dekToB [6, 146, 197, 198].

EOKIIIB (Y1 5, YYP C)

3.2.2.6. Cenekcunar

Cenekcunar — TICPBBII CEJICKTUBHBIM arOHUCT IIPO-
crauukinHOBbIX (IP) penentopoB s nepopajibHOro
nmpuema (ATX-BO1AC, anTmarperanThbl, KpoMme Telia-
puHa). JleiicTBue cejekcunara u ero mMetraboyura pea-
JIm3yeTcs yepe3 aktuBanmio IP-pementopoB, BhI3BIBa-
et Basommiatanuio cocynoB MKK n camxenne JICC.
B muntotHom PKMU 2-it daswer y maumenTos ¢ JIAT, momy-
yapmnx Tepanuio UDIAD-5 i DPA, na 17-if Hen. Te-
parmu cenexcumnaroM orMedeHo cHikeHue JICC [200].
Torga xaxk B PKHM 3-it (paser GRIPHON c¢ BxIoueHnem
1156 marueHTOB (Cpeay HUX TpyIla cejaekcumnara — 574
manneHTa) JIAI-MOHOTepanus ceJIeKCUITaroM WX TI0-
clemoBaTesibHAas KOMOMHUpOBaHHAs (IBOMHAS M Haxe
TpoliHas) crienmuduuecKas Tepanusi ¢ 100aBICHUEM Ce-
JIEKCUTIara CHIKajla BpeMsI OO0 HACTYIUJICHUS IIepPBOTO
coObITUs, accouuupoBaHHoro ¢ JIAI, unu cmeptu na-
uuenTa Ha 40% (OP 0,60; 99% AU 0,46-0,78; p<0,001)
[201]. DddexTMBHOCTD cenekcunara He 3aBucesia OT TO-
T0, TIPUMEHSIJICS JIM TIpelapaT B Ka4yeCcTBE MOHOTEPAITHH
(OP 0,57;99% AN 0,32-1,03) uin B KOMOMHALIMU C IPY-
ruMu criennduaeckumu npenapatamu: UOID-5 (OP
0,66; 99% AU 0,32-1,35), uau DPA (OP 0,66; 99% AU
0,32-1,35), a Takke OT BO3pacTa MallMeHTa ¥ 3THOJIOTUHI
3aboneBanus [204]. Hapsimy ¢ aTuM 3aperucTpupoBaH
3 dEKT Tepannmn ceIeKCUIIaroM 1Mo CpaBHEHMIO C ILIa-
11e00 Ha (PU3NUECKYI0 pabOTOCIIOCOOHOCTh MAallMEHTOB
o maHHbiM TIIX (+12 M; 99% AU 1-24 m; p=0,003).
K xoH1y aBoiiHOTO cjemnoro nepuona (26 Hem.) oTMme-
YEeHO CHIKCHHE CMEPTHOCTU M YaCTOTHI TOCIIUTAIIN3A-
uMii B cBsA3u ¢ yxyamenuem teuenus JIAT na 30% (OP
0,70; 95% AU 0,54-0,91; p=0,003), npuuem 87,4% co-
OBITUI TPUXONMIOCH Ha ToctuTanu3annu. Celekcurar
TUTpOBaIN, HaumHas ¢ o036l 200 MKT 2 pa3a/cyT., exe-
HeIeabHO MOoBHIIAas 103y Ha 200 MKT 10 MaKCUMaJIbHO
IIePEHOCUMOM H03bl. MaKCUMaJIbHO OOITyCTUMAas J03a

cenekcumnara coctaBuiaa 1600 Mxr 2 pasa/cyt. [1pu aHa-
N3¢ CTPYKTYPHl MHIWBUIYATBLHON ITOICPKUBAIOIICHA
no3bl B ucciaegopanun GRIPHON ycraHoBIIEHO, 4TO
42,9% manumneHToB MOJy4Yald BeICOKHME H03bI, 31,2% —
cpenHue, U ToIbKo 23,2% — Huskue. HexenatenbHbie
SIBJICHMSI, CBSI3aHHBIC C IIPUEMOM CeJIeKCHUITara, BCTpe-
yajauch B 14,3% ciydaeB 1o cpaBHeHuIo ¢ 7,1% B rpyI-
e 1mIamebo, 9To B psae CIydacB ObLIO MIPUUYMHOM IIpe-
KpalllecHUsI OaJbHEUIIero y4JacTHs B HCCICTOBAaHUU
GRIPHON (p<0,001). Hambomnee pacmpocTpaHEHHBI-
MU TT060YHBIMU 3 dekTamMu Ha ¢oHe MpueMa celek-
curnara ObLIM TOJIOBHAsI 00J1b, 00JIM B HUKHEH YEJTIOCTHU,
TOITHOTA, AUapes, MUAITUU, TPpUIUBEl. COBMECTHHIN
npueM ceiekcunara ¢ mHrnontopom CYP2C8 rem-
GuOPO3MIOM KAaTeTOPUMICCKH IIPOTUBOIIOKA3aH M3-3a
IBYKPATHOTO YBEIMYCHUS KOHIICHTPAIIUM CeJIeKCUTIara
B KPOBU M, COOTBETCTBEHHO, YCHJICHUS ITOOOYHBIX (-
(hEeKTOB.

— PexoMeHnoBaHO Ha3HAUYCHME CEJIEKCUIIara B Kaue-
CTBE MOHOTEPAITNM 1 B paMKaX KOMOMHUPOBAHHOM Tepa-
i manreHTam ¢ JIAT 1I-111 @K mas mpemyrpeskmeHusT
nporpeccupoBanus 3adoneBanus [6, 146, 200, 201].

EOK IB (Y 3, YYP B) nia namuentos 11-111 ®K

3.2.2.7. KomObuH1poBaHHas Tepanus
KoMmOuHMpoBaHHaAs Tepalus ¢ BO3IeHCTBHUEM Ha
pa3TUYHBIC 3BCHBSI MATOTeHe3a IMMPOKO IPUMEHSET-
cg B leuennu naumeHToB ¢ CH, cucremnuoit AI, BUY-
nHeKIre. DTOT MOIX0N SIBISICTCS IIPUBICKATCIHBHBIM
BBUIY BO3MOXHOCTHA OTHOBPEMEHHOTO BIIMSHUS Ha HE-
CKOJIbKO myTeii maTtoreHe3a JIAIL, 4To mpuBOOUT K CHU-
xenuto JICC, mpenoTBpalleHUIo0 JaTbHEHUIIIETO peMoIe-
JIMPOBAHMS JICTOYHBIX apTePU M B UTOTE K YBEJIMUCHUIO
BpeMeHHU 110 yxyauieHus: teueHust JIAL, cHM>XKeHuo yac-
TOTHI Pa3BUTHUS OCJIOXHEHMIA, B T.4. U (paTaTbHBIX.
IlonTBepxaeHnEeM MPEBOCXOACTBA KOMOMHUPOBAH-
HOI TepallMy Haa MOHOTEpaIlMeil CIIyXKaT pe3y/IbTaThl
HECKOJBKNX METAaHaJN30B KIMHUYCCKUX HMCCICIOBa-
HUM ¢ MpUMEeHEHUEeM KOMOWHMPOBAHHON criemuduae-
CKOI Tepalmu, B KOTOPBIX ITOKA3aHO YIYJIIICHUE TeMO-
IUHAMMYECKNX ITOKa3aTeneit  (pu3ndeckoil paboTocCIo-
cobnoctu namueHToB (TLIX +23 M), cHUXeHUEe pucka
yxynmenust tredenust JIAI Ha 35%, nporpeccupoBaHust
JIAT na 38-47%, ymeHbllleHUE PUCKA FOCIUTAIU3ALUI
B cBa3M ¢ nporpeccupoBanueM JIAT Ha 29% u sckana-
LY Tepanuy Ha 62% 1o cpaBHEHUIO C MOHOTepaIuei
[202-204]. U ecu 11e7iecoo0pa3HOCTh HA3HAYCHMUST CTap-
TOBOII KOMOWMHHMPOBAHHOI cIienn(UUIEecKOil Tepanuu
y nauueHToB ¢ I ®K JIAT B OOJBIIMHCTBE CITydaeB He
BBI3BIBACT COMHEHUII, TO arpecCHBHAsI CTpaTeTus Be-
nenns nanueHToB co 11 MK JIAT obcyknmanach TOJIBKO
B eBporneiickux pekomeHnanusx 2015t [6]. [TpopbiBHBIM
B OTHOIICHUM CMCHBI MapaguTMbl BEACHUS IAaIllCHTOB
HeBbicokoro DK cran 2017T, korga 6bUIN OITyOJIMKOBAHBI
IAaHHBIC TPEX PETUCTPOB, B KOTOPHIX Ha MpPaKTUKE IPH-
MCHCH ITOOXON CTpaTU(UKAIIUM pHUCKA JICTAIbHOCTH,
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MPENJIOKEHHBIA B PEKOMEHIALMAX 10 BEACHUIO Mallv-
enToB ¢ JII' EBponeiickuM pecnupaTOpHBIM O0IIIECTBOM
n EOK [128-130]. Oka3anoch, 4To rogoBast JIETATLHOCTh
MMAlIMEHTOB C MCXOOHO ITPOMEXYTOUHBIM PHUCKOM JIe-
TaTbHOCTHU cocTaBisteT 17% [128]. A cocTosiHue manm-
€HTOB 3TOM TPYIIIBEI pUCKAa OOBITHO XapaKTepH3yIOT KaK
II v 111 ®K JIAT. ITo manaeM peructpa COMPERA
KOMOMHUPOBAHHYIO Tepaluio Iojydaiu Tojibko 40%
MMAIlMeHTOB TPYIITBI IIPOMEXYTOYHOTO pHCKa JIETaTbHO-
CTH, HO M B TPYIIIE MMAIlMEHTOB 30HBI BBICOKOTO PHCKa
JICTAJTbHOCTU CTapTOBasi KOMOMHUpPOBAHHASI Tepaltus
OblIa TOJBKO y 36% malueHTOB Ha Mepuoi Halboae-
Hus oT 3 mec. mo 2 net [129]. HecMmotps Ha Hammuume
Pa3TUYHBIX TPYII CITEHU(PUIESCKUX aHTUTICPTECH3UBHBIX
npernapatoB s jgedeHus JIAI u momxon B jeuyeHUH,
OCHOBAHHBIA Ha CTpaTHMUKAIIUM PUCKa JICTAJTbHOCTH,
TPEXJIETHsISI BbIXKMBaeMoCThb nauueHToB ¢ JIAI ocraercs
HEYIOBJIETBOPUTEILHOM 1 BapbupyeT ot 67 no 74%. Tem
HEe MEHee eClI B TeUCHME TIEPBOTO roga ¢ MOMECHTA Ha-
yaja crendrIecKoil Tepaiy MalueHT U3 30HEI BBICO-
KOTO/IIPOMEXKYTOUHOTO PHMCKA JICTATbHOCTH ITEPEXOTUT
B 30HY HM3KOT'O PMCKAa, TO MOCICAYIONasi BEDKMBAEMOCTb
COIIOCTAaBMMa C TMaIllMeHTaMU, KOTOPBIE MCXOMHO OBLIN
CcTpaTU(PUIIMPOBAHBI KaK HaXOMSIIIMECS B 30HE HU3KO-
ro pucka jetaibHocTu [128]. TakuM oOpa3oM, pe3yiib-
TaThl TIpocneKTuBHBIX peructpoB COMPERA, SPAHR
" (paHIy3CKOro peTHCTpa ITOATBEPOIUIA IIeJIecoobpas-
HOCTb MCITOJIb30BAaHUS CUCTEMBI CTpaTU(MUKALIMU PUCKa
JICTATbHOCTH, TIPEIIOXKECHHYIO B IEHCTBYIOIINX €BPO-
MeicKuX peKoMeHaauusx [6], 1 He0OXOOUMMOCTh OoJee
arpecCUMBHOI TaKTUKM BEAECHMS MAllMEHTOB MPOMEXY-
TOYHOTO pHCKa JeTaabHocTH. Kpome Toro, remonmHa-
MUYeCcKHUe TToKa3aTesiv, mojaydeHHble Bo Bpems YBKC,
OCTaIOTCSI OMHUMM M3 CAMBIX CHJIBHBIX JCTCPMUHAHT
cTpatTu(UKAIINM pUCKa JCTATbHOCTA M BEIOOpPA TAKTH-
ku BemeHus [128-130]. K coxaneHuto, cucrema cTpa-
TUPUKAIIUN PUCKA JICTAJIbHOCTH, TIPEIJIOKCHHAS €B-
pomeiickuMu pekoMeHmanusmu 20151, B oTImumMe OT
KkanpKyngTopa pucka REVEAL 2.0 He yyuThIBaeT Takue
HeMonnduUIImpyeMble IToKa3aTeln, KaK BO3pPacT, ITOJ
W 3TUOJIOTUS 3a00JIcBaHMsI, a TAKXKE COITYTCTBYIOIIYIO
naTosoruto [10].

Pesybrathbl ocjienHux 10JroCpOYHbIX MHOTOLIEHTPO-
Bbix PKH, BKIIOUaBIIMX OOJbIIOE KOJUYECTBO Mallv-
eHTOoB c JIAI' 1 rpymnIibl, MO3BOJUIN OLEHUTh BIMSIHUE
cTapToBOif KOMOMHMpoBaHHOM Tepannu (AMBITION)
U TIOCIIeA0OBAaTeIFbHOM KOMOMHUPOBAHHON crienmuduae-
ckoit Teparmun (SERAPHIN, GRIPHON) Ha mcxomsl
3aboneBanus [189, 208, 209] u coemath BBIBOO O IICNe-
Cc0o00pa3HOCTH paHHEH KOMOMHUPOBAHHON crielMpmae-
cKoit Teparuu, gaxe y maumeHToB co 11 @K JIAT, xo-
TOPBIX MOXHO OTHECTH KaK K 30HE HM3KOTO pHCKa Jie-
TaJIBHOCTH, TaK M MpoMexyTodHoii [146]. Tak, B8 PKU
SERAPHIN 63,7% BkIO4eHHBIX ManmueHToB ¢ JIAT
1 rpynnel moaydanu 0a30ByI0 crneunUUecKylo Tepa-
K10, NIPEUMYILECTBEHHO cuieHadmioM, u 5,4% mauu-

€HTOB — TepaIuio CHHTeTUYCCKUMU aHaJIOTaMU IIPO-
cranukianHa (ATX-BO1AC, anTHarperaHThl, KpoMe Te-
napuHa). Ha ¢hoHe KOMOMHMPOBAaHHON Tepallni C Ma-
OUTEHTAHOM™* PUCK HEOJIarOMPUSITHBIX COOBITHIA (TO-
CIIMTAJU3aluu, CMepTh, yxyameHue teueHus JIAT,
TpaHCIIAHTAlMsI/CEeNTOTOMUS) CHuUXaucs Ha 38%
(p=0,009) [187]. B PKM AMBITION mpomeMOHCTpH-
pPOBaHO CHMXEHHUE pucka coObiTuii Ha 50% B rpyiie
CTapTOBOM KOMOWHMPOBAHHOI Tepanmny aMOpU3CHTAa-
HOM™* B codeTaHmHU ¢ TamamaduiaoM# 1O CpaBHEHUIO
C TPyHIIaMd MOHOTEpAIMu aMOpW3eHTAaHOM** WJIM Ta-
nmanaduaom# (p<0,001) [205]. B PK1 GRIPHON puck
HeOJIarONpUSITHLIX COOBITUI CHUKayca Ha 37% B rpyii-
T TAlMEHTOB, TOJYYaBIINX CEJICKCHUIIAl B MOITOJTHECHIE
K teparmuun UDIOD-5 u BPA (n=179) 110 cpaBHEHUIO
C TpYIIION, MOJIydyaBIIe ABOWHYIHO KOMOWHUPOBAH-
Hyto tepanuo (n=197) (OP 0,63; 99% AW 0,39-1,01)
[206]. MuTepeceH TOT (aKT, 9YTO PUCK HEOIATOIIPUSIT-
HBIX coObITHit 3a 30-Mec. Tepuon HabmoneHust B PKM
GRIPHON ymenbiiazics Ha 63% y nauueHtoB co 11 @K
JIAT Ha ¢oHe nocienoBaTelbHOI TPOWHOU Tepanuu
(n=55) 1o cpaBHEHUIO C NBOIHON crienmduIecKoil Te-
panueit (n=60) (OP 0,37; 95% AU 0,15-0,95). Caenyet
OTIEILHO OCTAaHOBUTHCS Ha pe3yJbTraTax HIJIOTHOTO
OIITHOIICHTPOBOTO IIPOCITEKTUBHOTO HEKOHTPOIMPYEMOTO
nccenoBaams Sitbon O, et al. (2014), B koTopom 19 “Haus-
HeiM” manueHTam ¢ JIAT 1II-1V ®K (WUJIAT, Hacnen-
ctBeHHast JIATI, nekapctBeHHas JIAI') HazHayeHa cTapTo-
Basi KOMOMHUPOBAaHHAsI TEPAITHs SIIOMPOCTECHOIOM B CO-
YeTaHWM C TIEPOPaTIbHBIMU TIpeIapaTaMy CHIIeHa(pUIoOM
u 603eHTaHOM**, TpexJIeTHASI BEBLKMBAEMOCTh MAIlIEHTOB
cocraBuiia 100%, a nepenocumocts @H u rmokaszarenu re-
MOIVMHAMMKY TEMOHCTPHUPOBAJIN YCTONUMBOE YITyUIIICHHE
crryers 32119 mec. negerus [207].

YuuteiBast pe3ynsratel PKU mocnenHux et U gaH-
Hble MPOCHEKTUBHBIX MEXIYHAapPOAHBIX DPETUCTPOB,
B 20181 KeabHCKMIT KOHCEHCYC IKCIEPTOB MPEITOXKMIT
HOBBIM ITOAXON B Ha3HAYCHUM CTAPTOBOII KOMOMHMPO-
BaHHOIT Tepalliy, COTIACHO KOTOPOMY Haxe MalllmeHTaM
C HU3KUM PHUCKOM JICTATbHOCTH ITOKa3aHa CTapTOBas
KOMOWMHUpoOBaHHasI Tepanusi. O6o3HaUeHa IIeJIb Tepa-
MWW CTAOMIBHOE TOCTIKCHME 30HBI HU3KOTO PHICKa JIe-
tajgpHOCTH |9, 10, 146]. KpoMme TOro, B HOBOM aJIFOPUTME
JeueHms maneHToB ¢ JIAD mpemroxkeHo pa3TuJaTh Ia-
UeHTOB ¢ “kKinaccnaeckum” peHoruriom MJIAT u mamm-
eHTOB ¢ JIAI ¢ comyTCTBYyIOIIEH TTATOJIOTUEHA.

K “knaccuueckomy” dpenorurry MJIAI MoxxHO OTHe-
CTU MOJIOABIX TTAIIMCHTOB C TUITMIHON TPEKAIILISIPHO
JII" 6e3 comyTcTByIOIIEH TTAaTOIOIMU, TOIJAa KaK IalueH-
161 ¢ UJIAT u comytcrBytomeit maronorueit (AL, UBC,
caxapHBIIf OTrabeT, OXMPEHME, MAaTOJIOTUS JIETKUX) —
OOBITHO JIIOAW CTapIleii BO3pacTHOM TpymIiel. UMeHHO
st mauueHToB ¢ MJIAT crapieii Bo3pacTHOI TPYIIIIbI
C KOMOPOMITHBIMU COCTOSHUSIMHU, HECMOTPSI Ha PUCKU
JIETATbHOCTH, B KaueCTBE Havala crienuduueckoit Tepa-
TTUH MOXET OBITH TPEIIOKEHO MCIIOJIb30BaTh MOHOTEPA-
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Tabnuua 12

PekomeHpauum no apPeKTMBHOCTU NOCNef0BaTeNIbHO KOMOMHUPOBaHHOI NekapcTBeHHO Tepanum ans JIAT (rpynna 1)
B cooTBeTcTBUU ¢ PK BCcemupHOi opraHusauum 3apaBooxpaHeHus (aganTupoBaHo u3 [6])

Tepanus

MauuTeHTaH** B LONONHEHNE K cunaeHadpuny
Pvouyryat** B pononHeHue kK 603eHTaHy**

Cenekcunar B gonofHeHne k PA n/wnu cungeHaduny
MnonpocT MHransuyoHHbIV B AONOSHEHME K 603eHTaHy**
AMOBpr3eHTaH** B 4ONOJIHEHUE K cunaeHaduny
BoseHTaH** B fononHeHne k cunpeHadpuny
CunpeHadun B gononHeHme k 603eHTaHy**

[pyrue ABoiiHbIe KOMOVHALMM

[pyrue TpoiiHble KOMOUHALWN

Pvioumryat** B jononHeHwue Kk cungeHaduny

Pexomengaumu
K 11BO3 K 111BO3 K IVBO3
EOK YYP EOK YYP EOK YPPYAL
Yon yon
B A2 B A2 llaC B2
B A2 B A2 llaC B2
B A2 1B A2 llaC B2
1IbB B3 1IbB B3 IIbC C3
IIbC C3 IIbC C3 1IbC C3
1IbC C3 IIbC C3 IIbC C3
IIbC C3 IIbC c3 IIbC C3
IIbC C3 IIbC C3 IIbC C3
IIbC C3 IIbC C3 IIbC C3
B A2 B A2 B A2

Cokpawenus: BO3 — BcemupHas opraHvsaums 3apaBooxpaHeHus, EOK — EBponeiickoe obuectBo kapanonoros, YA — ypoBeHb 4OCTOBEPHOCTM [0KA3aTeNbCTB,
YYP — ypoBeHb y6eamtensHocTv pekomeHzaumni, @K — dyHKUMOHaNbHBIA knace, IPA — aHTaroHUCTbl SHAOTENVHOBLIX PELLENTOPOB.

IUIO C TIOCJIEMYIoIei OIeHKOM 3(p(EeKTMBHOCTA W MH-
IUBULYATHLHBIM PEIICHUEM O I1eJIeCO00Pa3HOCTH IIPUMe-
HEeHUsI KOMOMHUpOBaHHOM Teparmu [10].

Takum o6pa3om, CKIIampIBaeTCs IIPEICTAaBICHUE O J0-
CTATOYHO Y3KOH MOMYJSLUU MallMEHTOB, Y KOTOPBIX
MOKET pacCMaTpUBaThCA CTapTOBass MOHOTEPAIHSI, YTO
BIIEPBEIC OBUTO chopmympoBaHo B 2019t

— IMamuentsl ¢ MJIAT, nacnenctBenHoii JIATL, JIAT
Ha (oHe IpueMa JeKapCTBEHHBIX IIpeIapaTroB C IT0-
JIOKUATEIBHBIM Ba30pEaKTUBHBIM TECTOM, YCTOMUMBBIM
noctmkeHueM I-11 @K JIAT u ynydiieHneM reMoauHa-
MUYeCKNX MOoKa3aTejieil (IpexXHre WA YIydIIatoI-
ecs TI0 CPaBHEHUIO ¢ JOCTUTHYTBIMU BO BpPEMsI IIPOBE-
IeHNST Ba30peaKTUBHOTO TecTa) Yepe3 | rom Ha MOHO-
tepanuu bKK;

— [TlauueHTsl, IJIUTENBLHO TOJyYaloliMe MOHOTepa-
o BKK (>5-10 1eT) 1 Haxomsmmecs CTaOMILHO B 30-
He HU3KOTO PMCKA JICTAJTbHOCTH;

— IaumenTtsr ¢ UWJIAT crapiie 75 netT ¢ MHOTOYHUC-
neaaeiMa OGP CH ¢ coxpaHHOIT COKpaTHTEIBHOM CITO-
cobnoctoeio JIZK (Beicokoe AJl, caxapubiii nuadet, PII,
OXWPCHMUE);

— TlaumeHTsl ¢ TOAO03pEHUEM WIIN BBICOKOU BEPOSIT-
HocThio BOBJI/JIKT

— IMauments! ¢ JIAI, accounupoBanHoii ¢ BUY munm
TIOPTAIFHOI TUIIEPTEH3UEH, MM HEKOPPETUPOBAHHBIMU
BIIC, TOCKONBKY 3TU TPYIIIE MAIIMEHTOB HE BKITIOYA-
muchk B PKU co crapToBOit KOMOMHUPOBAHHOI Teparueii;

— Tamments ¢ nerkum teuenneM JIAL (I @K JIAT,
JICC 3-4 en. Byna, cpennee JJIA <30 MM pT.CT. 1 HOP-
MaibHBIe Toka3atenu 12K mo nanasM OxoKT);

— KombuHupoBaHHas crienuguyeckas Teparnus He-
IOCTYITHA WJIM IIPOTUBOIIOKA3aHa (HaIIpuMep, TsoKesast
rmarojorus neaeHn) [ 10].

BbesycnioBHO, KOMOMHMpOBAaHHAs Tepanus HNMe-
eT U CBOM OOpaTHBIC CTOPOHBI B BHAC CYMMAIIUM II0-
004YHBIX 3(@PEeKTOB, MeXJIEeKAapCTBEHHBIX B3aMMO-
OENCTBUIT W TIPUBEPXKEHHOCTH TepPaluy y MaIllueHTOB,
WCXOOHO MMECIOIINX COITYTCTBYIOIIYIO MATOJOTHUIO, IO
ITOBOMY KOTOPOI OOJBHBIC MOTYT ITOJIYYaTh OOJBIIOE
KoJimyecTtBO mpernapatoB [208]. Kpome Toro, Bompo-
CcBhl (hbapMaKO’KOHOMUYECKON 3((OEKTUBHOCTH TaKXKe
ocTalTCa HepemeHHBIMU. OcTaeTcsT HeSICHBIM, Kakast
TaKTHUKa TOJKHA OBITH MPEOIPUHSITA B ciaydae Hed(]-
(GeKTUBHOCTH MOHOTepanuu. Hacrtosmmass ctpaTerus
BEICHUS MAIIMCHTOB ¢ HeaAeKBAaTHBIM KIMHUUYECKUM
OTBETOM TIPEAyCMATPUBACT SCKAJAINIO yKe MMEIOIIeii-
cd Tepamnuy 3a CYeT JOOABJICHUS BTOPOTO M TPETHETO
creunduIecKoro mpemapara. HemsBecTHO, KaK HU3-
MEHUTCS TeUeHUE 3a00JIeBaHMUs B CIydae 3aMEHBI IIpe-
mapaTta OOHOW TPYMITHI IIpemapaToM W3 APYTOM T'PYII-
ITBI. YCTaHOBJIICHHBIX PEKOMEHIAILIMI 110 3TOMY ITOBOIY
HEeT, HECMOTps Ha oOHamexuBawlnue pe3yabratel PKU
RESPITE 1o mepekioueHUIO TTAallMeHTOB ¢ HeaJleKBaT-
HBIM KJIMHUYECKUM OTBETOM C Tepaluy CHIIeHaA(DUIOM
Ha puonuryat** [209]. B oTKpBITOM HEKOHTPOJIHMPYE-
MoM kJmHn4YeckoM uccienosanuu RESPITE 61 mauu-
ent ¢ JIAT 1 rpynnst (92% WUJIAT), Haxonsmuiics B 111
@K, HECMOTPS Ha ITOJlyJaeMy0 Tepaluio cuiiaeHadu-
JoM >3 Mec., TIepeBelleH Ha Teparnuio pUoLuryaToM™*
¢ ToCJenyomuM IrepruonoM HaobmoneHus. K 24-itf Hen.
HaOMIOIeHUST TOJBKO 46% TAalMEeHTOB OCTaBaJMCh
B 111 ®K JIAT, Ttorma kak 56% manuentoB goctumiu 11
®K u 2% nanuentoB — 1 @K JIAI. Hapsiny co cHu-
xearneM DK, peructpupoBasoch yBeIUUYCHNE TUCTAH-
uun B TIHIX Ha 31263 M (p<0,01) 1 cHUXEHKHE YPOB-
H9 NT-proBNP B ceiBopoTke KpoBu. OIHaKO Clemy-
€T OTMETUTh, YTO 82% MALMEHTOB UCXOAHO ObLIM Ha
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KOMOMHUPOBAHHOM Tepanmuu cuiageHadmioMm u DPA.
[TocKkoabKY pe3ynbTaToB MCCICIOBAHUM, OMHOBPEMEH-
HO cpaBHUBAOMUX 3(PGEKTUBHOCT U 0€30MaCHOCTD
Bcex Tpex DPA, HeT, To MHTEepeCHBI JTaHHBIC TI0 TIepe-
KITIOUEHUIO ¢ Tepanuu omHUM DPA Ha npyroii. Tak, mo
MTaHHBIM OJHOIICHTPOBOTO IPOCIEKTUBHOTO KOTOPT-
Horo uccienoBanus Politi MT, et al. (2017), mepexito-
yeHue ¢ 0o3eHTaHa** Ha mMauuTeHTaH** 78 MalneHTOB
¢ JIAT 1 rpynmsl Ha (poHe 6a30BOM Tepanmuy CUJIIeHA-
oM 1 KOMOMHMPOBAHHON Tepanuu CiaeHapmI +
cHHTeTHYeCcKMit aHamor npoctaunkianHa (ATX-BOIAC,
aHTUArperaHThbl, KpoMe renapuHa) y 21% mnauueHToB
K 12 Mec. HaOmMIOOEeHNS 00ECIIEUMBAIIO ITOJOXKMUTEIb-
HBII 3¢ (dEKT B BUOE TOCTOBEPHOTO YMEHBIICHUS KO-
nnuectBa nauueHToB ¢ 111-1V ®K JIAT (¢ 47,6 10 9,5%,
p<0,01), yBennuenus nuctanuuu B THIX (¢ 348,1£75,6
1o 398,0+63,7 M, p<0,001), cHuxeHuss ypoBusi BNP
B CBIBOpOTKe KpoBHU (¢ 98 (68-132) mo 78 (62-120) nir/
mi, p<0,01) 1 Oojiee HU3KMX 3HAYCHMUIT TpaHCAMUHA3
(p<0,001) [210]. AHATOTWMIHBINA pe3yabTaT OBLI ITOJIYICH
B IIPOCTICKTUBHOM OBYIIEHTPOBOM HEKOHTPOIMPYEMOM
nccaegoBanum y 40 maumenTtoB ¢ JIAT-BIIC, cpeau Ko-
topbix 40% umenu cunapom JlayHa, 75% — cuHIpOM
Ditzenmenrepa u 23% — MOpenlIecTBYIONIYIO TEPAIUIO
cungeHadwmioMm. Ilpu nepexnoyeHUU ¢ Tepanuu 0o-
3eHTaHOM** Ha MaIUTeHTAaH** JOCTOBEPHO YMEHBIIIAI-
ca OK JIAT (1I1I-1V 48%-23%, p=0,004), cHuxajucs
ypoBeHb NT-proBNP B criBopoTrke kpoBu (p=0,02)
n yBeamunBanoch TAPSE (p=0,002) [211].

— PexomMmeHayeTcs Ha3HAUCHUE TTOCIEIOBATCIHHOMN
KOMOMHMPOBAHHOM CIIeIM(PUICCKON Teparuy s Jiede-
HUS TALMEHTOB ¢ HEMOCTATOYHBIM OTBETOM Ha HaYaylb-
Hy10 MOHOTepanuio [6, 9, 10, 146] (ta6i. 12).

EOK 1B (Y11 5, YYP C)

— Pexomennyercst HayaJabHasT KOMOMHMUPOBAHHAS
Tepaltisl aHTUIICPTCH3WBHBIMU IIperiapaTaMu IJIs Jie-
yenust JIAI' ipu BbIcOKOM pucke jetanbHocTu (>10%
Bron) 9, 10, 146, 187, 202-206].

EOK IIaC (YA 5, YYP C)

— PexomeHmyeTcst paccMOTPETh BO3MOXHOCTBD TIepe-
KJTIOUCHUS Ha pHOIUTYyaT** 1Ipr Hed(HEKTUBHOCTH MO-
HoTepanuu crigeHadmwioM [9, 209].

EOK ner (Y11 3, YYP B)

— PexomMmeHmyeTcsT paccMOTPETh BO3MOXHOCTD IIC-
PEKIIIOUCHUSI ¢ OMHOTO TIpelapara Ha JPYyroi B paMKax
OIHOTO KJIACcCa aHTUIICPTCH3WBHBIX IIpeTapaToB IJIST Jie-
yeHus JIAI uim Ha JIeKapCTBEHHBIN MpernapaTr JApyroro
Kkjacca [210, 211].

EOK ner (V11 4, YYP C)

— He pekoMeHmyeTcs paccMaTpuBaTh B KauecTBe
IpemnapaTa IepBOM JUHUN B paMKax IOCIeIOBATEILHOM
KOMOMHMPOBAHHOM Tepaliiyl y MallleHTOB, paHee IOy~
YaBIIIMX TepaInio CUIIeHa(pUIOM, JIeKapCTBEeHHBIN TIpe-
mapaT 003eHTaH™* ¢ y4eToM 0COOCHHOCTEM MeXIIeKap-
CTBEHHOTO B3aumoeictaus |9, 184].

EOK IIaC (Y 2, YYP B)

— PexoMeHmoBaHO Ha3HaUYeHME MallUTeHTaHa** 0OJIb-
HbIM JIAT, He goCTUTAIOLIMM 1IeJiei JIeYeHUsI MpU Ha3Ha-
yeHnn cugeHaduia [6, 9, 187].

EOK IB (Y] 2, YYP B) naa namuentos II-111 ®K

EOK IIaC (VI 3, YYP A) nna namuentos IV @K

— PexoMmeHmoBaHO Ha3HaUYeHHE pyUoOLIMTYaTa** 60JIb-
HbIM JIAT, He gocTUTAIOLIUM 1IeJiei JIeYeHUsI MpU Ha3Ha-
yeHnM 6o3eHTaHa** [6, 9, 197, 198].

EOK IB (Y] 2, YYP B) naa namuentos II-111 ®K

EOK IIaC (VI 3, YVYP A) nna namuentos IV @K

— PexomeHI0BaHO Ha3HaYeHHWE WJIOMNPOCTA B WH-
TaJITIMOHHON (popMe I KOMOMHUPOBAHHOM Tepanumn
nauueHToB ¢ MJIATL, nacnenyemoii JIAIL, JIAI Bcien-
ctBue C3CT, JIAT Ha ¢doHe mpuema JieKapCTBEHHBIX
npernapatoB u HeonepabenbHoit XTOJIT [6, 165-167].

EOK IIbC (VI 2, YYP B) nna nanuenros 11-111 @K

EOK IIbC (VI 2, YYP B) ana namuento IV @K

3.3. Xupypruyeckoe ne4yeHue
3.3.1. ArpnocentocTtomus

B kauecTBe mayyIMaTHBHOM MepHI Y MMALIMEHTOB, HAXO-
JSILIMXCS B JIMCTE OXUIAHMS Ha TPAHCIUIAHTALIUIO, MOX-
HO 00CYXXIaTh aJbTepHATUBHBIC METOIbI JIEUCHUsI, TAKIE
Kak OajutToHHag aTpuocentoctomMus [212]. 3agaya 3TOTO
METOa — pa3rpy3uTh MpaBblie KAMEPBI CepAlla U yBeJIu-
YUTh CEPACYHbII BHIOPOC 3a CUET LIYHTUPOBAHUS KPOBHU
crpaBa-HayieBo. OgHaKO Oa/UIOHHAsT aTPUOCEIITOCTOMMUSI
COIpSDKEHA ¢ BHICOKMM PUCKOM IE€PUOIEPALMOHHOI Jie-
TAJIBHOCTA U JOJIKHA BBIMOJHSTBCS TOJBKO B LIEHTpAX,
MMEIOLIMX OIIBIT BBIMOJIHEHUSI JaHHO IIPOLIEAYPHI Y ALK~
eHToB ¢ JIAI' u TonpKo Ha (poHEe MaKCMMAaIbHOU Tepanuu
AHTUIIEPTEH3UBHBIMU IIpenapatamMu i jiedeHus JIAT.
HanHble MeTaaHaM3a 16 HaGMIONATEIbHBIX UCCIEIOBAHMI
y 204 manmueHTOB, TEepeHECIINX OAIIOHHYIO aTPUOCEII-
TOCTOMUIO, MIPOAEMOHCTPUPOBAIN CHIXKEHUE IABICHUS
B I1IT Ha -2,77 MM pr.cT. (-3,50; -2,04; p<0,001) u yBemm-
yenue CH Ha 0,62 1/mun/M? (0,48; 0,75; p<0,001), Hapsiny
CO 3HAYKUTEJIbHBIM CHIDKEHUEM HACBILLIEHUST apTepUAIbHOM
KpoBH KucjaopomoMm Ha -8,45% (-9,93; -6,97; p<0,001).
JleTapbHOCTD B paHHNE CPOKH (110 48 1) ITocie BMeIIaTe/Ib-
crBa cocrasuia 4,8% (1,7%, 0,9%), B cpoku g0 30 gHeir —
14,6% (8,6%, 21,5%), Torga Kak B OTIAJIEHHOM II€PUOIE
(>30 aueit) ona nocruma 37,7% (27,9%, 47,9%).

— PexoMmeHayeTCs paccMOTPEeTh BO3MOXHOCTD IIPO-
BeleHUsl OAJUIOHHONM aTpUOCENTOCTOMUU IMallMeHTaM
¢ JIAT ®K IV (BO3) m1pm 4acThIX CHHKOTIATBHBIX COCTO-
SHUSIX 1/uian pedpakTepHoii npaBoxeaynoukoBoir CH,
HECMOTpPsI Ha IIPOBOAUMYI0O MEIMKAMEHTO3HYIO Tepa-
K10, Mepel TpaHCIIAHTALIMEH JTeTKUX WK KOMILIeKca
cepaue-serkue [6, 212, 213].

EOK IIbC (Y1 4, YYP C)

— He pekoMeHIOBaHO MpOBeAeHUE OAUIOHHOM aT-
PUOCENITOCTOMUM TIpU cpeaHeM aapiaeHuu B I1I1 >20 Mm
PI.CT. ¥ carypauyu KucioponoM <90% B rokoe B csizu ¢ 10-
KpaTHBIM YBEJIMYEHUEM PUCKa JIETAJIbHOrO ucxona [214].

EOK ner (Y11 2, YYP B)
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3.3.2. TpaHcnnaHTauus Ierkux uamM KoMrJiekca
cepaue-nerkue

[NaumeHTOB, HAXOMSIIINXCS B 30HE MPOMEXKYTOUYHOTO
WJIN BBICOKOTO PHCKa, HO MCITBITHIBAIOIINX YXYOIICHUE,
HECMOTPSI Ha MaKCUMaJIbHYIO MEIMKAaMEHTO3HYIO Tepa-
M0 AaHTUIIEPTCH3UBHBIMU TIpelapaTaMiu IJIsT JICUCHMUS
JIAT, caenyet cBOeBpeMEeHHO KOHCYJIBTUPOBATh Ha TIpel-
MET TPaHCIUIAHTAIIMK JITKUX FUIM KOMIUIEKCA Cepilie-
JIeTKHe. 3a ToclieqHee DeCSITUICTHAE CYIISCTBEHHO BHI-
pocja MenuaHa BbIXKMBaeMOCTU TauueHToB ¢ JIAL mo-
cJle TpaHCIDIaHTalMu Jerkux: ¢ 4,1 roma B 1990-1997rr
1o 6,1 roma B 2005-2012rr [215]. AHalornyHasi CUTyarust
CKJIaABIBACTCS U IUIST TPAHCIDIAHTAIIMM KOMILIEKCA: Me-
JMaHa BbDKMBaeMOCTH Bbipocia ¢ 1,9 (1982-1991rr) mo
5,6 roma (2002-2012rr). Yaiue BBIIIOJIHSETCS OuiaTe-
paibHasT TpaHCIUIAaHTAUMs JeTKuX. OmXHaKoO BBIXKHMBAC-
MOCTB TIOCJIC TIPOBEACHUS TPAHCIIAHTAIIMKA OTHOTO WJIN
IIBYX JICTKUX IIpUMepHO onnHakKoBa. COITacCHO TaHHBIM
peructpa MexayHapOmTHOTO O0IIeCTBA TPaHCIIAHTALINN
cepama M JETKUX, IIPU CHHIApOMe Dif3eHMeHTepa BCIIeI-
CTBHUE TIPOCTHIX ITOPOKOB M30JUpPOBaHHAS TpaHCILIAH-
Tamus JIETKOTO ¢ OMHOBPEMEHHOI KOppeKIIneit ITopoka
MOXET OBITh METOOOM BEIOOpa. I1pM KeIymTOYKOBBIX Je-
dexTax Jryyiive Ucxonbl HAOMIOMAIOTCS MPU TPAHCIUIAH-
TaIM’ JIETOYHO-CEPAEYHOTO KOMILIEKca [6, 216].

— PexoMeHmoBaHa TpaHCIUIAHTAILIUS JICTKUX WA
TpaHCIUIAHTAIIMS JIETOYHO-CEepACYHOTO KOMIUIEKCa TIa-
muentaM ¢ JIAT nipn Hea(dHEKTUBHOCTH KOMOMHUPO-
BaHHoOI1 [6, 10, 215, 216].

EOK ITaC (YA 5, YYP C)

— PexoMmeHmoBaHO BKITIOYATh B JIUCT OXUIOAHMS OM-
JTaTepajJbHON TpaHCIUIAHTAIIUM JICTKUX WA TpaHCIUIaH-
TallMU JIETOYHO-CEePIEYHOro Komruiekca 60oabHbIX JIAT
n HeonepabeabHO XTHOJIT ¢ BEBICOKUM PUCKOM (paTaib-
HOTO MCXOIa IPW Ha3zHAUYCHWU TPOWHON KOMOWHUPO-
BaHHOI1 crienmduyeckoii reparmu [6, 10].

EOK IIbC (Y111 5, YYP C)

3.4. NHTeHCcMBHasA Tepanus NauneHToB
C AeKOMMeHcauuen 1ero4yHon aprepuanbHOn
rmnepTeH3umn

CUMIITOMBI TSDKENION TIpaBoxenymoukoBoit CH (te-
pudepudeckrie OTeKM, aHacapkKa, acIliT) B COYCTAaHWU
C CUCTEMHOI THUITIOTOHUEH, TaXuKapaueil, 0JIeTHOCTHIO
KOXHBIX MTOKPOBOB WJIM LIMAHO30M, OOIlel CI1ab0CThIO
U TMPECUHKONAJIbHBIMU COCTOSIHUSIMU pPa3BUBAIOTCS
o0b1yHO TIpu Tskenoit JIAIT m gBiIsIIOTCS MOKa3aHU-
eM IS JiedeHMsl B TajlaTeé MHTEHCHUBHON Tepamuu.
IIpaBoxkenymoukoBasgs CH MoxeT OBITH CIEACTBHEM KakK
CUCTOJIMYECKOI, TaK U ITMACTOINYECKON TUCHYHKIIUU
IT2K. IMpu cucrommueckoii nucdynkuun 2K B mepByro
oyepenb cTtpanaet HanojHeHue JIZK u cepnedyHblit Bbl-
6poc, Torma Kak IMpH JUACTOIMIECKOU ero TNCHOYHKIINN
JIOMUHUPYIOT MPU3HAKU BEHO3HOTO 3aCTOsI 1O OOJIBIIO-
MY Kpyry KpoBooOpaiieHus. 1 B ToMm, 1 B Apyrom ciydyae
BO3HUKAET MOJIMOPraHHasi HENOCTATOYHOCTD C MPEUMY-

IIECTBEHHBIM MOpaXXeHNUEM TTeUCHH, TIOYEK W KUIICUHM -
ka. IlauueHT ¢ mekommneHcupoBaHHoit JIAI' HyxXmaeTcst
BO BCECTOPOHHEM OOCICIOBAaHUU C MCKIIOUCHHEM MO-
IUOUIUPYEMBIX TIPUINH, KOTOPBIC CTAIM TPUITEpaMU
yxynmenus JIAI, Takux Kak MHTEpKyppeHTHas1 MHGEK-
U, YXYOIICHNEe TeICHMST COIMYTCTBYIOIIEH MAaTOIOTHH,
aHeMHMYCCKUI CUHAPOM, HapYIICHUS PpHUTMa/IIPOBO-
nuMmoctH, octpass THJIA, mobouHble 3¢ (hEKTH JeKap-
CTBEHHOI1 Teparmu [158].

— PexoMeHnmyeTcs rocrnmTanm3anusi B OTACICHUE
WHTeHCHBHON Tepanuu nmauveHtaMm ¢ JII' ¢ YCC >110
yI./MWUH, HU3KUM CHUCTEMHBIM HaBJIeHUEM (CHUCTOJIMYC-
ckoe AJl <90 MM pT.CT.), OTUTOYpHUEit 1 TTOBBIIIICHHBIM
YpPOBHEM JIaKTaTa BCJICACTBHE COITYTCTBYIOIICHT ITaToJIo-
ruu uiau 6e3 Hee [6, 158, 217].

EOK IIaC (VI 5, YVYP C) niaa nanmuenTon IV @K

— PexomeHmyeTcs TTOCTaHOBKA IIEHTPAJIBLHOTO BeE-
HO3HOTO KaTeTepa B TSKebIX caydasx JIAL mist KoHTpo-
JIsT JaBJICHWST HAIIOJTHEHMS TIPaBBIX KaMep cepara Ipu
MpOBeNeHNN MH(GY3NOHHOU Tepauy 1 aIeKBAaTHOTO I0-
3MPOBAHUS TIETIIEBBIX JUYPETUKOB, a TAKKE IUISI OLICHKU
caTypaiuu 1o KUCJIOpOoay CMEIIaHHOM BEHO3HOI KPOBH,
YPOBEHb KOTOPOil XapaKTepH3yeT CEPICUHBIM BBEIOPOC
¥ OKCUTECHAIIMIO OPTaHOB/TKaHeit [217].

EOK ner (VI 5, YYP C)

— PexkomeHnnyercs paccMoTpeTh Bo3MoXKHOCTE YBKC
WUIM MCITOJIb30BaHUE APYTUX YCTPOICTB UISI MOHUTOPH -
pPOBaHUS COCTOSTHUSI OOJBHOTO Y TAIIMEHTOB C TSIKEJIOM
npaBoxenynoukoBoii CH m B CIIOXHONM KIMHUYECKOI
curyaunu [6, 158, 217].

EOK ner (YA 5, YYP C)

— PexkoMeHnmyeTcst Ha3HaUeHUE agpeHO- W AOIIa-
MUH-CTUMYJISITOPOB y MALlMEHTOB C CUCTEMHOM TMIO-
TeH3UEH IS KOPPEeKINU TeMOTUHAMNICCKIX HapyIIe-
Huii [6, 217].

EOK IC (Y1 5, YYP C) ns nanuentos IV @K

— PexomeHayeTcss Ha3HaueHUE HOpaNHUHehpuHA™*
manueHTaM ¢ JII' mIst KoppeKIuu CUCTEMHOI THUITOTEH-
3UM W HapyIIeHUN mepdy3nn XKU3HEHHO BaXXHBIX Opra-
HOB, pedpakKTepHBIX K APYTUM MHOTPOITHBEIM IIperapa-
Tam [337].

EOK IIbB (VI 5, YYP C)

— PexoMeHayeTcsl MCITOB30BATh aipeHO- U JIOTa-
MUWH-CTUMYJISITOPBI W TIPOYNE KapAUOTOHUUICCKHE TIpe-
maparel (DoOyTaMuH**, JIeBOCHMMEHOAH**) NIl ONTH-
MU3allM1 CEPIECYHOTO BHIOpOCA M IUype3a y MalleHTOB
c JIT' [6, 158, 217].

EOK ner (YA 5, YYP C)

— PexkoMeHIyeTCsT IUIST YMEHBIICHUS TTOCTHATPY3KH
I12K y mauuenToB ¢ JII' ucrnonb3oBath crieluuiecKyro
Tepanuio aHTUIIEPTCH3UBHBIMHA TIpeTiapaTaMy IS JIeue-
aust JIAT n uaramsumnu NO [6, 158, 217].

EOK ner (VI 5, YYP C)

— PexoMmeHI0BaHO paccMOTPETh BO3MOKHOCTD TIPH-
MmeHeHnss DKMO B KauecTBe BpeMEHHOM IMOMICPKKU
mepen TpaHCIUIAHTAMEH JISTKUX WA TIPU OXMIaeMOM
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pa3pelIcHNY TPUTTEPHOM CUTyalllH, 3aITyCTUBIICH Ie-
KOMIICHCAIIMIO 3a00JIeBaHUs, Y MAIlUEHTOB ¢ pedpak-
TepHOM TIpaBoxkeryamoukoBoii CH, Hapsmy ¢ MakcmMamb-
Hoii cienmpuaeckoii reparmmeit JIAT [6, 158, 217].

EOK wer (Y111 5, YYP C)

— He pekomeHmoBaHO TTpUMEHEHNE METOIOB MeXa-
HUYECKOM TOMACPKKY IMallIeHTaM B CITyJasX HEBO3MOXK-
HOCTH YCTpaHEHUS TIPUIUHEI AeKoMmeHcarun JIAT v
BBITIOJTHEHUST TPAHCIUIAHTAIIUM JICTKMX BBUIY HATAYMS
MpoTUBOITOKa3aHwmii [217].

EOK wer (Y111 5, YYP C)

AJTOpUTM BBIOOPA ONTUMAITBHOM TAKTUKU JICICHMS TIa-
mieHToB ¢ JIAI mpencTaBineH Ha pucyHke 2 B [1puioxke-
Huu b.

3.4.1. JIAT, accouumpoBaHHas ¢ BINC

Bbinesisior Heckosibko BapuaHToB TeueHust JIAT y nanm-
eHToB ¢ BIIC, nMerommx cucteMHO-JIero9HbIe IYHTHI [70]:

I. Cungpom DiizeHMeHTepa, KOTOPHI OOBIYHO pa3-
BUBAETCS y MAIIMEHTOB C KPYITHBIMHU AeeKTamMu (IeeKT
MEXIIPEACEePOHON TIeperopoakKu >2 cM, Ae(PEeKT MeX-
KeJTYIOUYKOBOIT TIeperoponku >1 cM), XapakKTepu3yeTcs
M3MCHEHNEM HalIpaBJIeHUs IITyHTa CIIpaBa HaJeBO WU
IIBYHAIIPAaBJICHHBIM IITYHTUPOBAHUEM KPOBH, COITPOBOXK-
JaeTcs MUaHO30M 1 BTOPUIHBIM 3PUTPOLIMTO30M.

1I. JIAT y mauueHTOB ¢ KPYIHBIMUA U CPEAHUMU Jie-
dexTamMu, ¢ JIEBO-TIpaBBIM IIYHTHPOBAaHWEM KPOBH,
C HOPMAJIBHBIM YPOBHEM caTypalllii apTepHalIbHOI KPo-
BY 110 KHCJIOPOMY.

III. JIAT mpu Mmenkux medekrax (medeKT MeXKIIpemn-
cepaHoit Tieperoponku <2,0 cM, 1edeKT MeXKeTyI0IKO-
Boit meperoponku <1,0 cM).

IV. JIAT nocne xoppexuuu BIIC u npu orcyrcTBUU
BHOBb BBISIBJICHHBIX TIOPOKOB WJIA PE3UIYaIbHBIX Ie(hEKTOB.

PacnpocTtpanennocts JIAI, accoumuumpoBaHHOI
¢ BIIC, mupoko Bappupyer — ot 4,2% 10 DaHHBIM pe-
ructpa BIIC go 28% mno pesynbraraM KOTOPTHBIX HC-
CJIeMOBaHMIT CIIeIIMATN3UPOBAHHBIX IIeHTPOB. CHHIPOM
DiizeHMeHTepa, Kak Kpaiinuit Bapuant JIAT, BcTpeua-
ercs B 0,001% oOuueit momyassuuu HacejaeHus u 'y 1,1-
12,3% maumentoB ¢ BIIC. KosmuyecTBo MalmeHTOB
¢ BIIC u JIAT HeykiioHHO pacTeT U >74% mHalueHTOB
C cMHIpOMOM Dii3eHMeHTepa HOCTHUTAIOT Bo3pacTa 50
set [219]. s malmeHToB ¢ CMHAPOMOM Dif3eHMeHTepa,
Hapsay ¢ omblmkoii mpu @H, xapakTepHBI IMAaHO3, KOM-
IIEHCATOPHBIIT BTOPUYHBII 3PUTPOIIMTO3, TPOMOOIIMTO-
nenus, TOJIA u JerouyHbsie KpoBOTeUeHMsI, IiepedpoBac-
KYyJISIpHBIC OCIIOXHEHUS, MH(MOEKINOHHBIN SHIOKAPINT,
a Ha TTO3IHUX CTaAMSIX 3a00JIeBaHUs — TIOJMOPTaHHBIC
HapymieHns. TeM He MeHee, HECMOTPS Ha JUTUTEIIBHO CY-
mectBytolnyio JIAI, TpexneTHsIss BbKMBAeMOCTb Mallv-
€HTOB C CHHIPOMOM Dii3eHMEHTepa CYIIIeCTBEHHO BBIIIIC
(85%), uem y maruentoB ¢ JIAI nmocie koppexkuuu BITC
u y naureHToB ¢ UJIAT (68%), 4To, BEPOSITHO, CBSI3aHO
C XOpOIIIel COKPATUTEIBHOI CIIOCOOHOCTBIO THIIEPTPO-
¢upoBanHoro I12K u cymectBoBaHUEM IIPaBO-JIEBOTO

LIYHTa, Pa3rpyKaloLIero IpaBble OTOe/bI cepala u ooe-
CIIeYMBAIOIIETO aJeKBAaTHBIN cepledHblil BRIOpoc [342].

— PekomeHmyeTcs TpoBOANTEL 00CIIeIOBAaHNUE TTAIl-
eHToB ¢ JIAT Ha ¢one BIIC 1o crangapTHOMY IMArHo-
CTUYECKOMY aJrOpuTMy nanueHToB ¢ JII' ¢ o6s3aTenb-
HBIM WCITIOJIb30BAaHMEM COBPEMEHHBIX BU3YaJIU3MPYIO-
mux metonoB (MCKT, MPT) u 30HIMpOBaHUS KaMep
cepaua [6, 43, 69, 70].

EOK ner (Y1 5, YYP C)

— PexoMenmyeTcs mpoBOAUTH MYJIBCOKCHUMETPUIO
B okoe u ipu MH mamuenTtam ¢ JIAT na ¢pone BITC mig
OLICHKM HAIIPaBJICHHOCTH CUCTEMHO-JICTOYHOTO IITyHTa
[69, 70].

EOK ner (Y1 5, YYP C)

— PekomeHmyeTcst IpOBOANTE 30HAMPOBAHNE KaMep
cepmua nanuenTtaMm ¢ BIIC mig ompeneieHUs cTeneHU
tskectr JII, yTouHeHUST ee TeMOTMHAMUYICCKOTO Bapu-
aHTa U OMpEICICHUS MMOKa3aHUM K XUPYPTUIECKOIT KOop-
pekuuu [6, 12, 43, 69, 70, 100-113].

EOKIC (Y11 3, YYP B)

— Pexomenmyercst IIpoBOOUTL OIIEHKY JICTOUYHOTO
(Qp) u cuctemHoro (QSs) KPOBOTOKA TOJIBKO C TTOMOIIBIO
psIMOro miau HerpsiMoro Merona duka [69, 220].

EOK ner (Y1 5, YYP C)

— Pekomennyetcst xupyprudeckas koppekius BITC
malnreHTaM ¢ IpeodIagaHueM CUCTEMHO-JIETOYHOTO Ha-
npasineHus myHTta (Qp/Qs >1,5:1), ecnu uamekc JICC
<4 en. Byna*m?, a cootHowenue JICC/ob1ee nepude-
puueckoe conporusienune (OIICC) <0,3 [6, 69, 70, 220].

EOK IIaC (Y111 5, YYP C)

— He pexoMeHmyeTcs XUpyprudyeckasi KOppeKIIHs
BIIC mammeHTaMm ¢ mpeobiagaHUEeM CHCTEMHO-JIErou-
Horo HampasieHus 1myHTa (Qp/Qs >1,5:1), ecam mHAEKC
JICC >8 en. Byna*m?2, a cootHouenue JICC/OIICC >0,5
[6, 69, 70, 220].

EOK ITaC (YO 5, YYP C)

— PexomeHmyeTcsT pacCMOTPETh BO3MOXHOCTh BHI-
TIOJTHEHMST OTlepallid C HEIOJHBIM ((DeHecTpupoBaH-
HBbIM) 3aKpBITUEM WIYHTA MNAllMEHTaM C MpeobsaTaHu-
€M CHCTEeMHO-JIETOUHOIr0 HampasieHus IryHTa (Qp/Qs
>1,5:1), umeromum unneke JJICC 4-8 en. Byna*m? u co-
otHomeHnne JICC/OIICC =0,3-0,5, mocite moobcmemo-
BaHUS B OKCIEPTHBIX IIeHTpax [221-224].

EOK ner (YI/1 4, YYP C)

— He pekomeHmyeTcsT TOBTOPHOE 30HIUPOBAHNUE Ka-
Mep cepllia y MalMeHTOB ¢ CUHAPOMOM Dii3eHMEeHTepa,
€CJTU TIePBOHAYAJIEHOE 30HIMPOBAHNE TTONTBEPOMIIO IHa-
rHo3 [69].

EOK ner (Y1 5, YYP C)

— PekomeHayeTcst TOBTOPHOE 30HAMPOBAHKIE KaMep
cepilia y NalMeHTOB ¢ CUHAPOMOM Dii3eHMeHrepa, eciu
IaTHO3 BBI3BIBACT COMHEHMUS WM B KIIMHUYICCKOIT Kap-
TUHE IIPOU3OILLIN CYIIEeCTBEHHbIE U3MEHEHUs [69].

EOK uner (Y1 5, YYP C)

Kommentapun. Jghgexmusnocms mepanuu BKK, un-
euoumopamu AIID ons nevwenus JIAI y nayuenmos c cuu-
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dpomom Diizenmeneepa He dokazana. K coxwcarenur,
uHopmauyuu 06 3pekmusHocmu cneyu@puUecKux aH-
eunepmensugHblx npenapamoe ons aewenus JIAI 'y nayu-
eHmos ¢ cuHdpomom Diizenmeneepa no pesyromamam PKHU
makoice docmamourno manro. B nacmoswee epems moavko
dea uccnedoganuss BREATH-5 ¢ ucnoav3osanuem 603eH-
mana** u MAESTRO c¢ npumenenuem mayumenmana™**
CReUUaNbHO CHAAHUPOBAHLL 0451 NAUUEHMO8 ¢ CUHOPOMOM
Diizenmeneepa. B uccaedosanuu BREATH-5 ommeueno do-
cmoeepHoe ygeauyeHue ducmaryuu npoxoxcoenus ¢ TIIX,
VAYUUeHUe napamempos 2eMOOUHAMUKU K YemEepmomy
Mecsauy uccaedo8anusi, Ymo U NOCAYICUAO OCHOBAHUEM O/
eKAIOYeHUsT bo3zeHmaHa** cpedu ecex npouux cneyugpuue-
CKUX aHeunepmeH3usHulX npenapamos oas newenus JIAI
8 CHUCOK NeKapCMBEeHHbIX cpedcme, peKomeHOyemblX 05
nauyuenmos ¢ cunopomom Diizenmeneepa 111 K (EOK IB,
YYP A, YT 2) [6, 225]. Pesyavmamor PKH MAESTRO
C UCNONb306AHUEM Mayumenmana™* y nayuenmos ¢ cuH-
dpomom DiizeHmeneepa (epynna nayueHmos Ha mepanuu
mayumenmanom™* n=114 vs epynnol naayeébo n=112) ne
nokazanu yayuuenus nepenocumocmu DPH x 16-it neo.
mepanuu [226]. Odnako nonyasyus nayueHmos 8 uccie-
doganuu Obiia Kpaiine pasHOpPOOHOU NO UeAoMy CHeKmpy
nokasameaneil (6Kkaw4enue 8 uUccAe008aHUe HAPABHE CO
83pocabIMU nayueHmos 6 eospacme 0o 16 nsem, 6oavuioe
Koauuecmeo nauuenmos co crodxcuoimu BITC, cundpomom
Jlayna, nayuenmoé ¢ pasAu4HoOl pAacosoil NPUHAaoAeldC-
HOCMbIO), MO, B03MONCHO, U CIAA0 NPUHUHOU OOCPOYHO-
20 3a8epuienus UCcAed08anus no npuiuHe HedoCMamo4Holl
aghpexmusrocmu uccaedyemoeo npenapama.

— PexomenmoBaHo Ha3zHaueHWe OO3eHTaHA™* maru-
eHTaM ¢ cuHiapoMoM Diizenmenrepa I K mrg ymyd-
LIeHus1 (PU3nIecKoil paboOTOCIIOCOOHOCTH U TeMOANHA-
MMYECKUX TToKasareneit [6, 225].

EOKIB (YIJ 2, YYP B)

— PexoMeHmoBaHO Ha3HaueHUWE Tepaluy CUJIIEHA-
dbuom, unonpocrom u npyrumu SPA, kpome 0o3eHTa-
Ha** malmeHTaM ¢ cuHApoMoM DiizeHMmeHrepa 111 OK
JUTST yydineHust pu3ndeckoit paboToCrmocoOOHOCTH U Te-
MOIMHAMUYECKUX [TOKa3areneii [6, 225].

EOK IIaB (V11 4, YYP C)

3.4.2. JIAT, accouumpoBaHHasa ¢ C3CT

C3CT B 24% ciyyaeB CTAaHOBSITCS IMPUYMHON Pa3BU-
™™ npekamisgpHoii JIT [227]. T1o maHHBIM pa3TMIHBIX
aBTOpOB BeTpeuaeMocTh JIAT y manmmenToB ¢ CCJI co-
craBisieT 5-12% (228, 229], ¢ cucTeMHOM KpacHOil BOJI-
yaHKoil — 14%, co cMelIaHHBbIM 3a00JIeBaHUEM COEIM-
HUTETbHOU TKaHu — 21-29% [230]. HauGonee vactoii
npuunHoit passutus JIAI asngerca CCJI. MexaHU3MBbI
dopmupoBanug JII' y manuento ¢ CCJl pasHooOpa3-
HBl ¥ MOTYT OBITH OOYCJIOBIIEHBI MHTEPCTUIIMATbHBIM
IMOpaXkeHUEM JIETKMX, THACTOJINYECKON MUChYHKIINCH
JIK Ha ¢doHe puOpPO3HBIX M3MEHEHUI MUOKapaa, Ipo-
mmdepaTUBHON BacKyJOMaTHEH JICTKUX C M3MEHECHMU-
eM KakK MeJIKuX aprepuoii, Tak 1 Benyn MKK ¢ ¢op-

MupoBaHueM (eHoTHuna, xapakrtepHoro aiagd BOBJI
[231]. ITo manapM pernctpa PHAROS (Pulmonary
Hypertension Assessment and Recognition of Outcomes
in Scleroderma) y 71 mamuenTa ¢ JII' u3 237 maumeHTOB
¢ CCJII B 69% ciyuaeB peructpupoBanach JIAL, y 10%
MMalLMEHTOB — JIETOYHAasl BEHO3HAasl TUIlepTeH3us u B 21%
ciayyaeB — JII, oOyclioBieHHass MHTEPCTULIUATIBLHBIM
dubpo3om nerknx Ha ¢one CCJI [232, 233]. IIpu oud-
dy3n0it popme CCJI JIT yacTto oOycinoBIeHa MHTEPCTH-
MAJIbHBIM MOPaKeHUEM JICTKHX, TOTIA KaK Y TMAallueHTOB
¢ nmumutupoBanHHoit ¢opmoit CCJl JIT dpopmupyetcsd
BCJIEICTBHE TTOopaxkeHUsT cocynoB Jerkux [234]. BOBJ
Ha ¢one C3CT Hamboiiee yacTo HAOMIOHAETCS y ALV~
€HTOB C JIMMHUTHUPOBAHHON (DOPMOI M MIPU WHTCPCTH-
OUaJIbHOM TIOpaXeHWHU JIETKUX Ha (oHe muddy3HOM
dopmer CCJI [235]. Takoe pa3HOOOpa3ne MeXaHU3MOB
dopmupoBanusa JII' TpeOyeT CCTEMHOTO MOIX0a B THa-
THOCTUKE M MOXKET CYIIECTBEHHO 3aTPyIHSTH ITOHOO0D
s dekTNBHOIT Tepanmuu. AKTyaIbHOCTh CBOCBPEMEHHOM
muarHoctuku u jgedeHus JII' y mamuentos ¢ C3CT o0y-
CIIOBJICHA, TIPEXIe BCEro, KpaitHe HeOIaronpUsSITHBIM
MPOTHO30M Jaxke Ipu MpoBeaeHUn 3(PEPEeKTUBHON Oa-
3MCHOI Tepammuy OCHOBHOTO 3a00JICBAHUS W MCITOJNb-
30BaHMS BCETO apceHana CIenn@UUecKnx mpermapaTon
st neaeHnst JIAT [231]. Ilpu cpaBHEHNM ¢ TTallMeHTaMU
¢ NJIAT romuuHasi BbDXKMBaeMOCTh mauueHToB ¢ JIAT,
acconnupoBanHHoit ¢ C3CT, mo maHHBIM aMepUKaH-
ckoro perucrpa REVEAL, cyniectBenHo Huxke: 93% vs
86%, coorBercTBeHHO (p<0,0001) [236]. daxe mpu oOT-
HOCUTEIHLHO OJIaTOMPUSITHBIX TeMOIMHAMMICCKIX TTOKa-
3arengx nanueHTsl ¢ JIAT, accoummposannoii ¢ C3CT,
qare UMeIN TepuKapaualbHBIA BEITIOT, 00JIee HU3KYIO
DLCO (44,9% vs 63,6% noixuHoro y nauueHtoB WJIAT,
p<0,0001) 1 pu3nIecKyo aKTUBHOCTh. TaKM 00pa3oM,
noseinenue JIT' y mammmenToB ¢ C3CT MoXHO paccMaTpu-
BaTh KaK HE3aBHCUMBII TIPEAUKTOP HEOIATOMPUSITHOTO
HCXOma, HapsIy ¢ ITHeBMOMUOPO30M U CKIIEpOIepMUIC-
CKMMU TTIOYCYHBIMU KPU3aMH.

— PexomeHmyeTcs eXerogHOE CKPMHWUHTOBOE BHI-
noiaHeHue DxoKI B 1moxoe, uccienoBanme nudoysm-
OHHOM CITOCOOHOCTH JICTKMX U HCCIICIOBAaHUE YPOBHSI
NT-proBNP B kpoBu BceMm nanmenTaMm ¢ CCJI ¢ 1esbio
panHero BeIsBJicHHUs JII, B T.9. ¥ TIpM OTCYTCTBUM CUM-
nromaruku JIT [6, 227-230, 232-234, 236].

EOKIC (Y11 5, YYP C)

CoBpeMeHHBIC PeKOMEHIAIINY 110 HAaIIpaBJICHUIO T1a-
IIMEHTOB Ha KaTeTepU3aInio cepalla C IeIblo BeprpuKa-
nun JII' orpaboransl Ha mauuenTtax ¢ UJIAI, Ttorma kak
JIAT nipu accoumupoBaHHBIX 3200JI€BAHUSIX U COCTOSI-
HUSIX MOXET UMETh CBOM OCOOCHHOCTH. YUUTHIBasT MHO-
rodaxkropHocth nopbieHus JAJIA y maumenToB ¢ CCJJ
¥ HU3KYIO UX BEDKMBAEMOCTb, BEICTCS TTOMCK TOITOTHM -
TEeIBHBIX (PAKTOPOB, KOTOpPHIC OBl MO3BOJIUIN IUATHO-
ctupoBaTh JIAI' kKak MOXHO paHblie. B 3Toii cBsI3U mIs1
petreHust Borpoca o Heobxonumoctn YBKC mpemioxke-
HO JBa ajJiropuTMa paHHell nuarHoctuku JIAIL, accouu-
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npoBanHoi ¢ CCJI. ITepBhIii aaTOpUTM, TIPEIUTOKEHHBII
B uccienosann PHAROS, ocHoBaH Ha OIleHKe TaHHBIX
crimporpadum 1 DLCO: cooTHOomeHne GopcupoBaH-
HOI XM3HeHHO# eMKocTu yerkux/DLCO >1,6; DLCO
<55% npu bhopcupoOBaHHON XU3HEHHON €MKOCTH JIer-
Kux <65% B cOYeTaHUU C OTCYTCTBMEM IIPU3HAKOB MH-
TepCTUILINATIBHOTO MMOpaXXeHMS JIeTKUX mo maHHbIM KT;
pacuetnoe nasieHue B 12K >35 mMm pr.ct. [234]. Bropoii
anroput™m nipennoxeH B mncciegoBanuu DETECT mng
MMAlIMeHTOB, CTPANAMIINX JUMHUTAPOBAHHON (GOpMOI
CC]JI B Teuenme He <3 jeT. JIMarHOCTUKAa OCHOBBIBAJIACh
Ha OIICHKE COOTHOIICHHUS (hOPCUPOBAHHOM XKM3HCHHOM
emkoctr Jerkux/DLCO, Hanmmuums TeleaHTHIKTA3UiA,
aHTUTEeN K HeHTpoMmepaM, ypoBHSI NT-proBNP u moue-
BO¥1 KMCJIOTHI, @ TAaK:Ke Ha OTKJIOHCHUM 3JICKTPUUCCKOM
ocu BripaBo Ha OKI, momanu ITIT n ckopoct TP mo
nmaHHBEIM DxoKI [237, 238]. OTpunaTtenbHas npeackasa-
TejlbHasl LEHHOCTh JaHHOIO ajroputMa cocraBuia 4%.

— Pexomennyerca nposeneHmne YBKC Bo Bcex ciy-
yagx nono3penus Ha JIAT, accounmupoBannyio ¢ C3CT
[6, 228,232, 234-238].

EOKIC (Y11 3, YYP C)

Cpenn namueHToB ¢ JIAT-C3CT monoXuTeabHBIN
Ba30peaKTUBHBINA TecT Habogaetcsa B <1% ciydaes,
IIO3TOMY OIIeHKa Ba3opeakKTuBHOCTU BO Bpemss UBKC
Yy JaHHOM KaTeropnu IaIllMeHTOB HE IIPOBOMUTCS U, CO-
otrBercTtBeHHO, BKK ny1s neyenust JIAI' He UCITONB3YIOT.
B 6onbmmHeTBe cinyyaeB BKK rpuMeHsoT TOIbKO B Ka-
YecTBE TepaIiy CUHIpoMa PeiiHo.

— PexomMmeHmyeTCcsT pacCMOTPETh BO3MOXHOCTh Ha-
3HaueHus1 ABK B MHOIuBUAyaJIbHOM MOPSAKE U MIPU Ha-
JIMYUU CKJIOHHOCTHU K TpoMOoduauu nauueHtam ¢ JIAT,
accoumnuponannoii ¢ C3CT [6, 234, 236-238].

EOK IIbC (Y111 5, YYP C)

Maumentel ¢ C3CT npuHUMaNM y4acThe BO BCeX
ocHoBHBIX PKM co Bcemu rpymmamu crienuduueckKux
npenapaToB. HasHauenme crenmduueckoil Tepamuu
JIAT 6onmbHBIM ¢ CCJI TT03BOJTMIIO YBEIUYNUTDH TPEXJIET-
HIOIO BBIXKMBAEMOCTbh MALMEHTOB ¢ 45 1o 56%. OnHako
KoJmuecTtBO yuactByomux B PKW mauuentoB ¢ JIAI-
C3CT HecoImoCTaBUMO MEHBIIE IO CpaBHEHUIO C KO-
auuectBoM WMJIATl-nmauuenToB. PKW, mocssilieHHbIE
OILICHKE CITeUM(pUUIECKO Tepallid B TPYMIIC IaIllucH-
ToB ¢ JIAT-C3CT, B HacTtosIiee BpeMsI OTCYTCTBYIOT.
DTO MMeeT ompenejcHHOe 3HAYCHNE, TOCKOJIBKY ITalli-
enTel ¢ C3CT 6osee cTapliero Bo3pacTa 4acTo UMEIOT
CKEJIETHO-MBIIIICUYHBIC MTPOOJEMBl M CONYTCTBYIOIIYIO
ITaTOJIOTUIO, YTO OTPAHWYMBACT BHITIOJIHEHUE W WHTEP-
MIpEeTali0 HAIPY30UYHBIX IIP00. DTU 0COOEHHOCTU OT-
pasuanch Ha pe3yiabraTax KpaTkocpouHblx PKMU, rme
omgHOI n3 KoHeuHbIX Touek Obw1 TIHIX. Tak, y mauueH-
ToB ¢ JIA-C3CT oTMmeyajcsd MeHBIIWI MPUPOCT IUC-
taHuuu B TIIX no cpaBHeHuto ¢ 6oabHbIMU ¢ WIIAT.
B 5Toif ¢BSI3M pe3ynbTaThl MOCIETHUX ITOJTOCPOYHBIX
PKMN SERAPHIN u GRIPHON [200], oneHMBaIommx
KOMOMHMPOBAaHHYIO KOHCYHYIO TOUKY B BHIE 3a00jeBa-

€MOCTH, JIETATBHOCTH, TPEACTABISIOT OCOOBIN MHTEpPEC
B xoropte manueHToB ¢ JIA-C3CT. Ho crenyeT mMeTh
B BUAy, uto Tpyrma nmanueHToB ¢ JIAI-C3CT, mpunHu-
maBwmx yyactue B PKUM, Toxe HeogHoponHa. TeueHue
3a00JIeBaHMs, TTOpaXkeHNe OpTaHoOB (JIETKME, Cepille,
BOBJI), comyTcTByIomas Tepamnus U OCIOKHEHUS MOTYT
CYIIECTBEHHO Pa3JIMYaThCsI MEXIY MallMeHTAaMH C CHU-
cteMHO#T kpacHoit Borwankoit, CCJ n agpyrumu C3CT.
B G6onbmmHcTBe PKUM matosiorust Jerkux mMckiatodaaach
Ha OCHOBAHMU JaHHBIX MCCIIeAOBAaHUS (DYHKIIMN BHEII-
Hero AbpIXaHusd, Torna Kak BeimonHeHne MCKT rpynHoit
KJIETKH IS UCKITIoueHUs (prbpo3a/samMPpU3eMbl JeTKIUX
He TpeboBanock. Kpome Toro, y marmenToB ¢ C3CT vac-
TO TIOpaxXkaloTcs JIeBbIe KaMephl cepala, YTO 3HAUMTEIIb-
HO yXyamiaeT mporHo3 y naumeHtoB ¢ JIT-C3CT [107].
Tak, mo marueiM Fox BD, et al. okono 2/3 mmammeHTOB
¢ JIAT-CCJI nmetot rocTkarmuisipayto JIT, KoTopast BbI-
sapisieTcst mpu onieHke JI3JIA, Ho TonbKoO B 1/3 ciydaeB
BeHo3Has JII' Bepuduuupyercs npyu MHBAa3MBHOM WU3-
mepennn KJIJI JIK (14%) win BogHoit Harpyske (17%)
[239]. Kpome Toro, y wactu maumeHnToB ¢ CCII JIAT mo-
xkeT nMeTh uepThl BOBJI. B nyonukaunu Gunter S, et al.
(2012) y 60% mnauuenros ¢ JIAI-CC/, HampaBiIeHHBIX
Ha TpaHCIDIaHTauo JeTkux, mo gaHHeIM MCKT o0Ha-
pyxuBaymch 2 u 6onee puzHakoB BOBJI, uro accomu-
MPOBAJIOCH C pa3BuTHeM B 50% ciiyyaeB oTeKa JIeTKMX Ha
(doHe crremmpuuecKoil Tepallid aHTUTICPTCH3UBHBIMU
npernapatamu s gedeHust JIAI u ObICTpoii cMepThIO
[239]. Bo3MOXHO, WIST TOTO, YTOOBI OIICHUTH BIUSHUC
cneunduueckoit Tepanuu B rpyrme JIAI-C3CT, Ttpeby-
eTcsT 00JIee TIIATSIBHBIN OTOOP MAIIMEHTOB C CO3MaHNEM
OTHOPOMTHOI TPYIITEI WM CO3MaHUE OTICIBHOTO IIPOTO-
kona PKUW mnga manmenros ¢ C3CT. AHanm3 Takou of-
HOPOIHOM TpymIibl naueHToB ¢ JIAI mo3Bojaua oreue-
CTBEHHBIM aBTOpam chopMyIMpoBaTh KoHLernuo JIAT-
accormmupoBanHoro ¢enorurra CCJI [339]. ITpusHakamu
CC/, B3uMocBsizaHHBIMU ¢ JIAT, 9BASI0TCS IJIUTENb-
Hoe TedeHMe 3abojeBaHmsa mo pasputus JIAL (>12 mer
OT TIEPBBIX MPU3HAKOB cHMHApoMa PeifHO), MUHMMAIb-
HO BBIpaXCHHOE YIJIOTHEHHNE KOXH WJIM €TO OTCYTCTBHE
(BHUCLIEpaTbHAST CKIICPONCPMUS), HAIMINE TEICaHTUIK-
Ta3uii, TIOBBILICHUE YPOBHEM MOYEBOI KUCIOTHI, HAJIU-
qre aHTUIIEHTPOMEPHBIX aHTUTEN, OTCYTCTBHEC aHTHUTEI
K Toronzomepase-1. JJaHHBI CUMIITOMOKOMILIEKC TI0-
3BOJISIET BBIACIUTD TPYyIINy pucka pa3sutust JIAD mist 60-
JIee paHHEI TMarHOCTUKU.

— PexomennoBaHo y mamueHToB ¢ JIAI, accounupo-
BaHHO# ¢ C3CT, mpuMeHSTD TOT Xe aITOPUTM JICUECHUS,
yto 1 y nauuenton ¢ UJIAT [6, 9, 10, 187, 191, 197, 200,
204, 206, 239, 241-243].

EOKIC (VA1 1, YYPA)

— PekomeHayeTcsT IpUMEHSITh CTPATETHIO TOCTIKE-
HUS 30HBI HU3KOTO PHCKa JICTAIHBHOCTH B JICUCHUU ITa-
nuenToB ¢ JIAT, accoumnposannoit ¢ C3CT [6, 9, 10,
204, 239, 241].

EOKIC (YA 1, YYPA)
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Kommenrtapun. PKH, cpasnusarowux sghgpexmusrnocme
npenapamosg pazAuvHulX epynn 6 Kavecmee MOHOmepanuu
y nayuernmog ¢ JIAI-C3CT, ne nposodunocs. Esponeiickue
pexomendayuu 20152 He datom omeema o npenapame 6v100-
pa 6 Kkauecmee moHomepanuu 0 nayuenmog ¢ JIAI-C3CT.
Coomeemcmeento, 6 NpUHAMUU peuleHUss 8 OMHOULeHUU
MOHOMeEpanuu pazymMHo UCX00UMb U3 PUCKA NeKAPCMBEHHbIX
83auMO0eiCmeUll, Halu4us nopaxcenus neveHu (Ouslu-
apHbLil yuppo3 newenu) u novex. Tem He meHee uHmepecHsl
DPe3yAbMmamsl MHO2OUEHMPOBO20 NPOCHEKMUBHO20 PeUCHl-
pa PHAROS, 6 komoputii éxarouanruce nayueumo: ¢ CC/
u enepevie duaznocmuposartoil JII' 1 epynnoi. boavhoim Ha-
sHavanu monomepanuro UPII-5 uaru IPA, uiu komburu-
posarnnyro mepanuro UDID-5 u DPA. Cnycms 6 mec. neue-
HUsl OUEHUBANU KOHEUHYI0 MOYKY — 8peMsi 00 KAUHUYECKO20
yxyowernus JII, komopoe 6kao4ano 6 cebss makue nokasa-
meau, KaK 1emanbHocme, eocnumanusayus 6 cesazu c JIAIL,
MPAanCNAGHMAayus, Ha4aio mepanuu NapeHmepansbHolMu
CUHMEeMUYEeCKUMU AHAN02aMU NPOCMAUUKAUHA, YXyouleHue
meuenus. B uccaedosanus eéxarouuiu 98 nayuenmos ¢ CCIJ
(OPA — 24, UDJ[D-5 — 59, DPA+HDI[D-5 — 15). Bce
mpu epynnol He pazauianiics no UCXOOHbIM XApaKmepucmu-
Kam. B pesyrbmame KoHeuHas mouka — 8pemsi 00 KAUHU-
Yeckoeo yxyouienust — 0blia 3HAUUMENbHO XYdice Y NayueH-
mog co cmapmosoii mepanueii IPA no cpasnenuio ¢ epyn-
namu UDID-5 u KomOUHUPOBAHHOI CMAPMOBOL mepanuu
HUDI[D-5+D5PA (p=0,0001). 3a nepuod nabawdenus >3
aem 10 nayuenmos (41,6%) ymepau 6 epynne IPA no cpas-
nenuio ¢ 4 nayuenmamu (6,8%) 6 epynne H®JI-5 u 1 na-
yueHmom 8 epynne Komouruposaunnoi mepanuu UDPID-5
u 9PA (6,7%) (p=0,004). Bazosvimu ghaxmopamu, He3aéu-
CUMO acCOUUUPOBAHHBIMU ¢ O01ee KOPOMKUM Nepuoiom 0o
KAUHUYECK020 yXyouleHusi, Oblau cmapmosasi MOHOMepanus
DPA (OP 2,63; p=0,009), nuskas DLCO (OP 0,69 na 10%
usmenenus:; p=0,04), evicokoe JICC (OP 1,10 na uzmenenue
6 1 ed. Byoa, p=0,007) [241].

Ilpumenenue cmapmoeoii KOMOUHUPOBAHHOU U NO-
cnedogamensvHoll cneyugpuueckoll mepanuu y NayueHmos
¢ JIAT-C3CT demoncmpupoganro mom ice NOAOICUMENb-
HbLil mpend, umo u y nayuenmos ¢ MJIAI, ¢ omHowenuu
YMeHbUleHUs. pUCcKog Hebaazonpusmuolx codvimuil [239].
Coenacno cucmeme cmpamuguxayuu pucka REVEAL,
CCIl kak npuuuna JII' seasemcs camocmosmenvhoim DP
HeOAaeONPUSMHO20 UCX00A, NOIMOMY G03HUKAEM 80-
npoc o yenecoobpasHocmu bonee azpeccusHoll cmpameeuu
nevenus y nayueumos ¢ JIAI-C3CT u pannem HasHaue-
HUU cMapmoesoil KOMOUHUPOBAHHOU cheyupuueckoil me-
panuu. Ilpexpachoit uarrocmpayueil 3¢gexkmusnocmu
makoeo nodxoda cmano xopouio cnianuposannoe PKU
AMBITION, & xomopom 216 “nausnvim” nayuenmam
¢ JIAT-C3CT (24% eceit nonyasyuu nayuenmos ¢ JIAI' 1
epynnoi; 137 nayuenmos ¢ JIAI-CCJ]) 6vina nasnavena
cmapmoeas KoMOUHUPOBAHHAS Mepanus amopuseHma-
HOM** u madanraghusom# (n=118) u 6 déyx epynnax — mo-
Homepanus amopuzeHmaHom™* u moHomepanus madana-
Quaom#t (n=99). Illepguunyio koneunyro mouky, epems 0o

KauHuyecko2o yxyouienus JIAL, docmuenu 32% nayuenmoes
¢ UJIAL/nacneocmeennoit JIAI u 40% nauuenmos c JIAI-
C3CT 6 epynnax monomepanuu, moeda Kax 6 epynne cmap-
Mmool KOMOUHUPOBAHHOU mepanuu amopuszeHmaHom™*
u maoanraguaom# nepeuuHyI0 KOHeuHy mouKy docmuenu
19% navuuenmos ¢ MJIAIl/nacaeocmeennoii JIAI (cHuxce-
Hue Ha 49%) u 21% nayuenmoe ¢ JIAI-CCI (cuuxicenue
Ha 56%) [242]. Hanpomus, 6 uccredosanuu COMPASS-2
dobasnenue 6ozenmana** Kk yoce umeroweiics mepanuu
cundenagpunom y nayuenmos ¢ JIAI-C3CT (n=88, u3 nHux
navuuenmoe c JIAI-CCI[ — 38) ne npugeno K ycunenuro a¢-
gexma monomepanuu cundenaguiom; 6osee moeo, 0bi10
npeKpaueHo 00CPOYHO 8 C8s3U C YBeauUeHUeM 2enamomox -
cuueckoeo agpexma 6ozenmana** do 22% e obuieii epyn-
ne JIAI' 1 epynner Ha ¢ore coemecmHo2o npuema ¢ cuide-
Hagpunom [184]. Tlosmomy eb1600bl 0 HeyenrecoobpazHocmu
Kombunauuu cundenaguaa u 603enmana™** npumeHuMbl
u k nayuenmam ¢ JIAI-C3CT [9]. B doaeocpounom PKHU
GRIPHON ouerusanace nocaedogamenvHas KOMOUHUPO-
BAHHASL MEPAnUs ¢ NPUMEHEHUeM CeneKcUnasa y nayueHmos
¢ JIAT 1 epynnot, doas nauuenmos ¢ JIAI-CCI cocmaens-
aa 15% (n=170), 78% u3 komopuix yyce noayuaiu cneyi-
Quueckyro mepanuio, npuuem 36% — KOMOUHUDOBAHHYIO
mepanuio UPID-5 u DPA. B epynne navuuenmos, He no-
ayuasuux cenexcunae, ¢ MJIAI/nacaredcmeennoii JIAL/ne-
Kkapcmeennoti JIAT nepguunyio Koneunyo mouxy docmueiu
43% nayuenmos, moeda kak ¢ epynne JIAI-CCI — 49%.
B epynnax nayuenmos, noayuasuiux mepanur) ceaeKcuna-
20M, NEPBUUHYIO KOHeuHYI0 mouKy docmueiu 28% nauyuen-
moe ¢ UJIAI/nacaedcmeennoi JIAL/nexapcmeennoit JIAI
u 32,5% c JIAI-CC/. Taxum obpazom, dobasrenue cenex-
cunaea 8 Kasecmee 8mopo2o U mpemveeo npenapama co-
nPOBONCOANOCH YMEHbUICHUEM PUCKA HeXCeAaMeNbHbIX CO0bl-
muii y nauyuenmos ¢ JIAI-CCIl na conocmasumom yposHe
¢ oonvuoimu MJIAL [200]. B PKU PATENT-1 u3yuanocs
sausiHue mepanuu puoyucyamom™** y nayuenmoe c JIAI 1
epynnol (n=443) uepes 12 ned. mepanuu Ha moaepaHmuo-
cmu Kk OH (THIX — nepsuunas KoHeyHass mo4ka) u émo-
puunvte Koneunvle mouxku (PK JIAI (BO3), yposernv NT-
proBNP, undexc bopea, kauecmeo xncusnu, epemsi 00 Kau-
Hu1eckoeo yxyduienus, bezonacHocms). Jloas nayuenmog
¢ JIAT-C3CT cocmasasina 25% (n=111, uz komopwix 66
navuuenmos co ckaepodepmueti). B epynne naauebo o6vi10 25
nayuenmos, 71 601bHOIL 6 epynne MaKcumanbHol cymo4Hol
dosuposku puovyueyama** 2,5 me 3 pasza/cym. u 14 nayu-
eHnmoe @ epynne, noayyaeuteii 1,5 me 3 pasa/cym. [197].
B PKU PATENT-1,2 y nayuenmog ¢ JIAT-C3CT Ha ¢one
mepanuu puoyueyamom™* docmosepHo yseauuusaracy Ou-
cmanyus 6 TIIX, chuxcancs K JIAI (BO3) u JICC, 603-
pacman CHU [197]. [losbimenue mosepanmunocmu k¥ OH
u cuuxcenue OK JIAL 610 yemotivueoim u Ha 8mopoil 200
Habaodenus. Jl8yxnemuss Gulicu8aemMocms NAUUEHMO8
¢ JIAT-C3CT cocmasuna 93% u 6vina conocmasumoii ¢ ma-
Koeoil y nauuenmos ¢ UJIAI, umo cywecmeenHo omauua-
emcsi om pe3yabmamos ooavuurcmea PKH, ¢ komopuix 6vi-
acusaemocms nayuernmog ¢ JIAI-C3CT bviaa cyuwjecmeenHo
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Huoce. Y nayuenmos, noayuasuiux ucxooHo 9PA (6o3zew-
man**), ycunenue mepanuu puoyueyamom™* conpoeoscoa-
aocs yeeauwenuem oucmanyuu ¢ TIIX. [Ipoghune 6e3onac-
Hocmu puoyucyama** e pazauuancs mexncoy nayueHmamu
¢ HJIAT u JIAT-C3CT [243].

Taxum obpazom, yeaecoobpazHocms cmapmosoi Kom-
ounuposannoi mepanuu y nayueumos ¢ JIAI-C3CT nood-
meepocoarom danHvie memaanaruza 6 PKH ¢ yuacmu-
em 963 nayuenmos ¢ JIAT-C3CT, npodemoncmpupogas-
wue CHUJCeHUe pucka Hexceaamenvrulx coovimuti va 27%
6 epynne KoMoOuHuposannoil cneyuguueckoi mepanuu (OP
no nooepynnam 0,73; 95% AU 0,60-0,89) u menoenyuio
K yeeauuenuro oucmanyuu ¢ TIIX na 21,38 m 95% U om
-20,38 do 63, 14; p=0,320 [204].

3.4.3. JIAl, accoummpoBaHHas ¢ NOpPTasbHOW
runepTeH3ven

[MopTorymbMOHATbHAS TUTIEPTEH3UST — TIPCKATTMILISIP-
Hast JII' ¢ xapakTepHbIM ToBbIIIeHUEM cpenHero IJIA
>25 mm pr.ct., A3JA/KOIO JI2K <15 mm pr.ct. 1 JICC
>3 en. Byma B coueTaHMM ¢ TpaHCICYCHOYHBIM TpaIy-
eHToM maBieHuA >10 MM pr.cT. ITopTOITyTEMOHATBEHYIO
TUTIePTCH3NIO YacTO IIYyTAalOT C TelaTOITyJIbMOHAJb-
HBIM CHHIPOMOM, KOTOPHIA pa3BUBAcTCS Yy MaIlMCH-
TOB C TIaTOJIOTHEHl TIEUeHM, IMOPTATBHOI TUIICPTCH3M-
el WM BPOXICHHBIMUA ITOPTOCUCTEMHBIMU IITYHTAMU
1 CONPOBOXAAETCS ITUAaTallMeil COCYIOB JEerKUX B OT-
BET Ha TUITOKCeMUIo, HO 0e3 moBbimeHus JICC [244].
3a00J1eBaeMOCTb TOPTOITYJIBMOHAIBHOM TUIICPTCH3NUCH
COCTaBIISICT OKOJIO 1 ciTydast Ha 3 MJTH HaceJlIeHUs B TOII.
B mpocrnekTuBHOM uccienoBaHuu 1235 manmeHTOB
C LUMPpPO30M IedyeHu (=7 GajioB Mo Kiaaccupukaluu
Yaiinna-I1p10) BbIIBUIM, 4TO 5% MaleHTOB COOTBET-
CTBOBAJIM KPUTCPUSIM ITOPTONYJIBMOHAIBHON THUIIEp-
TeH3un. OOBIIHO MOPTOIYJIBMOHAIbHAS TUITEPTCH3USI
pa3BuBaeTcs Ha 4-7-i TOI CYIIECTBOBAHUS TTOPTAITHHOM
runepTeH3nn. KeHCKUIT 10T M ayTOMMMYHHBIN Telra-
TUT — HE3aBUCHUMBIC IIPEIUKTOPHI PA3BUTHUS TIOPTOITYIIb-
MOHAJIbHOI TUIIepTeH3UH. BaxkHYI0 poJib B TTaTOreHe3e
IMOPTOITYJIBMOHAJIBHOM TUTIEPTEH3UN WUIPAIOT CEPOTO-
HUH, TIPOBOCITAIMTEIBHBIC IINTOKWHBI 1 (PaKTOPHI pOC-
Ta. bépias gacTora MOPTOITYIEMOHATBLHOM TUTICPTEH-
31N y KCHIIWH YKa3bIBAeT Ha BO3MOXKHYIO aCCOIMAIINIO
pa3BUTHA 3a00JIeBaHUS C METa0OJIM3MOM 3CTPOTCHOB.

[MammeHTH ¢ TTOPTOITYJIbMOHATBHOM TUIICPTCH3NECH
MMEIOT HauXYAIINi MIPOrHO3 13 Bcex Hozojoruii JIAT
C BBDKMBAEMOCTBIO B TeUCHHE Toa 03 CIICIIM(UICCKOTO
JeyeHus ot 35 10 46%. 1 xoTs BEIPAXXEHHOCTh IIOpaxe-
HUS TICYCHHN W TTOPTAIBHON TUTICPTCH3WU HE BIMSCT Ha
CTETICHb TSDKECTH ITOPTOITYJIBMOHAIBHOM TUTICPTCH3NN,
OCHOBHOM TIPUYMHON HEOJIATOIPUSITHOTO MCXOIAa Y STOMU
KaTerOpUM TAIlMCHTOB OCTAeTCS ITATOJOTHUS IICUYCHMU.
KapmmanpHBIe 0CTOXHEHMST, HECMOTPsI Ha TO 4TO 10 40-
50% mnaLueHTOB C IOPTOIMYIbMOHAIBHOM IMIIePTEH3UEH
nmeroT Hu3koe JICC m BBICOKUIT CepmedHbIi BRIOPOC,
YacTo MPUBOIAT K cMepTH [245].

— Pexomenmyetcd BHITTONHATE DXoKI y cumnToM-
HBIX TTAlIMEHTOB C 3a00JIEBAHUSMHU TICUYCHU WU TIOP-
TaJbHOI TUTICPTEH3WEH 1 Y BCeX KaHIUIATOB Ha TpaHC-
TUTAHTAILIMIO TIeYeHU 1 morcka npusHakos JIT [6, 43,
245].

EOKIC (Y145, YYP C)

— PexomMmeHmyeTcsT IpOBOONTEL OOCIEAIOBAHNE BCEM
TMalreHTaM, HaXOMSIINMCS B JIUCTE OXHUIAHWUSI Ha TIPO-
BEeICHUE TPAHCHIOTYISIPHOTO BHYTPUIICYCHOTHOTO TTOP-
TOCHCTEMHOTO IMYHTUPOBAHWS WJIM TPaHCIUIAHTAIINU
TCYCHU, IJIsI UCKITIOUCHUS TTOpTOmyIbMoHanbHOM JIT,
KOTOpast SIBJIICTCSI OCHOBHBIM HE3aBUCHUMBIM TIPEIUKTO-
pOM JieTaabHOCTH [6, 245].

EOKIB (Y11 4, YYP C)

— PexomeHmyeTCs paccMOTPETh BO3MOKHOCTD TpaHC-
IUTAHTAIIUM TIEYCHU Y MMAIlEHTOB C XOPOIINM OTBETOM
Ha cnenupUUYecKylo TepaIruio aHTUIIePTCH3UBHBIMU
npenaparamu 1t siedenus JIAT [6, 245].

EOKIIbC (Y1 4, YYP C)

— He pexkomeHmyeTcsl IPOBOAUTH TPaHCIIAHTAIIAIO
MEYCHHU TTallMeHTaM C TSDKEJIOM M HEKOHTPOJIMPYEeMOM
JIAT |6, 245].

EOKIIIC (Y1 4, YYP C)

— Pexomenpayercst HarpaBiagaTh nmauueHTOB ¢ JIAT,
ACCOIIMMPOBAHHOM C TTOPTAIBHOI TUTIEPTECH3UEH, B IICH-
TPHI, UMEIOIINE OIBIT pA0OTHI ¢ 000MMU 3a00ICBAHUSIMA
[6, 245].

EOKIC (Y145, YYP C)

— He pexomenayercs HazHauenue ABK u TTOAK
MalreHTaM ¢ TTOPTONMYIbMOHAIBHOM TUTICPTEH3MEH 13-
3a PUCKa Pa3BUTUS T'eMOpparu4yeckux OCJIOXHEHU [6,
115, 155].

EOKIIIC (YA 5, YYP C)

Kommentapuu. [layuenmor ¢ nopmonyabMoHanvHou eu-
nepmensuell UMerom 8bICOKUe PUCKU KPOBOMEUEHUS, MO
CB8A3AHO C COHemaHueM HapyuleHH020 CUHmMe3a (aKmopos
C8EepPMBIBAHUS U HeNnpeocKa3yemoil cUNoKoazyaayuu Ha Qote
npuema ABK, naruuuem 6apuxo3no pacuiupeHHbvix 6eH nu-
wesoda u eemoppoudanvhvix éen. Tepanus ABK moxcem 06-
cyxuc0amocst NPU HAAUMUU HCUSHEHHO B8AJICHBIX NOKA3AHUIL,
makux kax ocmpas TOJIA.

TpaduyuonHo nayuenmosr ¢ NOPMONYAbMOHAALHOU 2U-
nepmen3sueil ne sxaouaromes ¢ PKU, 6 komopuvix ouenu-
saemcst 3gppekmusHocms cneyu@uuecKux Npenapamos.
Ilosmomy 66160061 0 ausHUU Cheyu@UUeCcKUX NPenapamos
onsa nevenus JIAI na ewvicusaemocmsv, 3a001e6aemocmo
u meuenue nopmonyavmonanrsuol JII' 6 pexomendayusx
EOK u Esponeiickoeo pechupamopHnozo odbuiecmea 20152
OCHOBAHbI HA MHEHUU SKCHNEepmos U pe3yabimamax nuiom-
HbIX UCCAe008AHUIL.

— PexoMeHayeTCcsl y MAllMEeHTOB C MOPTOITYJIBMO-
HaJIbHOU THIIEPTEH3UEH TIPUMEHSITH aJITOPUTM JICUCHUS,
pa3pabOTaHHBIN IJI MALIMEHTOB C APYTUMU (DopMaMu
JIAT, yautsiBas TsKecTh 3a00s1eBaHud nedeHu [6, 9, 10,
188, 197, 246].

EOKIC (YAJ12, YYPA)
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Kommenrtapun. Tpaduyuonno nayuenmam ¢ nopmo-
NYAbMOHAABHOU 2UunepmeH3uell, UMeWuUmM yMepeHHble
U mscensvle HaApyuwleHus QYHKYUU neveHu U NosbliieHue
mpancamunas, pekomendyemcs uszdecamov HA3HAYEHUs ee-
namomokxcuuHbix npenapamos, maxux kak 9PA. B PKH
SERAPHIN c yuacmuem nayuenmog ¢ JIAI 1 epynnot eena-
momokcuueckoeo 3gpgexma mayumernmana** 3apeeucmpu-
posano He Ovir0. OcHogbléasicb Ha 6e30nACHOM npoghune
mauumenmana**, nposedeno eduncmeennoe PKHU y nayu-
eHmoe ¢ nopmonyrvmonasvroil eunepmensueii PORTICO
(n=43 na mepanuu mayumenmanom™* u n=42 nayuenma,
noayuasuiue naayebo). B eeneze nopmanvbHoll eunepmeH3uu
v 56% nayuenmos 6vin arkoeonvHwiil yuppo3 neveru, y 41%
nayuenmog — eupycuoiii eenamum C. Ha ¢one mepanuu
mauyumenmanom™* Kk 12-it Hed. 0ocmoeepHO CHUNCANOCD
JICC u cpeonee JJIA, a makuce yeeauuusancs CHU. Oonaxo
sHauumbix uzmernenuii nepenocumocmu PH u PK JIAT ne
evisieneno. He 6bi10 makaice 3apecucmpuposano Hu 00H020
CAYMAs BHAMUMO20 NOBblULeHUs YpogHs mpancamunas [ 18§].
Takum obpaszom, y nayuenmog ¢ HOPMonyI1bMOHAAbHOU 2U-
nepmen3ueil Moxycem o0cyucoamscs Ha3HaveHue MayumeH-
mana** ons yayuuwenus nokazameneil 2eMoOUHAMUKU.

Y nayuenmos ¢ nopmonyabmMonanbHOU eunepmeH3ueil
mpaoduyuonno npumensiomess HDI9-5. B neborvuiom He-
KOHMPOAUPYeMom 00cep8auuoOHHOM UCCAe008AHULU, GKAIO-
yaguem 11 nayuenmos ¢ nopmonyibMOHAAbHOU eunep-
meH3ueil, y 9 nayuenmog noayuenst dannoie YBKC cnycms
3 eoda. Y ecex nayuenmog pecucmpuposanocs CHuMdCeHue
JICC, y 4 nauyuenmoe cuusunoce cpeonee JJIA, u oonomy
nayuenmy ycneuwHo 6blNOAHeHA MPAHCHAAGHMAYUS NeHeHU
[246].

Jlannbie 00 ucnoavb308aHUU UAONPOCMA 02PAHUUEHbBL
eOUHUMHbBIMU KAuHUveckumu cayyasmu. Haruuue mpomoo-
YUMONEHUU U 8bICOKO20 PUCKA 2eMOPPacUHeCcKUX 0CA0JCHe-
HUll mpebyem 0CMOPOICHOCMU NPUMEHEHUs IMOLL epynnbl
npenapamoa.

B PKU PATENT-1 npunumanu yuacmue 13 nauyuenmos
¢ NOpMONYAbMOHANBHOU eunepmen3ueil, 11 u3z Komopuix
noaywaau mepanuio puouueyamom™** 2,5 me 3 paza/cym.
[197]. Omoenvnoco ananuza s¢hgpexmuenocmu u b6e3onac-
HOCMU mepanuu puoyuyamom** y nayuenmos ¢ nopmo-
nyavmounanvroil JIAI ne nposoduioce.

Jlannvix o npumenenuu cenekcunaza y nayueHmos ¢ nop-
MONYNbMOHANALHOU eunepmen3uell noka Hem. JloneocpouHuie
PKHU no ouenke eausHus cneyuguyeckoi mepanuu Ha uc-
X006l U meueHus 3a001e6aHUsl He NPOGOOUNUCD.

3.4.4. J1ATl, accoummnpoBaHHas ¢ uigekumein BUY
PacnpoctpanenHocts JIAI cpegu maumeHTOB, KU~
Byminx ¢ BUY-undexnneit, cocrasnsier ~0,5% [247].
Ilo manHBIM pa3nuuHbIX peructpoB JIAI, accouuupo-
BaHHaa ¢ BUY-undexkumeii, cocrasasger ~10% Bcex
ciayuaeB JIAI. Eciu cpaBHUTBH pacrpoCTpaHEHHOCTH
WNJIAT, coctaBnstiomieii 1-2 cimyyag Ha | MJTH Hacene-
Hus, To puck paszsutusi JIAI' y mauuentos ¢ BUY-
nHbexuneir B 2500 pa3 Beie. C yuyetom 30 mutH BUY-

MHOUIUPOBAHHEBIX TI00aIbHAsI pacIpOCTPaHEHHOCTH
storo BapuanTa JIAI moxet nocturath 150 ThIC. ciyda-
eB, HO TobKO y 28% JIAT-BUY cootBerctByer 11I-1V
@K (BO3) [48].

ITaTorenes JIAI mpu BUY ocraercst HesicHbiM. HeT
NaHHBIX O NMpoHUKHOBeHUUM BUY B kjeTku cocymuc-
Toii crenku MKK. BepositHo, 6enku BY, Takue kak
Nef, Gpl120, BeI3BIBAIOT NpoJUdEpalnio IHIOTEINATb-
HBIX KJICTOK JISTOYHOM apTepuM, BOCMaJICHUE, OKCHUIA-
TUBHBII CTpecC WM HapylIeHHE TPOIECCOB aIlolTo3a.
IToaTBepXImeHMEeM 3TOil TUIOTE3Bl CIyXKAT SKCIICPHU-
MeHTaJIbHbIe JaHHBbIEe, Korma nmpucyrcreue oenkos BUY
0¢3 aKTUBHOTO MH(MUIIMPOBAHMUS BEI3BIBAIO PAa3BUTHE
JIT y xpeic [248]. PazButne JIAI He 3aBUCUT OT cTa-
muu BUY-mapekunn, yposHsa CD4'-nmuMdonuTos.
HanHble MHOTO(AKTOPHOTO aHaJM3a ITOKA3bIBAIOT, YTO
JKEHCKUI T0JI, BUPYCHAsT HArpy3kKa, COITyTCTBYIOIIMMA
rematut C — Hauboiiee 3HaunMmbie MP pasputug JIAT,
accouuupoBaHHoit ¢ BUY-undexkuueit. B pazsutun
JIAT' y BUY-unpumnupoBaHHBIX MOXET MMETh 3Haue-
HUE TpUMEHEHHE MalMEeHTOM HapKOTUYECKMX IMpena-
paToB. B skcmepmMeHTe Ha MaKakKax-pesyc, WHDUII-
POBaHHBIX BUPYCOM MMMYHOIE(HIINTA, UCIIOIb30BaHIE
aIpeHO- W TOMMaMWH-CTUMYJISITOPOB M OIMMOWIOB ITPH-
BOIMJIO K 00JICe TSKCIBIM CTPYKTYPHBIM M3MEHCHUSIM
aprepuit MKK [249]. XapakTep peMomeInpoBaHUS Jic-
TrOYHBIX apTepuii y nmauueHToB ¢ JIAI'-BWY He oTimua-
eTcst oT TakoBoro y nauueHToB ¢ MJIAT. [ns nanueHTOB
¢ BUY-undekmneit xapakKTepHO TTOpPaXkeHNE pa3INIHBIX
opraHoB u cucteM. [TammmenTer ¢ BUY-undekumeit B 70-
80% cnyyaeB kKouHpuupoBaHbl rematutamu B u C.
Hanuane mUTOMMTUYECKOTO CMHIPOMA M TICYCHOUHOM
HETOCTAaTOUHOCTH MOXKET CYIIECTBEHHO 3aTPYIHSTH IIPH-
meHeHne DPA n ABK/ITOAK. Passutue XOBJI Takxke
MOCTATOYHO PaCIPOCTPAHEHO M MOXKET CIIOCOOCTBOBATh
pa3BUTHIO TUTTOKceMUN [48].

B uenom knnHudeckas cumnromatuka JIATL y mamu-
eHToB ¢ BY He umeeT Kakoii-nmubo crieunUUIHOCTHU
u He oTamnyaeTcs oT TakoBoil mpu MIJIAIL. Ilokazarenu
YBKC TakxKe COMOCTaBUMBI C TaHHBIMUA Y MAIlMEHTOB
¢ NIIAT. JIAT — ne3aBucuMbliit P cmepTy maumeHTOB
¢ BUY-undekuueii: cpeaHsiss TpeXJEeTHsISI BhIXKUBae-
MOCTb TOI KAaTErOpuMM MAlMUEeHTOB cocTaBisieT 72-84%
[250, 251]. Haubomnee yacTeIMU NPUYMHAMHU CMEPTHU
y nauueHTtoB ¢ JIA-BUY OwiBator mocnenctBus JII'
B BUIEe mpaBoxenaymoukoBoit CH u BHe3amHOIT cMepT
(57-71%) [252].

— He pekomennyetcs BeimosHeHNe DXx0KI y 6eccuM-
NTOMHBIX TTatiieHToB ¢ BUY-undekumeii [6, 43, 48].

EOKIIIC (YIA 5, YYP C)

— He pexomenayercst pyruHHOoe HaszHaueHue ABK
n [TOAK nanmenTam ¢ JIAT, acconmmnpoBannoii ¢ BUY-
nHdekuuei [6, 115, 155].

EOKIIIC (YIA 5, YYP C)

Kommentapuu. B xomnaexcrnoii mepanuu JIAL, acco-
yuuposauroit ¢ BUY-ungpexuyueit, ABK u IIOAK obwviuno
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He PeKOMEHOYIOMCsL 8 C853U C GbICOKUM PUCKOM KPOBOme-
YeHull Ha hoHe MPOMOOYUMONEHUU U CONYMCMEYIouiell
namonoauu, a makdice 8ciedcmeue N1eKapcmeeHHbX 63au-
modeticmeuti. OOHAKO NPpU HAAUHUU IHCUSHEYSPOICAIOULUX
rkaunuyeckux cumyauyuti (ocmpas TDJIA), ebicokux puckax
mpombomuueckux coovimuii mepanuss ABK moxcem 00-
cyacoamscsi 8 uHousudyarsHom nopsioxe. Ilocaednue pexo-
Mendayuu no éedenuto nayuenmos ¢ BUY obsa3viearom na-
snauamo BAAPT ecem nayuenmam ¢ BUY-unghexyueii ene
saeucumocmu om ypogus CD4 u eupycuoti naepysxu [253].

— PexomennoBaHo BceM namueHTaMm ¢ JIAIL, accoum-
upoBaHHoi ¢ BUY-undekuueii, ais yaydiieHus: mpo-
rao3a HazHaueHue BAAPT [253, 254].

EOKIC (Y11 3, YYP B)

Kommenrtapuu. [Ipumenenue BAAPT ne npedynpedc-
daem pazeumue JIAI' u He eausem Ha eemoduHamuuecKue
napamempot. Odnako ananu3 509 cayuaee JIAI-BHY, 3ape-
2UCmpuposantbix 6 aumepamype ¢ aneaps 19872 no saueape
20092, nokazan, umo nokazamenu blICUBACMOCIU BblULe
y nayuenmos, noayuarouux BAAPT (55% vs 22%, p<0,01),
Y NAUUeHmos, NOAYHAUUX MOAKO CheyuduyuecKyro mepa-
nuro (76% vs 32%), u y nayuenmos, noayuarowux BAAPT
6 couemanuu co cneyugpuueckoii mepanueii (69% vs 38%,
p<0,01) [254].

— Pexomennyercs y nauueHtoB ¢ JIAI'-BUY npu-
MEHSITh aJTOPUTM Ha3HAUYEeHUS CrenndUIecKoil Tepa-
nuu, Ucrojb3yeMbiii 1y nedeHust MJIAT, ¢ yueTom Ko-
MOPOMIHOCTH M COITyTCTBYIOLIEH Tepanuu [6, 9, 10, 173,
186, 253-261].

EOK IIaC (V11 2, YYP B)

Kommenrapuu. Haauuue BUY-ungexyuu sersemcs
npomueonokazanuem K yuacmuro ¢ ooavuiuncmee PKHU.
PKHU, cozdanmnvix umernno ons nayuenmos ¢ JIAI-BHUY, no
usyueHuro delicmeusi cneyuduuecKux npenapamos He npo-
600unocv. B edunuunvix PKH koauuecmeo nauyuenmos
¢ JIAT-BUY kpaiine mano, umo He nosgoasem nposecmu
nodepynnogoii anaauz. Iloomomy npu anasuze O0aHHbIX
PKU nayuenmot ¢ JIAI-BHUY 06biuno exaovaiucs 6 o0uyro
epynny JIAT 1. Jlanusie 06 s¢pghexmusnocmu u 6e30nacHo-
cmu cneyuguyuecKux npenapamos npeumyuecmeenHo noay-
Yam u3 NUAOMHbBIX UCCAe008AHUIL U PecUCMPO8.

HUDID-5 npumensitomes y nayuenmos c¢ JIAI-BUY,
HecMompsi Ha U38eCMHOe NOBblULeHUEe KOHUEHMPAyuu Cul-
denaghura 6 Kpoeu y nayueHmog npu cOBMeCmHOM npueme
¢ uneubumopamu npomeas. OOHaAKO KaxKux-aubo nocied-
CMBUIl MAK020 NeKaApCMBEeHH020 83aUMO0eiiCMBUsl 8bisige-
HO He 0bl10, U OAHHBIX 34 pa3gumue CUCMEeMHOU eUNnomeH-
3uu ne noayueno [249]. Hasnauenue H®J[D-5 y nayuenmos
¢ JIAT-BHHY cnocobcmeosano chuxcenuro OK JIAL, yse-
auuenuto moaepaunmuocmu k OH u ymenvurenuro cpedneeo
MJIA [256]. Hcnoav3osanue napeHmepansbHuiX CUHMemu -
yeckux ananoeoé npocmayukiuna (ATX-BOIAC, anmu-
aspeeanmol, Kpome 2enapuna) 6 eOUHUYHbIX CAYHAsAX Y na-
yuenmog ¢ JIAI-BUY umeno nonroxcumenwvrulii 3gpghexm Ha
KAUHUYECKYIO CUMNMOMAmMUKy, eemoounamuxy. Ilosmomy
UAORPOCI UAU CceleKcUunae Mo2ym Obimb PeKOMeHO08aHbl

K npumenenuio y nayuenmos ¢ JIAI-BHY [257]. Dppexmobi
UHANAUUOHHO20 NPenapama UAonpocma uccaedosamsvly §
navyuenmos ¢ maycenoii JIAI-BHY. Ommeuanocy chudncernue
JICC na 31% u yeeauvenue CH na 21% [258]. B nacmo-
see peMs Onblma o NPUMeHeHUI0 celeKkcunaea y nayu-
eHmoe 0aHHolU Kameeopuu 6 mupe Hem. He @visnreno kau-
HU4ecKU 3HAYUMO20 GAUSHUS NONUHABUPA/PUMOHABUPA HA
GapmakoKuHemuKy cenekcunaea y 300p08biX MYNCHUH, Ymo
cgudemenvcmayem 06 OMCymcmeuy HeobxXooumocmu cne-
UUAanbHo20 003uposanus cesexcunaea [259].

Hcnoavsosanue 60zenmana™* @ cesa3u ¢ eeo eenamo-
MOKCUHHOCMbIO U O0AbUUM CHEKIMPOM MENCAeKAPCMBEHHbIX
83auMo0eiicmauil Modxcem ObimMb 02PAHUUEHO Y NAUUEHMO8
¢ BUY. Tem He menee mepanus b6ozenmanom™* oueruea-
aace 6 npocnekmusrom uccaedosanuu BREATHE-4, uy 14
navyueumos ¢ JIAI-BHY uepe3 16 ned. peeucmpuposanocs
ymenvurenue DK JIAI (BO3), yeeauuenue CHU na 39%
u crudcenue cpedneeo JNJIA na 21%, yseauuenue ducman-
yuu THIX na 9160 m. B dpyeom uccaedosanuu y 59 navu-
eHMOo8 OUEeHUBANCs 00420CPOUHbLIL Iphekm bozenmana™*.
Cnycms 29 mec. mepanuu 603eHmaHom™* makadice noay-
UeHbl NOA0JCUMENbHbLE Pe3YIbIMambl 8 OMHOWEHUU KAUHU-
uecKux nposieaeHull 3a004e6aHus, 2eMOOUHAMUHECKUX NO-
kazameneii u moasepanmuocmu kK OH. B o6oux uccredosa-
HUSAX OMMEHanach Xopouwas nepeHocumocms 603enmana™*
[260, 261]. B PKH ARIES-1 npunumanu ywacmue 7 na-
yuenmos ¢ JIAI-BHY, uz komopoix 3 nayuenma noayuaiu
ambpuzenman™** 6 dosupoexe 5 me/cym. u 2 nayuenma —
10 me/cym., moeda kax 6 uccredosanuu ARIES-2 — monw-
ko 3 nayuenma [173, 257]. B PKH SERAPHIN npunuma-
au yuacmue 10 nayuenmos ¢ JIAI-BUY, u moavko 7 u3 Hux
noay4aiu mepanuio MayumeHmanom™* (6 nayuenmos —
10 me mayumenmana™* u I nayuenm — 3 me mayumenma-
Ha**) [186]. B PKH PATENT-1 c npumereruem puoyueya-
ma** navyuenmut ¢ JIAI'-BHY ne exaouanuce.

Takum obpazom, ybedumenvHvle 00KA3AMENbCNEA
npeuMylecmea moeo Uil UHo20 KAAcca aHeunepmeH3ue-
HbIX npenapamog ons aeuenus JIAI y nayuenmos ¢ BUY-
accoyuuposanroil JIAI omcymemeyrom. Lleaecoobpasznocms
UCNOAb308AHUSI KOMOUHUPOBAHHOU Mepanuu y nayuenmos
¢ JIAT-BHY onupaemcs na my dce cmpamugpukayuio puc-
Ka aemanvHocmu U OaHHble MEeMAaaHaiu308 U pecucmpos,
Komopule npumensiomes y navyuenmos ¢ UJIAI. Yuumoieasn
omcymcmaeue pazauduil 8 UCMoA0U4ecKoll Kapmune, 2e-
ModuHamuke u KauHuveckoi cumnmomamuke JIAI-BUY
npu cpasnenuu ¢ UJIAI, nodobras cmpameeus eedeHus
npuemaema u obocHosauHa. Y nauuenmos ¢ JIAI-BUY
mpeOyrom 6HUMAHUS PUCKU GO3HUKHOBEHUs HOBbIX COCMO-
AHUL U 3a001€6aHULL, KOMOPble MO2YM CYWECMBEHHO U3-
MeHAmMb KaKk meueHue ocHogHozo 3abonesanus u JIAL, mak
U CONYmMcmeyrujeil mepanuu ¢ COOmeemcmeyuUMu puc-
Kamu 1eKapcmeenHbiX 83aumooelicmauil.

3.4.5. BOBJ1 n JIKI
BOBJI n JIKI' — penkue dopmsr JIT' ¢ xapakTepHbIM
peMonenupoBanueM Benyn MKK [262]. B knaccudu-
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Ta6bnuuya 13
Kputepuun guardoctuku JIAT u BOBJ1 (agantupoBaHo u3 Montani D, et al., 2016)

NAC BeHOOKKN031OHHAs 60N1e3Hb Nerkmx

EIF2AK4

AyTOCOMHO-PELECCUBHbIN

BMPR2, ALK1, ENG, SMAD9, CAV1, KCNK 3
AyTOCOMHO-10MUHAHTHbIN

KanompaTtHble reHbl
Tvin HacnepoBaHWs

PacnpocTpaHeHHOCTb 15 cnyyaes Ha 1 MH Hacenexns 1-2 cnyyas Ha 1 MnH HaceneHust
Mon XKeHLuyHbl npeobnapaioT HeT npeobnapaqus
KypeHue BosmoxHas accoumaums Yawe, yem npu JIAC

MpodeccroHanbHble BPeAHOCTU OrtcyTcTtBYIOT OpraHuyeckue pactTBopuTenv

JlekapcTBa U TOKCUHBI MpenapaTbl 419 Ne4eHNs OXMPEHNS LIEHTPAIbHOrO AEACTBIS,

[1a3aTHnO, MHTepdEepoH

ANKUNNPYIOLLME LUTOCTATUKN

ACCOLMNPOBAHHbLIE COCTOSIHUS C3CT, BMNC, BUY-uHdekuus, noptansHas runepTeHans C3CT, B ocHoBHOM CC/],

KposoxapkaHbe BoamoxHo BoamoxHo
Xpunbl OtcyTcTBylOT Penko, npv pa3euTum oteka nerkux
MneBpanbHbIiA BLINOT BoamoxeH BoamoxeH

0 cpenHero AJ1A, HopmanbHoe [3J1A,
T nee

~10% (He CnyxuT OCHOBaHWeM Ans HasHadeHns BKK)

T cpenHero AJ1A, HopmanbHoe [3J1A,
T nee

MonoxwuTenbHbli y 10% nauyeHToB ¢ navonatuyeckoin JIAD

Cpepnnee 1A, A3NA, ICC

OcCTpblit Ba30peakTVBHbI TECT

O®dB1, ©XEJI, OEJ
DLCO
Pa0, B nokoe

Hopma NN He3HAYUTEJIbHO CHUXEHbI Hopma NN He3HAYUTEJSIbHO CHUXEHbI

Hopma vnu He3HaunTeNbHO CHUXeHa Pe3ko cHuxeHa

Hopma vnm He3HauYUTeNbHO CHXEHa YacTo pesko cHuxXeHa

[Decatypaums npu ®H Yacto npucytcteyeT YacTo pesko cHuxeHa

LieHTponobynspHoe “MaToBOe CTEK/I0”, YTONLLEeHe
MEXI0MbKOBbIX MEPEropofok, YBENNYEHNE
NMPaTNYeCKrX y3N0B CPEAOCTEHNS

MCKT opraHOB rpyaHoi kneTku O6bIYHO MapeHxMMa Nerkux He M3meHeHa
C BHYTPVBEHHBIM BOJIIOCHBIM
KOHTPACTMPOBaHNEM

CupHTUrpadus nerkmx nepdysmoHHas QO6bI4HO HOpPMa O6bI4HO HOpMa
B COYETaHUM CO CUMHTUrpaduei nerkmnx

BEHTUNALMOHHOM

BAN Hopma Mpun3HaKu CKPLITOro Nero4HOro KPOBOTEYEHUS

TapreTHas JIAT-Tepanus PaHooMM31POBAHHBIE KIMHUYECKME UCCNEeL0BaHNS
noaTeepxaatoT 3GdEKTVBHOCTb B OTHOLEHUN
reMoAMHaMn4YecKux nokasatenen, Gruan4eckon

paboToCnoCOBHOCTH, BbIXMBAEMOCTN

Puck pa3eutus oteka nerkux. NpotreopeynBble
[laHHbIE HEMHOTOYMCNEHHbIX HABNIOAEHWI

CokpauweHus: BAJT — 6poHxoanbBeonsapHbli naBax, BKK — 6nokaTopbl kanbuyesbix kaHanos, BMC — BpoxaeHHble nopoku cepaua, BUY — Bupyc ummyHoaedmumta
yenoseka, 1JTA — paBnenuve B neroyHoi aprepuu, A3J1A — naBneHue 3aknMHUBaHUs NeroyHoi aptepum, JIAT — neroyHas aptepuansHas runeptenaus, JICC — neroy-
Ho-cocyaucToe conpoTuenenne, MCKT — mynsTucnupansHas kKoMmnbloTepHas Tomorpadus, OEST — obLwas emkocTb nerkux, OPB1 — o6bem GopcMpoBaHHOTO BbIA0XA,
OXEJT — dopcrpoBaHHas XusHeHHas eMkocTb nerkux, C3CT — cucTeMHble 3aboneBaHns coeauHuTensHol Tkaiu, CCL — cuctemHas cknepogepmus, ®H — duanye-
ckasl Harpy3ska, YBKC — upe3BeHo3Has kateTepusaumsi cepaua, DLCO — nuddyanoHHas cnocobHOCTL Nerkux no okemay yrnepoaa, PaO, — napumansHoe naBsnexHne
Kucnopoga.

karuu JIT' 20151 BOBJI n JIKT BEIIEISIIN B OTACIBHYIO
TIOATPYIIITY, YTOOBI aKIIEHTUPOBATh BHUMAaHUE Ha OOIII-
HOCTU KJIIMHUYECKUX TPOSIBICHUN W CYIIECTBEHHBIX
pazmuuusix ¢ JIAI. OgHako okoHYaTeabHasi Bepuduka-
must nuarHo3oB BOBJI/JIKT Hepenko BO3MOXKHA TOJIBKO
Tpu ayTOTICUIHBIX uccaenoBanusx. B 2014r 3aBepiieHo
TMOJTHOTEHOMHOE TeHeTnueckoe obcienoBanue 13 cemeit

¢ BOBJI, B pe3ynbrate KOTOPOTO BHISIBICHBI OMAJUIEIhb-
Hble MyTauuu B reHe EIF2AK4, ¢ xapakTepHbIM ayTo-
COMHO-PEUECCUBHBIM TUIIOM HacyenoBaHus. [lpuyem
B OHOM cJlyyae B KauecTBE OCHOBHOTO AuarHosa (u-
rypupoBai JIKI. brnaromaps atTum Haxogkam JOKa3aHoO,
yro BOBJI u JIKI' — 3T0 ABa KIIMHUKO-IATOJIOTUYECKUX
BapuaHTa OJHOTO W TOTO Xe 3abosieBanus. Hapsny c re-
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HETUYECKOU TIpenpacIiooXeHHOCTh0, K OP pasButms
BOBJI/JIKT cremyeT OTHECTH aIKMJIMPYIOIIAE IIUTOCTA-
THKU, OPTaHNYECKIE PACTBOPUTEIN M, BO3MOXKHO, JIy-
YeByIO Tepamnuio. Helb3ss NCKIIIOUNTh MOTCHIIUPYIOIIee
neiicTBre TabakoKypeHUs Ha passutue BOBJI mpu Ha-
mmuaun yctanoBireHHBIX DP. CymiecTByeT MHEHUE, 9TO
npu C3CT nu BUY-nHbexuny B NaTOIOTHYECKUN TTPO-
IIecC MOTYT BOBJICKAThCSI HE TOJIBKO apTEepUU W apTeph-
oJibl, HO 1 BeHysbl MKK, uto Hepeako ObIBaeT mpU4m-
HO PE3NCTEHTHOCTH K CIIEHMMUICCKON Teparun y 3TUX
mareHToB. I1oaToMy B TIepecMOTPEHHOM KIMHUYECKOM
kinaccudpukanun 2019t pemToXeHO NUCIIOIb30BaTh TEP-
vmuHoIorH0 “JIAT ¢ dpernorumiom BOBJI/JIKIT” [11].
Takoii IToaxod MO3BOJISICT TIOJIHEE OXapaKTepH30BaTh
oco0eHHOCTU KJIMHUYeckoro TteueHust JIAIL, ruranupo-
BaTh OXUIAHWE OTBETa Ha CIEIU(MUICCKYIO TepaItnio
¥, BO3MOXHO, paHbIIe HAIIPaBISITh MallMeHTa IJIST TI0-
CTAaHOBKM B JINCT OXWIAHWS Ha TpaHCIUIAHTAIIMIO JICT-
KUX. YYUTHIBAasT TPYIHOCTU TMATHOCTUKHU, YETKUX TIPEmI-
craBneHUit o pacupoctpaneHHoctu BOBJI/JIKI HeT.
Bepostrasa pacnpoctpanerHocTs BOBJI/JIKI cocTas-
nsteT ~1-2 ciydyadg Ha 1 MJH HaceneHus. JmarHOCTUKA
BOBJI/JIKI' — omHa m3 caMBIX CJIIOXHBIX 3amad, T.K.
reMogrMHaMMYecKasl XapaKTepUCTUKAa HEOTIWYMMa OT
npyrux ¢opm npexanusgpHoii JII. HecmoTpst Ha mocTt-
KaNWJUISPHBIA XapakKTep IMaTOJOTHYCCKOTO IIpOIeC-
ca, 3JIA gacto ObBaeT <15 MM pr.cT. Pa3Butne oreka
JICTKUX B OTBET Ha IPOBEICHME BAa30PCaKTUBHOTO TeCTa
tunmnuHo 111 BOBJI. Tem He MeHee OTCYTCTBUE OTEKa
JITKMX BO BpEeMS IIPOBEIACHUS OCTPOTO Ba30pECaKTHUB-
HOTO TeCTa He IpemynpekaacT ero pa3BUTHE IIPW Ha-
3HAYCHWU IOJTOBPEMEHHOM crenm(UUecKoil Tepanuu
AHTUIIEPTCH3UBHBIMU TIpemniapatamMu it JedeHms JIAT.
HMMeHHO TT03TOMYy PYTMHHOE TIPOBEICHIE Ba30pcaKTUB-
Horo TecTa Tipu mmogo3perHur Ha BOBJI He pekomeHIy-
erca. TpamuiimoHHasI peHTreHorpadus JIETKIX, KaK Ipa-
BWJIO, MaJIOMH(pOpPMATHBHA, HO MOXET BBISIBUTH JIMHUU
Kepnu, yBennueHrne muMbaTIIECKUX Y3JIOB CPEIOCTe-
HUS ¥ WHTePCTUIINAIBHYI0 WH(MUIBTPAIIAIO B TOIIOJTHE-
Hue K apyrum npusHakaM JII. MCKT opraHoB rpynHoit
KJICTKM B HACTOSIIIEE BpeMs IIPHU3HaHA OCHOBHBIM METO-
JIOM HeMHBa3uBHOM quarHocTnky BOBJI, BEIIBISIONINM
TpHamy XapaKTepHBIX IMPU3HAKOB: YBeIMIcHUE TUMda-
TUYECKUX Y3J0B CPENOCTEHHUSI, LEHTPOJOOYISIPHbIA
CHUMIITOM “MaTOBOTO CTeKJIa” M YTOJIIECHUE MEXIOJIb-
KOBBIX Tieperoponok. ITockonsky paszsute BOBJI/JIKT
COMIPOBOXKIACTCS AIbBCOISIPHBIMU KPOBOTCUCHUSIMH,
TO B OPOHXOATHBEOJIIPHOM JIaBaXKe YacTO ITPUCYTCTBYET
BBICOKUIA mpolieHT cunepodaros. s mammentoB BOBJI
xapakTepHo pe3koe cHukeHue (<50%) DLCO Ha done
OTCYTCTBUS CYIICCTBEHHBIX HAPYIICHWIA MEXaHUKU IbI-
XaHMS W JCTOYHBIX 00beMOB. [HCTOIOrMUeCcKOe MCCIe-
IOBaHME OCTACTCS 30JI0TBIM CTAaHOAPTOM JIJISI TIONTBEPK-
nenus nquarHo3a BOBJI, ogHako BBITTOIHATH OUOTICUIO
serkoro y nauueHToB ¢ JIAI' He pekomeHnyeTcs. B ciy-
yae ceMeitHBIX (hOpM BBISIBIICHUE OMAJUICTIBHON MyTalluy

reHa EIF2AK4 MOXeT cTaTh adbTepHATUBHLIM METOIOM
noaTrBepxaeHns nuarHo3da BOBJI. AnroputMm cpaBHU-
teabHOM muarHoctuku BOBJI/JIKT u JIAI mpencraBieH
B Tabimmne 13.

— PexomeHmyeTcs MMallMeHTOB C ITOHO3PCHMEM Ha
BOBJI/JIKI OBICTpO HAIIPaBIATh B SKCICPTHBINA IICHTP
IUIST JaJTbHEHIIero o0ciIeqoBaHus M BepudUKAIINN q1a-
ruosa [6, 10, 43].

EOKIC (YO 5, YYP C)

— He pexkomenmyeTcs crienmudrdeckasi Tepamnus aH-
TUTICpTEH3WBHBIMU TIperapatamu st JedeHnst JIAL ma-
mueHTaM BOBJI/JIKI, yanThiBass BBICOKMIT PHCK pa3BH-
THSI OTEKa JIETKUX [6].

EOK ner (VI 5, YYP C)

— PekomeHayeTcsT TpaHCIIAHTAUS JIETKUX IS Jie-
yeHnus nauureHtoB ¢ BOBJI/JIKT [6, 262].

EOKIC (Y1 5, YYP C)

3.4.6. JII BcnepcTBMe NaTonorum neBbix Kamep
cepaua

JIT, accoummpoBaHHAsI C MATOJOTHEI JIEBBIX KamMep
cepilia, OTHOCHUTCA K mocTKammuisipHoit JII' m mpen-
CTaBJISICT COOOM OMHY M3 CaMBIX YACTHIX IIPUYMH ITOBBI-
meHust JJIA. JlaHHBIE 0 ee paclIpOCTPaHEHHOCTU BapbU-
PYIOT B 3aBUCUMOCTH OT MeTona BeisiBiieHUs JII' (OxoKI
wm YKBC) u BapuanToB HapymeHust Gpyakuun JIXK:
CH ¢ nuskoii dpaxkimeit Beropoca (OB) JIK (CHuDB)
u CH c coxpannoit ®B JIK (CHc®B) [263]. Tak, pac-
npoctpaHeHHocTh JII' y manmmenToB ¢ CHH®B, 110 maH-
HbeiM DxoKI' u UBKC, moxer mocrurath 36-83%. [1pu
3TOM KOMOMHMpPOBAHHAs TIOCT- U NpeKanuuisipHas JII
BCcTpevaeTcst TOJIbKO B 12-38% cnyuaeB. [1pupoct nas-
nmerus B I1K Ha 5 MM pr.cT., mo maHHBIM OX0KI, yBe-
JIMIMBACT PUCK Pa3BUTHUS HEOIATOIIPUATHBIX COOBITUMA
y mauneHToB ¢ CHH®B na 6%. Tormna Kak aHalorny-
HBI mpupocT aaBieHus y nanueHToB ¢ CHHOB JIK
COIIPOBOXIAETCS yBelIMYeHueM cMeptHocTu Ha 30%.
Kpurepnssmu HeOJIaronpUsITHOTO MPOTrHO3a Y TaIieH-
toB ¢ JII', accomnmpoBaHHOM C ITATOJIOTHUEH JIEBBIX KAMEP
cepalia, MO JAHHBIM Pa3IMYHBIX MCCICHOBAHWN OBLIN
TaKuWe TOoKa3aTeln, KaK TPaHCITYJIbMOHAJIBHBIN Tpamm-
eHT >12 MM prt.cT., AT’ >7 MM pr.cT., JICC >3 en. Byna,
a TaKKe HapylIleHUE MOJATIIMBOCTU JIETOUHOI apTepuu
1o taHHBIM MPT.

B Hacrtosmiece BpeMsI HE BBISIBICHBI KaKHe-TH0O
omnpenencHHble PP, reHeTMYecKass MpexpacioIoXeH-
HOCTh 11 pas3Butus JIIT Tipm matojiornm JIEBBIX Ka-
Mep cepama. Bo3MoxHO, oIlpemeieHHOE 3HaYeHUE
UTpaeT IIUTEIHBHOCTh CYIIIECTBOBAHMS 3a00JCBaHMUSI.
CymiecTByeT THIIOTEe3a, YTO TATOJIOTUS JIEBBIX Kamep
cepala MOXET MCXOMHO Pa3BUBATHCS IO IBYM ClieHApu-
SIM: C TIPEUMYIIICCTBEHHBIM TTOPaskeHUEM JIEBBIX KaMep
(“7IeBOXETyTOYKOBREIN (PEHOTHIT”) WJIM OTHOBPEMEH-
HBIM pEeMOICIMPOBAHUEM JICBBIX U IIPaBBIX KaMep Cepi-
ma (“mpaBoXenymouKoBhIil (peHOTHUIT”). Kak mpaBuio,
“IIpaBOXEIIYIOIKOBBIN (DEHOTUTI” acCOIMMPOBAH C BHI-
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Tabnuua 14

AnddepeHumanbHas guarHoctuka mexay Jir,
accouMMpoBaHHON C NaTosiormei neebix kamep cepaua, u JIAT (agantuposaHo u3 McLaughlin VV, et al., 2016)

KnuHnyeckme npusHaku

9K

OxoKI

X

JleBoe npencepavie

CooTHOLLEHWE NPaBoro 1 1eBOro NpeAcepavin
MexokenynoykoBas neperopoaka
TpaHCMUTPanbHbIV KPOBOTOK, COOTHOLLEHNE E/A

[Lonnneporpamma natepanbHoro CerMeHTa
GVBPO3HOro KOMbLIA MUTPaNbHOro knanaHa E/Em

PeHTreHorpaMma opraHoB rpyaHoON KneTku

ViccnepoBaHve HeCNPOBOLIMPOBAHHBIX AblXaTeNbHbIX
06LEMOB 1 NOTOKOB, UccnefoBaHne AndPY3NOHHOM
CNOCOBHOCTN Nerknx

Bromapkepsbl
SprocnupomeTpust

MCKT opraHoB rpyHoii KneTku ¢ BHyTPUBEHHbLIM
60110CHBIM KOHTPACTUPOBAHNEM

CupmHturpadus nerkux nepdysvoHHas B COHeTaHUM
CO CUMHTUrpaduet nerkux BEHTUNSALMOHHOM

4YBKC

Mpennonaraemas JIAD

Monoxe, ceMelHbIn aHamHe3, GakTopbl pucka,
accoummpoBaHHble 3a6onesanus (C3CT, BMC,
BWY v op.)

[oBOPOT 3neKTPUYECKOI OCU BNPaBo,
runeptpodus MK

YBenuyeH

Hopma

lMpaBoe npencepave 6onbLUE NEBOTO Npeacepans
Mporun6 Bneso

<1

<8

YBenmueHne npaBbix kKaMep, PacLUMpeHa neroyHas
apTepus, 06efHEHIE NIEro4HOro KPOBOTOKA

Ha nepudepun

Hopma vnu nerkvie 06CTPYKTUBHBIE HAPYLLEHNS,
[NCO — Hopma nnm Nerko CHXEHa, KanunnspHoe
pCO, <36 MM pT.CT.

BNP/NT-proBNP noBbilueH

Huskuit PetCO,, cHuxaeTcs npu ®H.

Boicokuit Ve/VCO,, nosbiwaercs npu GH
Mcnonbayetcs ans nckntodenus JIT rpynnel 3 n 4

Mcnonbayetcs ans ucknioderus XTI
O3J1A <15 mMm pT.CT.,

JICC >3 ep. Byna,
AMNr >7 mm pr.cT.

Mpepnonaraemas JII, accouumpoBaHHas ¢ natonornem
NEeBbIX KamMep cepaua

Crapuue, AT, caxapHbiii anabet, UBC, nHaekc Maccel
tena >30 Kr/M2, KIMHNYeckas kapT1Ha 3acToiiHoi CH,
CepAeyHast acTMa/0Tek Ierkux B aHaMHe3e, OPTOMHO3

[oBOPOT 3neKTPU4ECKON OCK BNEBO, rneptpodus JIX,
dubpunnaums Nnpeacepani

MoxeT 6bITb yBENM4eH

YsenuieHo

MpaBoe npefcepave MeHbLUE NEBOTO Npeacepaust
Mporun6 Bnpaso

>1

>10

3acTolHbIE M3MEHEHUS B Nerkux, uHun Kepnu,
nnespabHbIi BbINOT, yBENNYEHUE NNEBBIX KAMEP CepaLa

Hopma vnm nerkue 06CTPYKTUBHBIE HAPYLLEHUS,
JNCO — Hopma, kanunnsipHoe pCO, >36 MM pT.CT.

BNP/NT-proBNP noBbileH

PetCO, — Hopma vnu cnerka CHKEH, HE CHUXaeTcs
npu ®H, Ve/VCO,, He nosbiwaetcs npu GH

Mcnonbayetcs ans nckntodenus JIT rpynnel 3 n 4

Vicnonb3yetcs ans ucknioderns XTI

[O3J1A >15 mm pr.CT.,
AN <5 MM pT.CT., HO MOXET BbITb U >7 MM PT.CT.

CokpaweHus: Al — apTepuansHas runepteHsus, BUY — supyc nmmyHoneduupmTa yenoseka, BMNC — BpoxaeHHble nopoku cepaua, A3J1A — nasneHve 3akMHMBAHUS
neroyHor aptepumn, OANICO — nuddyamoHHas cnocobHOCTb Nerkmx no okeuay yrnepopa, AN — guactonnyeckuin nynbMoHanbHbIA rpaaneHt, MBC — nwemunyeckas
6onesHb cepaua, JIAT — neroyHas apTepuanbHas runepteHsus, JIN — neroyHas runepteHsus, JDK — nesblii xenyaoyek, JICC — nero4Ho-cocyamctoe ConpoTMBEHe,
MCKT — mynsTucnupanbHas komnbioTepHas Tomorpadus, MK — npaseiii xenyaodek, C3CT — cuctemHble 3a6oneBaHnst coepnHuTenbHol Tkaun, CH — ceppeyHas
HepocTaToyHocTb, PH — duramnyeckas Harpyska, XTOJIT — xpoHuyeckas Tpomb6oambonmyeckas neroyHas runepteHsus, YBKC — upe3BeHo3Has kateTepuaaums cepaua,
9KI" — anekTpokapamorpamma, AxoKIm — axokapamorpacpus, BNP/NT-proBNP — mo3roBoii HaTpuitypeTuyeckuii nentug, u N-KOHLEBO MPOMO3roBOI HAaTpUilypeTuye-
ckuii nponentug, pCO, — napumansHoe AasneHue AByokucu yrnepoaa, PetCO, — napuuansHoe AaBneHve Yriekucnoro ra3a B KoHLUe Bblaoxa, Ve/VCO, Nuk — BEHTMNS-

TOPHbIV 3KBMBANEHT ABYOKUCHK yrnepona.

cokoit cmeptHOocThIO. K coxanennio, YKBC nHe Bcerna
ITO3BOJISICT PA3INYNATh MEPEUNCICHHBIC BBIIIEC (heHOTH-
ITBI, T.K. IPUMEHEHHE TICTICBBIX TUYPECTUKOB MOXET ME-
HATH TeMOOMHAMUWYECKHe TToKa3aTenu. Hanmbomee cirox-
HasI 3amada MmpoBecTy AuddepeHIINaTbHYI0 TUAarHOCTH-
Ky mexny JIT, accomumpoBannoii ¢ CHc®B JIK, u JIAT.
Hapsany ¢ UYBKC, cymecTByloT HeMHBAa3WUBHBIE METO-
IIBI, KOTOPBIC TTO3BOJISIIOT MIPOBECTH 3TOT “Bomopasmen”
(Tabm. 14).

OcHOBHOI1 3amadcii B JJedeHUM manmeHToB ¢ JIT, ac-
COLIMMPOBAHHOM C TATOJIOTMEH JIEBBIX KaMep cepilia,
SIBJISIETCS MaKCHMaJlbHas Tepals OCHOBHOTO 3a00-
neBaHusA. DPGEKTUBHOCTL CIIeU(UUECKON Teparnuu
AHTUIICPTEH3UBHBIMU TIpernapaTtamMu s gedeHus JIAT
y MAIIMEHTOB C TTaTOJIOTHEH JIEBBIX KaMep Cepiila OIleHM -

BajJach B HEOOJBIIMX KPATKOCPOUHBIX MCCIICIOBAHUAX;
Tepalus He TpHUBejia K YBEINMICHUIO BBEIKUBACMOCTH,
CHITDKCHMIO 3a00JIEBACMOCTH, a Y YACTU MAIMECHTOB CITIO-
coOCTBOBAJIA 3aepKKe KUAKOCTH, YBEIMICHUIO JACTO-
TBHI TOCITUTAIN3ALNNA B CBSI3U C YXYAIICHUEM TCUCHUS
xpoamdeckoit CH (ta6r. 15).

ITosTtomy BeHo3Has JII' mo-npexkHeMy ocTaeTcs Ipo-
TUBOITIOKAa3aHWEM IIJIT Ha3HAYCHUsS CIIenu(pUIecKoit Te-
paInmy aHTUIIePTCH3UBHBIMHI TIperapaTaMu ISl JICICHUS
JIAT. Ee Ha3zHaueHMe MOXET 0OCYXIaThCsl IMalleHTaM
¢ kxoMOuHupoBaHHOU JII' 1 BhIpaxkeHHBIM MpeKallui-
JIIpHBIM KoMIIOHeHTOM B ycioBusx PKW mox nabmone-
HHEM CIIeLMaJIMCTOB 3KcrepTHOro teHTpa JII.

— PexoMmeHmoBaHa ONTUMU3ANUS Tepallii OCHOB-
HOTO 3a00JIeBaHMS TIepe pellicHueM BOIIPOca O HeoO-
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Tabnuua 15

AHanu3 KNMHUYECKUX UCCIeA0BAHUIA, NOCBSLLEHHbIX OLeHKe 3PDEKTUBHOCTU U 6e30NacHOCTH
npumeHeHus cneundunyeckon tepanuu JIAI y naumenTos c JII, accoumnpoBaHHOi C NaTonoruei nesbix kKamep cepaua

MccnepoBaHne Mpenapat KonnyectBo naumeHToB
REACH-1 BoseHTaH** n=174

CHH®DB JIXX
ENABLE BoseHTan** n=1613

CHHOB JIX
RELAX CunpeHadun n=216

®B >50%

JA3NA >20 mm pr.CT.
Guazzi M, 2011 CunpeHadpun n=44

OB >50%

JA3J1A >20 MM pT.CT.
LEPHT Puoupryar** n=201

CHH®DB JIX

AdbdekT
MpekpaLLeHo 4OCPOYHO.
YBENMYMBAET 3aEPXKY XMUAKOCTU

T yacToTy rocnUTaNM3ALMIA, MOBBILIAET TPAHCAMUHASb], PEKPALLEHO JOCPOYHO

Ynyywwaet eusnyeckyto pabotocnocobHocTb (TLUX, nukVO,) 1 Ka4ecTBO XMU3HM

4 ONA, T dyHkumto MK 1 JDK, NoNoXUTEeNbHO BAMSIET HA BOAHLIN 0OMeH

Xotai & cpeaHee AJ1A HepocTosepHo (p=0,1),
cepaeyHbIii MHOEKC W yaapHbii o6bem T

Cokpauwenus: [13J1A — naBneHvie 3akMHVBAHNS NIErOYHbIX Kanunspos, AJIA — nasnexve B nerouHon aptepuu, JK — nesbiit xenynodek, JICC — neroyHo-cocyaucroe
conpoTuenenune, MK — npasbliii xenynouek, CHHOB JIK — ceppeyHas HeoCTaTOYHOCTb C HI3KON dpakumeii BeIGpoca Nesoro xenynoyka, B — dpakums Beibpoca,

TLUX — TecT ¢ 6-MuHyTHOW x0Ab60IA, NKVO, — nuKoBoe NoTpebneHne Kucnopoaa.

XOOUMOCTH OIICHKU cTereHn Tskectu JIIT y mammeHToB
¢ maToJIOruei JIeBbIX KaMep cepata [6, 263].

EOKIB (Y145, YYP C)

— PexomMmeHayeTcs paccMOTpPEeTb BO3MOXHOCTH
YBKC y mammueHToB ¢ TPOMEKYTOUYHONM BEPOSITHOCTHIO
JIT, accommmpoBaHHOII ¢ ITaTOJIOTHEH JIEBHIX KaMep
cepaua, ipyu Haaumuny auchyHkium 1K, P passutusg
JIAT v XTOJIT, nMeromux onTUMAaIbHBIN BOJIeMUYe-
cKmii craryc [6, 12, 43, 100-113].

EOK IIbC (Y1111 3, YYP C)

— He pexkomeHnyeTcs mpoBeneHNe Ba30peaKTUBHO-
ro Tecta mauneHTaM ¢ JII' Ha (hoHe MaTOIOTrNHY JIeBBIX Ka-
Mep, 3a NCKIIIOUCHNEM KaHINIATOB Ha TPAaHCIUIAHTAIIIIO
cepmna |6, 12, 43, 100-113].

EOK IC (Y[ 3, YYP B)

— He pekoMeHnayercst Ha3HaueHUE CHELU(PUIECKUX
AHTUITCPTCH3WBHBIX IpermapaToB s gedeHus JIAIL ma-
nueHTtaM ¢ JIT Ha ¢oHe maTonoruu JeBhIX KaMep cepalia
B CBSI3U C BBICOKMM PHCKOM YXYIOIICHUS KJIMHUYECKOTO
TEYCHMST OCHOBHOTO 3a00JICBaHUS, 3aIePKKU XKUIKOCTH
nim pasBuTus patanbHoro mucxona [6, 109, 264-267].

EOKIIIC (Y112, YYP B)

3.4.7. ]Il BCnepcTBME NATONOrMKn NEerknux
WU/VUAmv runokceMmum

— Pexomennyerca BeimonHeHne DxoKI mmg nma-
rHoctuku JIT' y TMaliMeHToB ¢ maToJorueit Jerkux [6, 43,
64-66].

EOKIC (YA 5, YYP C)

— Pexomennyercs npoBeneHre YBKC mpu TsoKeIbIxX
3a00JieBaHUSIX JeTKUX npu nomo3peHun Ha JIAD wnm
XTOIJIT, a TakKe B cllydae TSKeJIOi ITpaBOXKeTyT0YKOBOM
CH nns yrouHeHUs OTUarHo3a, Ipu 0TOOpe KaHIUIATOB
Ha TPaHCIUIAHTAIIMIO JITKUX M XHUPYPIrUICCKYIO PEIyK-
LIMIO JIETOYHOTO 00BeMa [6, 12, 43, 100-113].

EOKIC (VI 3, YYP B)

— Pexomenayercst onTuManibHOE JIEUEHUE OCHOBHO-
r0 3200JIeBaHMSI JIETKUX, BKJIIOYAsT JITUTEBHYIO TePATTIIO
0,, y naumenToB ¢ JII' BcaencTBre 3a00ieBaHMIT JIETKIX
¥ XpOHMYECKOI rurokceMueii [6, 28-30, 39, 40].

EOKIC (YA 2, YYPA)

— He pexomennyercs y mauueHToB ¢ JII' BciencTBue
3a00JIeBaHUI JIETKUX PYTMHHO MCIIOJIb30BaTh OOOPEH-
HYIO crenndUIecKylo Teparnuio aHTUTIEPTeH3UBHBIMU
npemnaparamu 1t stedenus JIAT [6, 28-30, 39, 40].

EOKIIIC (YA 2, YYP A)

— PekomeHayeTcss pacCMOTpPETh BO3MOXHOCTDH Ha-
TIPABJICHUS B SKCIIEPTHBIN LIEHTP MAIIMEHTOB C JIETKAM
OOCTPYKTUBHBIM WU PECTPUKTUBHBIM 3a00JIeBaHU-
€M JIETKUX, UMEIOIINX KIMHUYecKu 3Haunmyto JIT, mis
JI000CIenoBaHNST U pelIeHUsT BOMpOca O Ha3HAUYCHUU
criennUIecKoil Tepanuy aHTUTIEPTEH3UBHBIMU TIpeTia-
patamu mig nedennst JIAT [10, 28].

EOK ner (Y1 5, YYP C)

Kommenrtapun. 1o dannbim UHBA3UBHBIX UCCA€0084-
Hutl, Haauuue JII' ne éceecda noomeepiucoaemcs, u KpaiiHe
pedko eviseasemcs evicokas npexanuanapuas JI. Umenno
HO2MOMY GblOeASIIOM MPU 8APUAHMA COCYOUCMOLU NAmMOoA0-
euu MKK npu namonoeuu neexux: nepesoiii, oe3z JII, koeda
cpeonee NIJIA <21 mm pm.cm. uau 21-24 mm pm.cm. é co-
yemanuu ¢ JICC <3 ed. Byoa; emopoii, ¢ ymepeHHviM no-
sviuieruem cpedneeo JJIA 21-24 mm pm.cm. é cowemanuu
¢ JICC 23 ed. Byoa unu cpedueeo JJIA 25-34 mm pm.cm.;
u mpemuit, ¢ maxcenoii JII, koeda cpednee IJIA >35 mm
pm.cm. uau >25 MM pm.cm., HO 8 COYEMAHUU CO CHUNCEH-
noim CH (<2,0 a/mun/m?) [28, 39, 40]. K coxcarenuro,
PKHU ¢ ucnoavzosanuem cneyughuueckoii mepanuu, npoge-
dennvie y nauuenmos ¢ JIAI na gone 3ab0ne6arnuii seekux,
He NOKA3aau NOA0JICUMENbHO20 dhdhekma @ OMHOUeHUU No-
Kazamesnell 3a001e6aeMOCMU U CMEPMHOCIU UAU 3HAYUMO20
yayuwenus nepenocumocmu OH. Omuacmu smo cés3aHo
¢ HeobxXo00umocmovr0 0moopa nauyueHmos ¢ “npasusvhoim”
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genomunom, koeoa 6 eenese JII' na ghone namonoeuu neckux
npeobaadaem 8acKyAAPHbLI KOMNOHEHM C 8bICOKUM YPOBHEM
cpedneeo JIJIA, JICC u nuzkum CH npu neekux uau ymepen-
HbIX YHKYUOHANBHBIX U MOPPON0UHECKUX UBMEHEHUSIX CO
cmopoHnbl aeekux. Umenno nosmomy neuenue JII na ¢horne
3a001€8aHUIl Ne2KUX D0ANCHO ObiMb cOCPeOOmMOUeHO 8 nep-
8y10 ouepedsb Ha AeweHuu 0cHOGHOU namoaoeuu. [lokaszano,
4mo OaumenvHas Kucaopooomepanus coepicueaem npo-
epeccuposarue JII' y nayuenmos ¢ XObBJI. Tem He menee
oHa pedko npusodum K Hopmanruzayuu JIA, m.x. 6a30K0H-
CMPUKYUSL COHemaemcsi cO CMpYKMYPHbIMU U3MEHEeHUIMU
cocydoe MKK. Ha koppekuyuio eunoxcemuu Hanpasiexa
u cmandapmuas oponxoaumuveckas mepanus. Takue 6poH-
XoaumuuecKue npenapamsl, KaKk adpenepeuveckue cped-
cmea 045 UH2ANAUUOHHO20 86e0eHUsl U MeopUAIUH, 001a0a-
10m 0ONOAHUMENbHbIM 8A300UAAMUPYIOUWUM Oelicmauem Ha
cocyovt MKK. JlnumenvHas HeuH8a3ueHasi 6eHMUAAYUS Nee-
KUX, 00NOAHUMENbHBIM NPEUMYUeCMEOM KOMOPOU CAYICUM
CHUICEHUEe aMnAumyObl OMPULAMENbHO20 BHYMPUPYOHO20
dagnenus, 61a200aps KOppeKyuu unepKantHuy U eunokce-
muu, maxwice cnocoocmeyem cHudiceruro JIA.

3.4.8. XTONr

XTOJIT xapakTepusyeTcsd OOCTPYKTUBHBIM pPEMO-
IeIMpOBaHMUEM JIETOYHOI apTepun Bcieactsue TOJIA,
compoBoxmarommuMcs passutueM JII. CoBokyIrHas 3a-
6oneBaemocth XTOJIT cocrasnster 0,1-9,1% B Teuenue
MEPBBIX 2 JIET TTOCIe dnu3oma cuMnToMuoi TOJIA [6,
33, 71]. XoTs ToUHasI pacIpoOCTPAHEHHOCTh M €XETOI-
Hag 3abosieBaeMocTh XTOJII' HeM3BeCTHBI, HEKOTOPBIE
MaHHBIC YKa3bIBAIOT HA TO, YTO 3TO 3a00JIEBaHNE MOXET
BO3HMKATh Y 5 yeyoBeK Ha | MJIH HaceJleHUS B o [32].
ITpu muddepenumanbHoil nuarHoctuke X TOJIT caemyeT
HUCKITIOYATh IPYTHMe BO3MOXHBIC BApHAHTHI OOCTPYKIINHU
JICTOYHOM apTepuu, TaKWe KaK capKoMa JIETOYHOIT apTe-
puu, SMOOJIUST OITYXOJIEBBIMU KJICTKAMU, ITapa3suTude-
CKMe (3XMHOKOKKO3HBIC KUCTHI), SMOOJINHN MHOPOIHBIMU
TeJIaMu, BPOXKICHHBIC WU TIPUOOPETEHHBIC CTCHO3HI JIe-
TOYHOM apTepHU.

CBoeBpeMeHHasd nmocraHoBKa auarHo3a XTOJT 3a-
TPYOHUTEIbHA, T.K. 3HAYUTEIbHOE YHCJIO CIIydacB
XTOHJIT pa3BuBaeTcd NMPU OTCYTCTBUM ITPEAIIECTBYIO-
mero octporo snm3ona TOJIA, a KTMHUYECKHE CUMIITO-
MBI SIBJISTIOTCSI HECTICeMU(UISCKUMU WIIM OTCYTCTBYIOT
Ha paHHNX ctagusax XTOJII. Knuandyeckne cMMIITOMBI
XTHBJIT moryr HarmomMuHaTh ocTpyio TOJIA nnu UJIAT.
B mocienHeMm cimydae oTeKM M KpOBOXapKaHbe BO3HUKA-
10T yanie y namueHToB ¢ XTOJIT, B To BpeMs Kak 0OMO-
poxu yaiie BcrpeuaroTcs y mauneHToB ¢ MJIATL Jluaraos
XTOHBJT ocHOBBIBaeTCS Ha pe3ysibTaTax oOCIenoBaHUS,
ITOJTyYeHHBIX MOCJe 3 MeC. afeKBaTHOM Tepariy aHTH-
koarynsgHtamu. [ moctaHoBku auarHosa XTOJIT we-
00XOIMMBI cleayloinue Kpurepuu: cpennee HJIA >25
MM pT.cT. 1 cpenHee J3JIA <15 MM pT.CT., HECOIIaco-
BaHHBIC Te(PEKTHI Tepy3nn IPU CLIUHTUTPAPUM JIETKIX
" crienuuyecKre TuarHocTuueckue mpusHaku X TOJIT,

BoIstBiIsIeMble HAa MCKT opraHoB TpyIHOIT KJIETKU ¢ BHY-
TPUBEHHBIM OOJIIOCHBIM KOHTpacTupoBanuem, MPT nnu
OOBITHOIT JIETOYHOIT aHTMOKWHEeMAaTorpadui, TaKe KaK
KOJIBILIEBBIC CTCHO3bI, CCTEBUIHbBIC/IIEICBUIHBIC M3ME-
HEHMS TIPOCBETA COCyIa M XPOHUYICCKIE TOTAJTBHBIC OK-
KJTI03UM (M3MEHEHUS B BUIC BBIOYXaHUS I KJIMHOBUI -
Horo cyxxeHus). Ecou cpennee JJIA <25 MM PT.CT., HO
MIPUCYTCTBYIOT OCTaJIbHBIC BHINICTICPECUNCICHHBIC TTPU-
3HaKU, fuarHoctupyercsa XTOB.

B 1o Bpems kak KT opraHoB rpynHoi1 TIOJIOCTU C BHY-
TPUBEHHBIM OOJIOCHBIM KOHTPACTUPOBAHUEM SIBIISICTCSI
HCCIIeIOBaHNEM BBIOOpA B AMArHOCTHUKE ocTpoit TOJIA,
mwraHapHast B/I1 couHTHTpadmst TerKux ocTraeTcs Oc-
HOBHBIM MeTonoM i Busyanusaunu XTOJIT, T.K. mig
MMOCTAHOBKM OMAarHo3a OHa 00JjiamacT YYBCTBUTEIb-
HOCTBIO 96-97% u crienuduaHoctbio 90-95% [47]. Xotsa
XTOJIT n paccmaTpuBaeTcss B paMKax BEHO3HOI TPOM-
60oMbO0IMM, Kiaccudeckne Tpomboduimueckue OP
MpU 3TOM MATOJOTUU HEPEAKO OTCYTCTBYIOT. Tak, o
IAaHHBIM eBpoIreiickoro peructpa XTOJII mpenmrecTBy-
roune snn3onsl TOJIA ynaercs moarBepanth B 74,8%
cJiy4aeB, a TpOMOO3bI IIIyOOKKMX BeH — B 56,1% ciyda-
eB. XTOJIT yame pa3BuBaeTcs y MallMEHTOB ¢ aHTUdOC-
domunuanbiM cuHapomoMm (10-15%). OnHako neduLuT
antutpomoOuna III, mporennos C u S, roMolLcTeEMHE -
mud, mytaisg G20210A B TeHe TPOTPOMOUHA HE YBEIU-
ynBaloT puck passutusg XTODJIT. TToBTopHBIE BEHO3HBIE
TPOMOO3MOO0INM U BEICOKUI ypoBeHb D-11MepoB mocie
OTMEHBI aHTHKOATYISTHTHOM TepaIlii TaKKe HE acCOLM-
MpOBaHEI ¢ Ooyiee yacTeiM pa3ButnueM XTHDJIT. Bmecte
C TeM TOMO3UTOTHBIC MMOJMMOpP(HBIC BApUAHTH TeHa V
daxropa BcTpedaroTcs yame npu XTAJII, yem mipu apy-
rux BapuaHTax JII' (29% vs 7,8%).

YBKC sgBisteTcd BaXXHBIM ITHMATHOCTUYCCKUM WH-
CTPYMEHTOM. YPOBEHb NPEIONEPAIIMOHHOTO U IIOCIIE-
onepanuonHoro JICC gBasgeTcss MapKepOM JIOJTO-
CPOYHOTO MporHo3a [268]. 3akIOYUTENIbHBIM 3TAIllOM
OIMATHOCTHMYECKOTO IIpoIlecca SIBISIETCS CeICKTHBHAS
aHruomyrbMoHorpadusi. OHa BBHIIBISICT KOJIBIICBUI -
HBIC CTCHO3BI, CETCBUIHBIC U IIEJICBUIHBIC M3MCHEHMUS
MPOCBETa COCYIOB, U3MCHEHMSI MEIIOTYATOTO THIIA, HE-
PErYISIPHOCTb CTEHKH! COCYIOB M ITOJTHYIO OOCTPYKIIMIO
apTepuH, KoJIIaTepaan OpOHXMAIBHBIX apTepuii, a TaK-
K€ TIOMOTaeT B TEXHUYECKOM OILIEHKE OIepabdeIbHOCTH
00JbHOTO. AJITOPUTM 00CIen0BaHUSI OOJIBHOTO C ITOHO0-
3peaneM Ha XTOJII/XTOb mpencraBieH Ha puCyHKe 3
(ITpunoxenue b).

OcHOBHBIM MeTonoM JyedeHud XIDJII cuuraerca
TPOMOSHIAPTEPIKTOMUS M3 JIETOUHOI apTepuu, CMEpT-
HOCTb TIPW KOTOPOM B KPYITHBIX €BPOMEHCKMX IIEHTPAX
cocrasiseT <3,5% [6, 33, 71, 269-271]. Pewenue o6 orne-
pabeIbHOCTH OOJILHOTO IIPUHUMACTCS MYJBTHIMCIIN-
MJIMHAPHON KOMaHIOI. boiabHOI Mpu3HaeTcsl Heome-
pabesibHBbIM, €C/IM MOA00HOE pellleHue BBHIHOCUTCS KakK
MUHUMYM 2 HE3aBUCUMBIMU SKCIIEPTHBIMM LIECHTPAMHU.
OOImMMHU KPUTEPUSIMUA OTOOpA TSI XUPYPTUIECKOTO JIe-
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YeHUS CIYXUT XUpYypruueckasi TOCTYITHOCTb TPOMOOB
B OCHOBHBIX, HOJICBBIX MJIM CETMECHTAPHBIX JICTOUHBIX
aprepusix. Bo3pact manmenTa cam mo cebe HE SIBIISCT-
cs TIPOTUBOIIOKA3aHWEM K OIEpaTUBHOMY JIEUCHUIO,
Tak Xe, Kak ¥ BenmunHa JICC u Hanmure qucyHKINN
I12K. B otnuume oT Xupypruueckoii 9MOOJI3KTOMUM TIpU
octpoit TOJIA, neuenue XTOJIT TpebyeT O6umarepaib-
HOI 9HIAPTEPIKTOMUU C TOCTYIOM 4Yepe3 MeaualbHbIN
cyioit meroyHoi apTepuu. OTiepalus BEITIOTHSICTCS B YC-
JIOBUSIX TIIYOOKOI THIIOTEPMHU U OCTAaHOBKH KPOBO-
obOpameHus. IlocneonepauoHHbINA perepdy3uOHHbBIN
OTEK MOXET ITOTpeOOBaTh MPOBEACHUS BEHOAPTEPHATh-
Hoit DKMO.

— PekomeHnnyercss oOCyXAeHHE BO3MOXHOCTU BBI-
TIOTHEHUST TPOMOSHIAPTEPIKTOMUY U3 JISTOYHOI apTepri
MYJIBTAIUCIATIIMHAPHON KOMaHIOI KaK MUHUMYM 2 He-
3aBUCUMBIMU 3KCIIEPTHBIMU LICHTPAMU JUJISI BCEX IMALMEH-
TOB ¢ nokyMeHtnpoBaHHoi XTDJIT [6, 33, 71, 269-271].

EOKIC (YIA 5, YYP C)

— Pexomennyercst npuem ABK, naxe nocie BbINoJ-
HEHMST TPOMOSHIAPTEPIKTOMHUU M3 JICTOYHOI apTepuH,
BceM nanveHTaM ¢ X TOJIT mig mpoduIakTuKy pean-
Ba octpoii TOJIA [6, 33, 71].

EOKIC (YIA 5, YYP C)

Hammume anTmonatuy U MpeKaMMJUISIPHBIA XapaKTep
JIT mpu XTOJIT' oTKpbIBaeT BO3MOXHOCTHU JJI TIpUMeE-
HEHMS CIIeIU(GUIESCKON Tepalny aHTUIIePTeH3UBHBIMUI
npemnaparamu s gedeHust JIAL. JanHasg Tepanust Mo-
JKeT OBITh OIIpaBIaHa y MalleHTOB, TPU3HAHHBIX HEOIIe-
pabeTbHBIMM, a TAKKE Y MAIIMEHTOB C TICPCUCTUPYIOICHA
wiu peuuausupytoieit JII' mociae TpoMOIHIAPTEPIKTO-
MWU U3 JICTOYHOI apTepHH.

— He pexoMeHayeTcs IpUMEHSITh CICINOUICCKYIO
Tepanuio aHTUIICPTCH3UBHBIMU TIpeTiapaTaMy IS Jieue-
Hust JIAT y onepaOesbHBIX MALIMEHTOB C TSIKEIBIMU Ha-
PYIICHUSIMA TeMOIMHAMHUKI B Ka4ecTBe “MocTa” Tepen
BBITIOJTHEHUEM TPOMOSHIAPTEPIKTOMUM 13-3a OTCYTCTBUS
JoKasarteJibHOI 0a3bl ee appekTuBHOCTH [71].

EOK wer (Y11 5, YYP C)

ITo pesynsratam ucciaenoBanusg CHEST-1,2 tepanug
puonmryatoM** y 261 maumeHTta ¢ HeorepabeIbHOM
XTOJI wnnm mnepcUcTUpyIoIleit/peIUINBAPYIONICH
XTOJIT B TeueHue 16 Hen. Tepanuy IPUBOAWIA K YBEIU-
yeHMIo TojiepanTHOCTH K OH 1 yiydmeHnto mapaMeTpoB
remonnHamukun MKK, Bkmovast u cHikenue JICC [273].

— PexomeHnmyeTcs HazHadyeHHWE pUOIUTyaTa** Tra-
LIMEHTaM C HeomepabenbHo/pe3unyanbHoit X TOJIT ms
yayuimeHnst mepeHocumoctd @H n reMommHaMIIeCKIX
rmokasareseii [6, 33, 72, 273].

EOKIC (Y412, YYPA)

HoBbIM HampasiieHeM B JiedeHUN TaryeHToB ¢ X TOJIT
apisgerca kKaterepHas BAITJIA. Otbop maumeHTOB Ha
BAIIJIA ocyiecTBasieTcs: TOJIBKO TI0OCJIe TIPUHSTUS pe-
IIeHUSI 0 HEBO3MOXKHOCTH BBIIIOJTHEHUS TPOMOSHIAP-
TepIKTOMUU U3 JIETOYHOM apTepuyd MUHHMYM B IBYX
skeneptHeIX HeHrpax JIT [6, 33, 71, 274]. Meronuka BbI-

noaHenus BAITJIA nipu XTOJIT cinoxHa, TpeOyeT Ha-
BBIKA M XOPOIIIETO 3HAHUS aHATOMUU W TeMOOWHAMMWKU
MKK, nmostomMy goixHa BBIIOJHSTLCS TOJBKO B LIEH-
Tpax, UMEIOIINX OOJIBIIION OITBIT ITO BEACHUIO TTAIIMCHTOB
¢ XTOJIT.

— PexoMeHgoBaHO paccMOTPETh BO3MOXHOCTb Bbl-
nonaHeHust BATTJIA B kauecTBe ajJbTepHAaTUBHOTO METOAA
JIeueHUS HeollepabeIbHBIX 00IbHBIX ¢ X TOJIT mig ymy4a-
LIEHWs UX IIporHo3a [6, 33, 71, 274].

EOK IIbC (VIO 5, YYP C)

Anroput™ JedeHus XTOJII mpencraBieH HA PUCYH-
ke 4 (Ilpumoxenue b).

3.4.9. Oco6eHHOCTY BeAEeHUS NaLUeHTOK
petopogHoro Bo3pacta ¢ JIr

JIT accoumupoBaHa ¢ BHICOKMM YPOBHEM MaTepHH-
CKOIf M TIepMHATaJIbHOM JieTaJTbHOCTH. Bo Bpemsa Oepe-
MCEHHOCTH B OpPTaHU3ME KCHIIMUHBI TIPONCXOIST CYIIIe-
CTBEHHBIC afallTallMOHHBIC N3MEHEHMS: 00pa30BaBIINIi-
cs TIIOMOBO-IUIALICHTAPHBIN KOMIUIEKC IIPEICTaBIIsSICT
co00i1 Tak Ha3bIBaeMbIi “TpeTUil Kpyr KpoBooOpailie-
HUS”, U er0 BKJIIOUCHNE ITPUBOIUT HE TOJIBKO K ITOBBI-
IIEHWIO MaccChl Teja, HO 1 K HapactaHuo YCC, a tak-
ke K 3HauuTtenbHoMy (oT 30 mo 50%) yBennueHUIO Kak
CepIeIHOro BEIOpOca, TaK U 00beMa IMUPKYIUPYIOMICH
KpoBH (usmonorndeckas rurepnosiemus). Co CTOPOHBI
CHCTEMBI OBIXaHUSI OTMEUYAeTCsl YBEIUUCHUE IBIXaTellb-
HOTO 00BbeMa JICTKUX, KOTOPBIN K KOHITY Te€CTAIlMOHHO-
ro niepuona Bo3pacraer Ha 30-40%, a yacTora JbIXaHUS
yBennuuBaercs Ha 10%. ¥V xeHwmuH ¢ JII' 9Tu usmeHe-
HUSI MOTYT IIPUBECTH K KIMHUYECKON JCKOMITCHCAIINH.
CaM mpoliecc quarHocTuku 1 jedeHwmst JII' B mepron 6e-
PEMEHHOCTH TIPEICTABIISICT ONpenejecHHBIe TPYIHOCTH,
CBSI3aHHBIC HE TOJBKO C OTpaHWYCHUEM IUAaTHOCTUYC-
CKHX BO3MOXHOCTEH, HO M C BEIOOPOM MEIMKAMEHTO3-
Hoit Tepanmu. B HacTosee BpeMst B MHUPE OTCYTCTBYIOT
eIMHBIC COTIACOBAaHHBIC ITTOMXOMBI K BEICHUIO OepeMeH-
HBIX ¢ JII, BciaemcTBMe HaIMYUS STHICCKUX aCIICKTOB
TIpOOJIEMBI TIPOBEACHMST KPYITHBIX PAHIOMU3UPOBAHHBIX
TUTare00-KOHTPOJIUPYEMBIX MHOTOLICHTPOBBIX KITMHUYC-
CKMX WCCIIENOBAaHMI, M BCE MOCTYITHBIC PEKOMEHIAIINNT
HOCSIT B OCHOBHOM YPOBEHbB ToKa3aTeJbHOCTH C, OCHO-
BBIBAasICh Ha OIIBITE 3KCIIEPTOB 1 OTACIBHBIX IIECHTPOB.

— He pexomeHmyeTcsT 6epeMEHHOCTD MAIIMeHTKAM
cJII' [6, 275, 276].

EOKIIIB (Y114, YYP C)

— PekomeHmyeTcss IPOBOAUTDH CTPAaTU(DUKAIIAIO Ma-
TEPUHCKUX PUCKOB BOZHUKHOBEHUS CEPICIHO-COCYIHC-
TBHIX OCJIOXKHEHUH 110 1Kayie mWHO mpu ruraHupoBaHUT
OepeMEHHOCTH, a TaKKe TIPU HACTYIICHNU OepeMeHHO-
cti marmenTKam ¢ JIT [275, 276].

EOKIC (Y14, YYP C)

— PexomeHmyeTcsT MCKYCCTBEHHOE IIpepbIBAaHUE
OCpEeMEHHOCTU B cjiydyae HACTYIUICHUSI OCPEeMEHHOCTHU
[275, 276].

EOKIC (Y14, YYP C)
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Kommentapun. Coeracrno modugpuyuposannoii kaac-
cughuxauyuu BO3 no ouenxe pucka cepdeuno-cocyoucmoix
0CA0JICHeHUTI 0451 mamepu u nomomcmea depemertuie ¢ JII'
omuocames k 1V kameeopuu pucka, npu komopoii bepemeH-
Hocmb npomusonokasana [275-279]. Pezyasmameol ananusa
Ucx0008 bepemeHHOCMU U POO08 8 KPYNHbIX MEOUUUHCKUX
YeHmpax nokazaiu, Yymo OepemeHHocmo y dcenujut ¢ JIAI
NO-NPeNCHEMY aACCOUUUPYEMCSI C bICOKOL MAMmMepUHCKOl
aemanvHocmoio — om 25% 0o 56% [280, 281], évicoxoil
yacmomoil npexcoespemernbix podoe — 85-100%, cunopo-
Mom 3a0epicku passumus naooa 6 3-33% cayuaes, a mak-
ace eubenvro naoda/Hogopocoennvix ¢ 7-13% cayuaes [6,
275]. B cesa3u ¢ smum nayuenmke ¢ JIAT doaxcno Obime
npeonodceHo npepovléarue bepemeHHocmu Aubo 00CpPoUHoe
podopaspeuierue (8 3a8UcuUMoCmu 0m CPoOKa npozpeccupy-
rowell bepemennocmu). B cayuae omkasa om npepuleanus
bepemenHocmu,/00cpouH020 podopaspeuienus bepemMeHHOCHb
sedemcsi kak bepemenrnocms 111 knacca (mWHO), m.e. be-
PEMEHHOCMb 8bICOKO20 PUCKA Pa3eumust cepieuHo-cocyouc-
MbIX OCAONCHEHUU, 6 M. Y. U PamanbHblX, ¢ NPUBLEUCHUEM
MYNoMUOUCYUNAUHAPHOI KOMAHObL 8 cOCmage 8pava-Kap-
duonoea, epaua-aKyulepa-euHeKonoed, 8paia-aHecme3uo-
N02a-peanumamoncea, 8pava-neouampa u cCneyuairucma
no JIT u podopaspewienuem 6 cneyuarus3upo8anHubvix nepu-
namanvhoix yenmpax 111 yposns [276, 278, 282]. B cay-
yae coenacusi NAYUeHMKU HA Npepvleanue bepemMeHHoCmU,
MeOuuuHckuil abopm 0oaxcen Obimb vinoaHeH 00 22 Heo.
oepemennocmu [283, 284]. Ilpepvieanue bepemenHocmu Ha
00nee NO30HUX CPOKAX NO PUCKAM DA3BUMUSL OCAONCHEHULL
CONOCMABUMO C PUCKAMU QOCPOHHORO POJOpa3peuleHus Ha
32-34-1i1 ned. bepemennocmu. Haubonree onmumanvHuim
CPOKOM 0451 npepbléanusi OepeMeHHOCmU A6A1emcs CPOK
6 10£3 ned. cecmayuu [283-296]. Meduxamenmo3snsie
U Xupypeuueckue memoob. npepbleanus bepemMeHHOCmu 00U-
HaKo080 3pgheKkmugHsl U CONOCMABUMBL NO Yacmome pas-
sumus cepve3Hsix ocrodcHerui. O0HaKo, no OaHHbIM Aume-
pamypul, uawe npogoosimcs Xupypeuveckue Manunyasyuu
(2,1% vs 0,6%) [287, 288]. IIpoyedypa npepviéanus bepe-
MeHHOCMU 00ANCHA NPOBOOUMbBCS 8 CHEUUANU3UPOBAHHOM
yenmpe. MedukxamenmosHoe npepviganue 6epeMmenHoCmy ye-
Aeco0bpasno paccmampuéams 9o 9 ned. bepeMenHOCmU ¢ Uc-
noav3o8anuem Hu3kux 003 musonpocmona (100 me) [276].

— PexomeHayeTcss IPOBOAUTH OCMOTP OepeMeHHOM
BpavuOM-KapIauoJoroM Kaxble 2-4 Hell., a TPy HEOOXOIu -
MOCTH — €XEHEe/IEbHO (B TPETheM TPUMECTpe OepeMeH-
HOCTH B cJTyJae IIPOJIOHTALNMKI OepeMeHHOCTH) [283, 284].

EOK ner (YA 5, YYP C)

Kommenrapuu. [lpu nepsuurnom obpawjenuu depemen-
Hott ¢ JIAT nposodumcs ghuzuxanvHoe 06caedosanue, oueHKa
monepanmuocmu ¥k ©H, nyrscoxcumempus, BxoKI ¢ npu-
yenvHoll oyerxoi gynkuuu 12K u onpedenenue ypoeus NT-
proBNP 6 cvbieopomke kpoeu 0nsi cmpamugpukayuu pucka
JIAL B cayuae nHuskoeo pucka (PK I-11) nauuenmiu ¢ JIAT
6 I mpumecmpe ocmampuearomcs He pedxce I paza é mec. Bo
1l mpumecmpe kKpamnocme 8uU3UMO8 NAUUEHMKU MONCEM
obimb yeeauuena do 1 pasa 6 2 Hed. B kaxcobiii eusum, Ha-

pady ¢ ocmompom, caedyem svinoarsames IxoKI, TIIX, oue-
Husamo yposenb NT-proBNP u dannvie nyascoxcumempuu.
B III mpumecmpe daxce npu baaeonpusmnom me4eruu oe-
pemennocmu u wuskom DK JIAI (I-11) nokazana naavosas
20CNUMANU3aYUsL 8 CReUUANUUPOBAHHbLI NEPUHAMANbHYLIL
ueHmp, umerouiuil onvim ouazHocmuxu u aeenus: JII,  cés-
3U C BbICOKUM PUCKOM NPeHCOe8PEMEHHBIX PO008 U 2eMOOUHA-
MUHeCKUX HapyuwleHuil, a makoce 045 6epuuKkayuy cpoKog
u cnocoba podopaspeuienust, aHeCmMe3Uu0a02UYecK020 noco-
ous. Hauyuenmru c JIAI I1I-1V @K (BO3) doaxicuor Habnio-
damucsi 8 YCA0BUSAX CMAUUOHAPA 6€Cb nepuod bepemMeHHOCU
¢ IxoKI-koumponem ne pexce 1 paza 6 4 ned. uau npu us-
MeHeHUuU KauHuueckoil kapmunsl. Tlpu noserenuu npuznaxog
yxyouwernus meuenusi JIAI na arwbom cpoke bepemennocmu
(Hapacmarue 00blUKU, NOsI8ACHUE CUMNIMOMO8 OUCPYHKUUU
112K, eunokcemuu, napyweHuii pumma, 201080KPYICEHU
UAU CUHKONAABHBIX COCIMOSHULL) NOKA3AHA 20CNUMANU3AUUS
nayueHmKu 8 cneyuaiusuposannsiil yenmp [276, 278, 288].

— Pexomennyetcst mpoBenenue OxoKI Bo Bpewms
0epeMEeHHOCTH Kaxnble 4-6 Hel., 1M00 IpU yXydIIeHUN
COCTOSTHUS TTALIMEHTKH [6, 273-278, 288].

EOKIC (Y114, YYP C)

— PexomeHayeTcst paccMOTpeTh BO3MOXKXHOCTD TTPO-
Benennst YBKC 6epemennbm ¢ JIT ¢ quarHocTraecKoit
LEJTbIO TOJIBKO TT0 CTPOTUM TTOKa3aHusIM [278, 283, 284].

EOK IIbC (Y 5, YYP C)

— PekomeHayeTcs BBITIOJIHEHWE YPECITUIIIEBOTHOMN
OxoKTI 6epemennbM ¢ JIT mrg nuckmouenus BITC B ciy-
yae HEONTHMMAaJIbHOW BU3yalu3aluu TMPU TPaHCTOpa-
KkanbHOU DxoKI [6, 276, 283, 284].

EOKIC (Y15, YYP C)

— Pexomenayercs BoinojiHITh KT opraHoB rpymHoit
MOJIOCTU C BHYTPUBEHHBIM OOJIOCHBIM KOHTPACTUPOBA-
HUEM TOJIBKO TIO XXKMU3HEHHBIM TTOKa3aHUsIM, B T.4. U TIPU
nogo3peHun Ha octpyio TOJIA [6, 276, 283, 284].

EOK IIbC (YA 5, YYP C)

KommenTapun. /Ipednoumenue 045 Ucnoav308anusi om-
daemcs KT ¢ Huskum yposuem ayuesoii naepysku (0,01-0,66
mlp) [276, 289, 290].

— PexoMeHayeTcsl MpOIOTIXKUTh CTHeU(pUIECKYIo
TEeparnuio aHTUTIEPTECH3UBHBIMU TIpETapaTamMu ISl Jieue-
Hust JIAT Bo BpeMst OepeMeHHOCTU MallUeHTKaM, T0JTy-
YaBIIIUM €€ 10 OEpeMEeHHOCTH, C 3aMEHO JIEKapCTBEH-
HBIX TIPeTnapaToB, 00JaIaI0NINX TOTCHIINAIBHBIM Tepa-
TOTEHHBIM U SMOPUOTOKCUYECKUM JIEHCTBEM, Ha OoJee
Oe3omacHsle [6, 276, 283, 284].

EOK IIaC (Y1 5, YYP C)

— PexoMeHayeTcst THUIIMMPOBATH CIieM(UUECKYIO
Teparnuio aHTUTIEPTEeH3UBHBIMU TIpETapaTamMu ISl Jieue-
Hust JIAI' Bo BpeMst OepeMeHHOCTH TMalMeHTKaM, He T10-
JIy4aBIIUM €€ 10 0EpeMEeHHOCTH, C YUETOM TTOTEHIUATb-
HBIX TEPATOTEHHBIX U dMOPUOTOKCHYECKUX I(DDEKTOB
npemnaparos [6, 276, 283, 284].

EOK ITaC (YA 5, YYP C)

KommenTtapun. Obsem cneyugpuueckoii mepanuu (MoHo-
mepanus uau KOMOUHUPOBAHHAs Mepanus) onpeoesiemcs
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Ha ocHosanuu cmpamupurayuu pucka semanvrocmu [10].
B kauecmee npenapama nepeoil AUHUU YACINO UCHONB3Y-
emcs cundenagua 6 cmapmogoii doze 20 me 3 paza/cym.
Hasnauenue uneansyuonnoeo usonpocma 6o epems bepe-
MeHHOCmU U nocae podog nokazaro navueumkam c¢ III-1V
@K (BO3). B nodepynne nayueumos ¢ nOA0NCUMENbHbIM
8a30pPeaKMUBHbIM MECMOM He00X00UMO NPOOOANCUMb UAU
unuyuuposams mepanuro bKK [6, 262, 276, 278].

— He pexomenayercs Ha3zHayaTh DPA GepeMeHHBIM
WIN TJIAHUPYIOLIUM OepeMeHHOCTh MmauueHTkaM ¢ JIAT
B CBSI3M C TePATOTCHHBIM W SMOPHOTOKCUICCKUM OCHi-
CTBMEM TIpernaparos [276, 283, 284, 291, 292].

EOK IIIC (YA 5, YYP C)

— PexomMmeHmyeTCsT pacCMOTPETh BO3MOXHOCTh Ha-
3HaueHus1 ypoceMuaa** miss KOppeKIuy mpaBoXeny-
nmoukoBoit CH Bo BpeMs 6epemenHocTH [276, 278].

EOK IIbC (Y111 5, YYP C)

KommenTapun. He pexomerdoearo pymuHHoe HA3HA-
YeHue MO4e2OHHOU mepanuu y bepemeHnuvix. B cayuae ne-
00x00uUMOCMU — UCNOABL308AMb Nemesble OuypemuKu
€ OCMOPOACHOCMBI 8 C83U C ONACHOCMbIO 00e0HeHUs NA0-
0080-NAAUEHMAPHO20 KPOBOMOKA U MO0 OUHAMUHECKUM
KOHMpOAeM COCMOsIHUSL NA00a.

— He pexomeHmyeTcs Ha3HAYATh CITUPOHOJIAKTOH** BO
BpeMsI OEpEMEHHOCTH B CBS3U C BEICOKMM PHUCKOM (Demm-
HM3ALMY HOBOPOXIEHHBIX MYXCKOTO TTofia [276, 285, 288].

EOK IIC (Y1 5, YYP C)

— PexomenmoBaHa KoppeKus medUIInTa Kere3a Bo
BpeMsT 0epeMEHHOCTH B CBSI3M C HETATUBHBIM BIMSTHHEM
Ha Ipolecchl peMoaenupoBanust cocynoB MKK [276].

EOK wer (Y111 5, YYP C)

— PexoMenayeTcs otMeHa BapdapuHa** GepeMeH-
HbIM ¢ JIAT, nonyuaBmum ABK mo 6epemeHHOCTH, U3-
3a BMOpHo- n (peToToKCMIeCcKNX 3¢h(HeKTOB Ipernapara
(cpa3y mocie MOOTBEPXKICHUSI COCTOSTHUSI OepeMeHHO-
CTM) W WHUIIMANUS Tepanuy TelapruHaMHM B TepareB-
THYECKUX M03aX (B pacyeTe Ha BeC OO0 OepeMEHHOCTH),
KOTOpasi TOJDKHA OBITh IIPONOJIKeHA B TCUCHHE BCell Oe-
pemenHoctu [151, 276, 291].

EOK ITaC (YA 5, YYP C)

— PexomenmyeTcst IiponoKUTh 0epeMeHHBIM ¢ XTOJIT
TepaIIo TeMapiHaAMI B TePalleBTIICCKIX 103aX B pacueTe
Ha Bec 10 OEpeMEHHOCTH B TeUCHME BCeil OepeMEeHHOCTH
WM MTHALIMIPOBATH €€, B CIIy9ae €CJI aHTUKOATyJISTHTHAST
Teparsi He ITPOBOIMIIACK 10 OepeMeHHoCTH [276, 293].

EOKIIIC (YA 5, YYP C)

— PexoMmeHmoBaHa MOBTOpPHAS OLICHKA ITOKa3aHUM
K Ha3HAUYCHUIO MPOPUIaKTUICCKUX 103 TeTIapUHOB B Te-
YyeHue Bceil OepeMeHHOCTU TeM OepemeHHBIM ¢ JIAT,
KOTOpEIE He TOJyYaal aHTUKOATYISHTHYIO TEPAITHIo IO
6epeMeHHOCTH [6, 276, 288, 293, 294].

EOK IIbC (Y11 3, YYP B)

— PexomenmoBano Bcem OepeMeHHBIM C JIAIL, He
ITOJTYYaBIINM aHTHKOATYISTHTHYIO Tepalnio 0 1 BO Bpe-
MsI 6epeMEeHHOCTH, MHUIIMNPOBATh aHTUKOATYISHTHYIO
tepanuio renapuHamu B 111 TpumecTtpe 6epemMeHHOCTH

B MPOMWIAKTUYECKNUX 103aX (TIPU OTCYTCTBUU ITOKa3a-
HUI K JIe4eOHBIM J03aM) |6, 276, 288, 293, 294].

EOK IIbC (VI 3, YYP B)

— He pexomennyetcs mmpoBoanth Tepanuio [TOAK
y 6epeMeHHbIX TManmeHToK ¢ JIAT u XTOJIT B cBaI3u
C OTCYTCTBMEM AaHHBIX 00 3(PeKTUBHOCTU U Oe3omac-
HOCTH 3THUX ITpernaparos [276, 288].

EOK IIIC (YA 5, YYP C)

— PexoMeHnyeTcss MONABIATH JTAKTAIIAIO TTAIMEHTOK
¢ JIAT mocnie ponopa3speiieHust I7sl CHYDKEHUST pricKa pas-
BUTHUSI HEOJIATONIPUATHBIX cOObITHIA [276, 288, 295, 296].

EOK ITaC (Y111 5, YYP C)

Kommenrapuu. Kopmaenue epydsio — memaboauuecku
3ampamnusiii npoyecc. Kpome moeo, 6 nociepodogom nepuo-
de nauuenmku c JIAI wyycoaromes 6 panueil onmumu3ayuu
cneyughu1eckoll mepanuu npenapamamil, IKCKpemupyouu-
mucsi ¢ epyoHbim moaokom. Jlakmayuio nodaeasiom ¢ no-
Mouwpo cmaundapmusix 003 Kabepeoauna (0,25 me kajxicovie
12 4 6 meuenue 2 oueit) uau 6pomoxpunmuna (2,5 me 6 denvp
podopaspewienus, a 3amem 2,5 me 2 paza/cym.  meueHue
14 dueit), ecau xabepeorun nedocmynen [276, 295, 296].

— He pexkomeHmyeTcs MCIMOIB30BaTh OOIIYI0 aHe-
CTE3UIO TIPU OTIEPATUBHOM POIOPA3PEIIEHUH MAIlMEHTOK
¢ JIAT B cBs13u ¢ TeM, 4TO OOIlIasl aHECTe3us y ATUX Ta-
UEeHTOK siBnsieTcst onHuM n3 MP maTeprHCKOI JleTanb-
HocTH [6, 276, 278, 281, 288, 297].

EOK IIIC (YA 5, YYP C)

— PexoMeHayeTcst ompenensiTh TUIAaH poaopaspe-
meHus o0epeMeHHbIX ¢ JIAI MynbsTUAMCHUTUIMHAPHON
KOMaHJIO, BKJTIOYAsT OIIEHKY OPUEHTUPOBOYHOTO OTITHU-
MaJIbHOTO CPOKa M CTIIoco0a poaopa3penieHusi, a TakxKe
TUIaH BENEeHUS TOCJIePONOBOTO Tepuona (HeoOxomu-
MOCTb MEXaHUYeCKOU MOMIepKKW, MpeObIBaHNE B Taia-
Te UHTEHCUBHOI Teparnun) [276, 288].

EOKIC (Y1 5, YYP C)

Kommentapun. Ocmaemcsi duckymabenvHsim 60npocC
cpoKog u cnocoba podopaspeuwerus. IIpedonoumumenvHoim
cnocobom podopaspeuieHus A6450Mcsi podbl vepe3 ecme-
cmeenHble podogble NyMu, ACCOYUUPOBAHHbIE C MEHbULUMU
PUCKAMU 2eMOPPARUMECKUX, UHPDEKUUOHHBIX U MPOMOOIM-
00UHECKUX 0CA0NCHEHULL, a MAKJice ¢ MeHee Pe3KUMU 2eMO-
OUHAMUYECKUMU UBMEHEHUAMU NO CPABHEHUIO C Kecapegbim
ceuenuem. C Opyeoil cmopoHbl, 60ALUUHCMBO IKCHEPIMO8
cknonsiemest k momy, umo navueumox ¢ JIAI I11 OK u eoi-
we caedyem pooopaspeuiams ONepamueHbIM nymem ¢ Mo-
HUMOPUpOBAHUeM NApamempos UeHmpanbHol 2emMoOUHaMU-
Ku u 2azo602o cocmasa kposu [291, 298, 299]. Bo mHoeux
CReyUanU3UPOBaAHHbIX UEHMPAX PeKOMEeHAYyemcs npoeooums
podopaspeuierue 00CPouHO 8 cpoku 34-36 ned. bepemerHo-
cmu, npu IMOM MUHUMANbHbLIL PEeKOMEHOYeMblil CPOK PO0O-
paspeuteruss — 32 Hed., MAKCUMAAbHbBLIL (NPU YCAOBUU HOD-
MAnbHO npomekarujell bepemMeHHOCmU U 2eMoOUHamuye-
cKoil cmabuavhocmu nayuenmku) — 37-38 nea. [283, 291].

— B mocneponoBom mieprone peKOMeHIyeTCsT IIpuMe-
Henre NO MM MHTaJISIMUOHHOrO mionpocra [299, 300].

EOK ner (YI/1 4, YYP C)
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KonTtpanenmusi u ropMOHO3aMeCTHTEIbHAS TEPATHS

— PexoMeHmyeTcss KOHCYIBTALIMST Bpaya-Kapanoio-
ra ¥ Bpaua-TUHEKOJIOTa B IIEHTPE C OTBITOM BeleHUs Oe-
pemeHHBIX ¢ JIAT njst mogbopa onNTUMAaJbHOIO METOIA
KOHTPAIICTIIINU C YYETOM BBICOKOTO PHCKa IIPOTPECCUPO-
BaHUs 3a00eBaHUs Ha (poHE OEPEeMEHHOCTH Y TTallUeH-
TOK JIETOPOIHOTO Bo3pacTta [276, 280, 284, 298, 301].

EOKIC (Y11 4, YYP C)

— He pexomeHayeTcs HazHa4YaTh 3CTPOTEH-COMEP-
Xallye KOHTpalenTuBhl mauneHTkaM ¢ JIAT u XTOJT
B CBSI3U C BBICOKMM PUCKOM TPOMOOIMOOIMYECKUX OC-
JoxxHeHui [278, 283, 288, 302-336].

EOK IIIC (Y1 2, YYP B)

— Pexomenmyercst coueTaHue IByX METOMOB KOHTpa-
LIETIIUY TS TOCTUKEHUS HAZeSKHOTO KOHTPAIIETITUBHO-
ro addexra y nauneHTok ¢ JIAI [276, 307].

EOK wer (Y11 5, YYP C)

Kommenrapuu. Memood xoumpauenyuu obcyxcoarom
6 UHOUBUOYANbHOM NOPAOKe C YHemoM CONYMCMEYuell
namoanoeuu. Boavnvie JIAI u XTI cmpamuguyupy-
omces kak 4 epynna pucka mMamepuHckol AemanbHOCMu
(BO3), npu xomopoii bepemeHHOCMb NPOMUBONOKA3AHA.
Ilosmomy 0ns Hux pekomeHndyemcs UCHOAb308AMb MeMO-
vl Koumpauenuyuu ¢ ypostem Hedppexmuenocmu <1%.
Croda omuocsames cmepuau3ayus My*cuutol/HCeHuUHbl
[283] u enympumamounsie ycmpoiicmea. Bmopas epynna
KOHmMpayenmueog (20pMoHocodepicaujue mabaemupogan-
Hble npenapamol, UHsEKUUU, NAACMbIPU) HedppexmusHa
6 6-12% cayuaeé u He pekomeHOyemcs 6 Kauecmee eouH-
cmeenHo2o memoda koumpavenuyuu [301]. IlepopasvHoie
KOHmpayenmuegol, codepiycaujue npoeecmepoH (meopo-
Kcunpoeecmepon™*, smornoeecmpen), obaadarom 3¢hgpex-
mueHbiM delicmeuem U AUULeHb MHORUX NOOOYHBIX IPghek -
moe, NPUCYWUX 3ICMPO2EH-Co0eplcauwum npenapamam
npedvtdywux nokonenuit [6, 305], Ho npu ux HazHaveHuu
HeobXx00umMo yuumoieamos, 4mo 3Q@deKmueHoCmsd KOH-
mpauenyuu cHujcaemcsi Ha pore npuema Oo3eHmana**.
BrympumamouHble ycmpoiicmea ¢ MeoNeHHbIM 8biC80004C-
deHuem 1e60HOpeecmpena sIBASIOMCsE COBPEMEHHbIM U Bbl-
cokoagppexmusnvim cpedcmeom. QO0nako cyuecmeyem
6epPOSIMHOCMb PA36UMUSL 8430842ANbHbIX PeaKyUil npu Ux
umnaaumayuu y nayuenmok ¢ JIAI. B cés3u ¢ smum daw-
Has npoyedypa 00ANCHA GbINOAHAMbCS 8 CMAUUOHAPHBIX YC-
A08USIX, 0COOEHHO Y nayuenmok ¢ gusuonoeuei. Qonmena
u Dizeumeneepa. Taxice HeoOX00UMO y4umMbleams pucku
B03HUKHOBEHUSI UHQDEKUYUOHHBIX OCA0JNCHEHUL 80 8peMs
umnaaumauuu cucmemot [301]. Bapveprvie memodst 6e3-
OnacHvl 045 NAYUEHMOK, HO He 0arm HAO0elCHOU 2apaH-
muu om Hacmynaenus 6epemennocmu [278, 283, 284, 288].
Ilpumenenue KomobuHayuu 2ecmaceHo8 U ICMPO2eH08 MO-
acem 00cyruc0amuvcst y nAyUeHmoK, NPUHUMAOUWUX AHMU-
Koaeynsumuole npenapamel [278, 283, 288, 302-306].

DKCTpeHHas KOHTPALeNIus

— PexomeHnmoBaHO B KauecTBe 9KCTPEHHOU KOHTpa-
LIETIIIUY UCIIOJIb30BaTh OMHOKPATHYIO 03y JIEBOHOPTE-
crpena 1,5 Mr B TedeHue 72 4 Tociie HE3aIIUIIEHHOTO

ceKkca MM TOPMOHAJIBHBIM KOHTPAIICITUB IJIST CUCTEM-
HOTO TIPUMEHEHUS YIUTIPUCTAI, TTOKA3aBIINI OOJIBIIYIO
3(pGEeKTUBHOCTh B CpaBHEHHUH C JIECBOHOPTECTPEIOM
[308-311].

EOK ner (YA 1, YYP B)

4. MeguumHckasa peabunutauus,
MeauuunHCKMe noka3aHusa
U NPOTUBONOKa3aHUa K NPpUMEHEeHUIo
MEeTOoL0B peabunurauum

B 2017r Morris NR, et al. mpoBenn meraaHaaus 6
PKW u 5 HEKOHTpOIMPYEMbIX KIMHUUECKUX UCCIEHO-
BaHMWIA, TTOCBSIIICHHBIX BIUSHIIO (PU3NMICCKOI peadyIm-
Tauu Ha PU3MIECKYI0 PabOTOCTIOCOOHOCTD M KaU4eCTBO
Ku3HU nauueHToB ¢ JIAIL. B GonbiinHCTBe ciydaeB 10 -
00p pPeadMINTAIIMOHHOM IIPOTPaMMBI OCYIIECTBIISIIICS
B YCJIOBUSIX CTallMOHAapa, 4To, 0€3yCIOBHO, OBLIO 3aJ10-
rom ee 6e3omnacHocTu. [Iporpammbl pu3ndeckoil pea-
OMJIMTAIlNM MOTIJIM BKITIOYaTh adpobHbie @H, cuinoBbie
Harpy3KH, ObIXaTeIbHYIO TMMHACTUKY W 3JICMEHTHI HOTH.
Peanuzauus nporpamm pu3nMUYeCcKoi peabuInTaluu 1Mo~
3BOJIMJIA HE TOJIbKO YBEJIUYUTh AUCTAHLMIO TIPOXOXIE-
Hus B TIIX B cpennem Ha 60 M, TMKOBOE MOTpeOIEHNE
kuciopona (mmkVO0,) Ha 2,4 MJI/KT/MWH, HO W YIYJIITUTh
MMoKa3aTeJd KadecTBa XW3HU IO CPaBHEHUIO C KOHT-
poabHOI rpyrnmoii [134]. Hamnyunie pe3yabTaThl ObLTA
TOCTUTHYTH B KIIMHUYECKUX MCCICTOBAHUSIX TIPHU IIPO-
BEICHUU TPCHUPOBOUYHBIX MMPOTPAaMM 5 pa3 B HEll., B Te-
YyeHUe 2 4 B ICHb, IIPU COYCTAHUU a3pOOHBIX HATPy30K
Ha BEJIO3ProMeTpe WU TPpEeIMUJIC Ha BBIHOCIUBOCTD,
CHJIOBBIX TPEHHPOBOK C MCITOJIb30BAaHMEM MAaJIOTO Beca
W yIpaxXHEHUI IS IbIXaTeJIbHOM MycKymaTypsl [135].
B npocnektuHom PKHM Ehlken N, et al. (2016) B kaue-
CTBE BTOPUYHBIX TOUEK OLIEHNBAJIOCH BIUSIHUE TPEHUPO-
BOK Ha ITOKAa3aTe/IM TeMOOIUMHAMMKY Y TareHToB ¢ JIAT
n HeomepabenpHoit XTOJIT. TlpomeMOHCTpUPOBAHO
yBenuueHre CH nHa 6,5%, cHmxenne cpeaHero JIJIA Ha
16,1% u JICC Ha 34,5% 110 CpaBHEHMIO C KOHTPOJIbHOI
rpymrioii [136]. PasHooOpasne MCITOIb3yeMbIX TPEHUPO-
BOUYHBIX CXEM M OTCYTCTBHE METOIOJIOTUM KOHTPOJIS HE
MO3BOJISICT BHIPAOOTATh OCHOBHBIC IMPUHIIMITEI U IIPO-
TOKOJ (DU3NICCKON peadlIMTalluy IS MaAeHTOB
c JIAT. Tem He meHee, ¢ yueToM npoBeneHHoro PKU,
MOKa3aBIIero IMO3UTHUBHOE BIMSHHE TPCHUPOBOK Ha
mapaMeTphl TeMOIWHAMMKH, a TaKKe TaHHBIX MeTaaHa-
mm30B [137-139], Ha KeTbHCKOM KOHCEHCYCE KCIIEPTOB
JIAT 2018t BeIHECEHO TIpeIOKEeHEe 00 YCUJIEHUM KJTac-
ca peKOMeHIaluit U ypoBHSI JoKasaTelbHOcTH ¢ IlaB
no IA ngng pekomeHmauuu (pU3NIECKUX TPEHUPOBOK
y nauueHToB ¢ JIAI. Yuactue B TpeHUPOBOUYHBIX IIPO-
rpaMmax IpoTUBOIIOKa3aHo mauueHTam ¢ JIAID ¢ mpu-
3HakamMu muchyHkoun [12K, KITMHAYeCKUMI CHUMIITO-
MaMHM TipaBoxeaynoukoBoii CH, HemaBHe#l rocriuTamm-
3amueit M o0CIemOBaHUEM B CBSI3U C KIMHUYCCKUM
YXYOIICHUEM, HeTaBHUMM Xayo0aMy Ha 00U B TPYIH,
TIPUCTYIIBI CEpAIICONCHMS, TOJTOBOKPYKCHMS, TIPECUH-
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KOTIAJTbHBIMU W CUHKOITAJIBHBIMHA COCTOSTHUSIMU Ha (ho-
He ®H [135]. YuacTtre B TpEeHUPOBOUHBIX ITpOTrpamMMax
cllefyeT mpeajiaraTh nauMeHTam, noaydaromum JIAT-
cnemnUIECKY0 Tepallnio, HaXOOSIIIUMCS B CTAOMIIb-
HOM COCTOSTHUM M MCKJTIOUMTEIIFHO B 3KCIIEPTHBIX IICH-
Tpax, UMEIOIIMX ONbIT BeAeHUs naueHToB ¢ JIAI u pea-
OMIWTALIMM TSDKEJIBIX TTalneHToB [115].

— PexomeHmyeTcst okazaHMe YCIIYT TT0 METUITMHCKOMN
peabUIMTAalM B BUAC MPOBEICHUS €KCTHEBHBIX HO-
3UpOBaHHBIX U perymupyembix @H 1mon HabmomxeHnEM
crnenuaincToB akcneptHoro ueHtpa JIAIT ctaGuiibHBIM
mareHTam ¢ JIAL, HaxomsimmMcs B 30He HM3KOTO PUCKa
JIETAJIbBHOCTU U TMOJYYalolIUM aIcKBaTHYIO crieluduye-
CKYIO Tepaluio aHTUIIEPTCH3NBHBIMU TIpeTiapaTaMy IJIsT
sneuenus JIAT [6, 115, 134-139].

EOKIA (VI 2, YYPA)

— Pexomennosano nanuedTaM c¢ JIAI' u3zberatey ns-
OBITOUHON (PU3MIECKOIT aKTUBHOCTH, KOTOpasi IIPOBO-
UpPYeT BOBHUKHOBEHNE TaKUX ITOTCHIINAIBHO OITACHBIX
CHMIITOMOB, KaK BBIpaxkKeHHasI OIBIIIKA, TOJOBOKPYXKE-
HUE, CUHKOIIe, 0O B TPYTHON KJIETKE, BBIpaskeHHAs
cimabocTs [6, 138].

EOK IIIC (Y1 5, YYP C)

5. NMpodunnakTuka n aucnaHcepHoe
HabnopaeHne, MegULMHCKMUE NoKa3aHus

U NpoTuBonoka3aHnua K npumMmeHeHnio MeToaoB
npopuNaKTUKu

— PexoMeHImyeTcs oIleHKa KIMHUYECKOTO CTaryca
manuenTa ¢ onpeneneHueM MK JIAT kaxneie 6-12 mec.
" 4epe3 3 Mec. Mocje U3MEHEeHUS CIeIM(PUIEeCKON Te-
panuy aHTUIICePTEH3NBHBIMU TIpeTiapaTaMy IS JICUCHMUST
JIAT wnu nipu yxyaineHnu cocrossaus [6, 10].

EOKIC (YIA 5, YYP C)

Kommenrtapun. Ouenka kaunuueckoeo cmamyca 6046H020
ABASAEMCSL BAJICHBIM SMANOM OUEHKU MANCECMU COCIMOSHUS
U cmpamughuKkayuu pucka u blNOAHICMCS 8PA4OM HA KalC-
dom euzume nayuenma 6 yenmp. Cnedyem nocaedogamens-
HO oueHumb OUHAMUKY Hcanob 604bHO20 (YposeHb 00bIUKU,
Haau4ue CUHKONAAbHbIX COCMOSHULL U OMeK08, NPUCYMCIMEUe
U Xapakmep HapyuwleHuil pumma, Haauyue KAUHUKU CMeHO-
Kapouu Hanpsaxcenus), usmenenue mosepanmuocmu Kk OH,
a makce NPUBEPICEHHOCMb K PeKOMeHOYeMOoll mepanuu.
Hlauyuenmam ¢ III-1V DK JIAT pexomendosano eedeHue
ouneernurxa AJl, nyavca u eeca c nocaedyrouyeli oyeHKoU Ha
susume. Ilpu usuxasvHom ocmompe 8pavom OUCHUBAIOM -
¢ Haauuue npusHaxkos npasoxceayoouxosoiit CH u camypa-
yus nepugepuueckoll Kposu ¢ NOMOUbIO NYAbCOKCUMEMPUU.
Pezyavbmamom onpoca u ocmompa 604bHO20 S6A5€MCsL OUCH-
xa OK (BO3), komopulil, Hecmomps Ha cyObeKMUBHOCHb €20
oueHKu, 001adaem 8blCOKOU NPeocKa3amenbHoil UeHHOCIbIO
(OP 6,729; 95% JIH 4,219-10,733) ne moavko Ha MoMeHm
NOCMAaHOBKU OUACHO3A, HO U 80 8peMsi HAOAO0eHUs 3a nayu-
eumom [129, 312, 313]. Yeeauuenue @K seasemcs oOnum
U3 BANCHBIX NOKA3ameneil npoepeccuposanus 3a001e6anus
u mpebyem NOUCKa NpU4uUH KAuHu4eckoeo yxyoduterus [19].

— Pexomennyercst BeimonHenne DxoKI kaxiapie 6-12
Mec. U yepe3 3 Mec. mociie U3MeHeHUs crieruduaeckoit
Tepanuy aHTUTIEPTEH3WBHBIMU TIpeTriapaTamMu ISl jJede-
Hust JIAT v ipu yxyameHun coctostHu [6, 10].

EOKIC (Y14 5, YYP C)

Kommentapuu. 9xoKI' ocmaemcs docmynnvim u 6e3-
ONACHbIM UHCMPYMEHMOM OUHAMUYECK020 HaOAl00eHus
3a nayuenmom. Ilpomokon oyenku npagvix Kamep cepoya
doadcer exarouams onucarue pazmepos 112K u I111 [314],
coomuowernue duamempos IIK u JI2K, undexc sxcuen-
mpuynocmu JI2K, naauuue évinoma 6 nepuxapde U oyeHKy
cokpamumenvHoll cnocoonocmu 112K 6 kauecmee ocHoHOI
demepMuHanmol QYHKYUOHANbHO20 CMAMYcd U NPOCHO-
3a boavHoeo. Cokpamumenvhas cnocoonocms T1L2K moxcem
OblMb 0XapakKkmepu308aHa HeCcKOAbKUMU NOKA3AMeNsiMU:
@paxyuonnoe usmenerue naowaou (%) ¢ 2D-pexcume uau
DB 11K 6 3D-pexcume, TAPSE [315], undexc Tei, oe-
gopmayus muoxkapoa (Strain) u ckopocmsv degpopmayuu
muokapoa (Strain rate) ¢ 2D- u 3D-pexcumax [316-319].
K mapxepam oucpynxyuu I[1K omuocames: naowads I111
(OP 1,54; 95% /U 1,13-2,10; p=0,005), cmenenu mpu-
Kycnudanavholi Hedocmamounocmu (OP 3,89; 95% U
1,49-10,14; p=0,003), Haauuue evinoma 6 nepuxap-
de (OP 0,90; 95% JIH 0,62-1,31; p=0,591) [320], npo-
doabHas depopmauus u cKopocms Oe@opmauuu MUOKap-
da 11K [321]. Yuumwieasn caoxucnyio eeomempuio T1K, Hu
o00un IxoKI nokazamenv 6 omoeavHocmu He 0ocmamoueH
ons onucanus Qyuxkyuu IL2K, u Heobxoduma KomnaeKcHas
OUeHKa OUHAMUKU pasmepos U COKpamumenbHoi cnocoo-
Hocmu 12K y KoHkpemHo2o 604bH020. 3010mbim cmanoap-
mom 6 eusyasusayuu I[12K aersemes MPT, nossorsarowas
MOYHO oueHums yoapHwiil 00sem U cepdeunulii eviopoc [91].
Haubonee ungopmamugHsimu npoSHOCMUYECKUMU NOKA3A-
mensamu seasromes cHuxcenue OB I1XK (OP 1,23; 95% U
1,07-1,41; p=0,003), koneuro-duacmoauueckuii uHoexc
1K (p=0,049) u koneuno-ouacmonauueckuii unoexc JI2K
(p=0,045) [322]. IIpoerocmuueckas yeHHocmb nOKazame-
Aell JceCmKOCmU CMeHKU Ne204HOl apmepuu U OuHamu4e-
ckux nomokoswvix MPT-nokazameneil Ha ce200HAUWHUN MO-
Mmenm menee uzyuena [94, 95, 323, 324].

— Pexomennyercsa BemonaHene YBKC npu HeoO-
XOIMMOCTH TIepecMOTpa/yCuIeHUs creu(puiecKoil Te-
parnuu WM TOCTAHOBKM OOJIbHOTO B JIUCT OXUIAHUS HA
TpaHcIDaHTamuo [6, 10].

EOKIC (Y14 5, YYP C)

KommenTtapun. Ocmaemcs omKkpuimsim 60npoc 0 no-
Kazanusax k evinoanenuto YBKC oas dunamuueckoeo Ha-
oardenus nayuenma. Ilodxoder omauuaromes mexncoy
UYeHmpamu, Ha4uHas om pecyasipHoil UHBA3UBHOU OUeH-
KU 2eMOOUHAMUKU 00 NpeuMyu,ecmeeHHO HeUH8A3UBHOll
cmpameeuu HabawodeHus 3a 0oavHuimu. Hem Hukarkux
noomeepicoenuii, 4umo evinoaHenue peeyasapuvix 4YBKC
accoyuupoB8ano ¢ AYMUUM UCX000M 0451 00AbHO20, Hedice-
AU HeuHeaszusHas cmpameeus Habawodenus. OOHaKo cyuje-
cmeyem coenauieHue cpedu 3Kcnepmos o mom, ymo Y4BKC
caedyem nposooums 8CAKUll pas, Koeda Heobxo0um nepe-
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Ta6bnuuya 16
AnroputM guMHamMu4yeckoro HabnoaeHua nauneHTos ¢ JIAT
(amanTupoBaHo no matepuanam 6" World Symposium on Pulmonary Hypertension, 2018) [6]
WcxopHo Kaxzabie Kaxzable Yepes 3-4 mec. nocne B cnyyae
3-6 mec. 6-12 mec. V3MEHEHUs Tepanum YXyOLIEeHNs
KnuHnyeckas oueHka n onpeaenexme OK + + + + +
Kl + + + + +
TLLUX/wkana Gopra + + + i i
MynbcokcumeTpus + + + + +
SprocnnupomMeTpust + + +*
AxoKI + + + +
CraHpapTHoe nabopaTtopHoe ob6cnefoBaHne + + + + +
BNP/NT-proBNP + + + + +
YBKC + +* e =

MpumeyaHmne: * — pekOMeHAyeTCs PaCCMOTPETb BO3MOXHOCTb.

CokpaweHus: TLLUX — TecT ¢ LwecTuMmHyTHO X000, DK — dyHKUMOHaNbHBIN knacc, YBKC — upe3BeHo3Has kaTeTepusaums cepaua, 9K — anektpokapamorpamma,
9xoKI" — axokapamorpacus, BNP/NT-proBNP — mMo3roBoii HaTpuitypeTtudeckuii nentug u N-KOHLEBOV NPOMO3roBOi HAaTPUypeTUyYeckuii NponenTua.

cmomp obsema cheyughuueckoi mepanuu uau oocyxcoaem-
cs1 NOCMAHOBKA NAYUEHMA 8 AUCH 0JCUOAHUSL HA MPAHC-
naaumayuio.

— Pexkomenayercst Beimoanenne THIX kaxaeie 6-12
Mec. U yepe3 3 Mec. Mocjie U3MEHEeHUs CIelndUIecKoit
Tepalnny WIN TIpU YXyIIIeHnW coctosguus [6, 10, 129].

EOKIC (Y11 4, YYP C)

Kommenrtapuu. TIIIX ocmaemcs mecmom ¢ cyomakcu-
manvuoti DH, komopwiit Haubosee WUPOKO UCHOAb3YEMCs
6 Kavecmee Haepy3ouHo2o mecma 6 yenmpax JII' [129]. Ha
pesyavmamut TIIX eausiom makue paxkmopul, KaKk 603-
pacm, pocm u gec 604bH020, HAAUYUE Y He20 CONYMCMEY-
rowell namoaoeuu, nompedbHocmo 8 Kucaopode**, odyua-
emocme nayuenma u e2o momueayus. Pezyremam mecma
6 6ude NpPOLUOeHHOU NAYUUEHMOM OUCMAHUUU 8 Mempax
Qukcupyemcs 6 abCoNOMHBIX YUPDPAX U UCNOAb3YEMCsl 0
cmpamughukayuu pucka. Ouenugaemces maKdice usmeHeHue
npoitdenHoti ducmanyuu mexncdy eusumamu. OOHaKo npo-
eHocmuueckoe 3navenue ounamuxu oucmanyuu ¢ TIIX
ocnapusaemcs u Ha ce200uAwHul denv. Tak, no danHvim
peeucmpa REVEAL cuuxcernue ducmanyuu ¢ TIIX 6oaee
yem na 15% accoyuuposano ¢ naoxum npoerosom [325].
Ilpu smom memaananus 22 KAUHUYECKUX UCCACO08AHUIL,
nocesienbix aevenuto nayuenmog c JII, ne noxaszan cesnzu
npupocma OUCMAHYuYU 6 mecme ¢ MAKUMU NOKA3AMENIMU
omadaneHH020 NPoeHO3a, KaK CMepMHOCMb OM 8ceX Npu-
YuH, épems 00 MPAHCNAAHMAUUU AeeKUuX (UAU KOMAnAeKca
cepdue-neekue) u épemsi 00 20CRUMAAU3AYUU NO NPUYUHE
yxyowenus JIAI [126]. Jonoanumenvrnoii ungpopmayueil,
noay4aemoll @ pe3yabmame GblNOAHEHUs. Mecma U Xapak-
mepu3syrouell PYHKYUOHAAbHBLIL cmamyc 004bHO020, 65~
emcsi cmeneHb 00bluky no wikane bopea, ouenka dunamu-
Ku camypauuu nepugepuyeckoii kposu, ypoeus AU u Y9CC
Ha ¢one Haepysku. IIpoenocmuueckas 3HauuUMocmes O0aH-
HbIX noKazameneil maKdice Hyncoaemcs. 8 0ONOAHUMENbHOLL
ouyenke [326, 343].

— PexkomMenmyeTcs: BBITTOTHEHUE 3PTOCTTUPOMETPUN
MpY MOCTAHOBKE JMAarHo3a W jgajiee Kaxaeie 6-12 Mec.
VUTH TIPHM YXYIIIEHUN cocTosTHU manuenTa ¢ JIAT [6, 10,
327-333].

EOKIC (Y11 4, YYP C)

Kommenrtapuu. Jpeocnupomempus obviuno nposodum-
¢ Kkak mecm ¢ makcumanvioit PH, nozeonrsowuii npose-
cmu dugpepenyuanvhblii duaeros genomuna JIAI 6 crodnc-
HbIX CAYYHASAX, OUEeHUMb MANCeCMmb U NPOCHO3 NAyUeHmd.
Ilayuenmor ¢ JIAT 06b14H0 OemoOHCMPUPYIOM MUNUYHbLI
nammepH ¢ HU3KUM HAPYUANbHBIM OdéaeHuem Ouokcuda
yenepoda (pCO,) 6 KoHUe 6b100Xa, BbICOKUE BEHMUNSMOPHbLE
aKeusarenmol 0 duoxcuda yeaepoda (VE/VCO,), nuskuii
kucaopoduwiii nyavc (VO,/HR) u nuzkoe nuxVO, [327-
331]. Hauboavueii npoeHocmu4eckoil yeHHOCmbo 001a0a-
om makue unmeepanvhvle NOKA3ameau dQgdexmuenocmu
2asoobmena 6 neekux, kak nukVO, u eenmuasimopHole K-
susanenmul ho ouokcudy yenepooa [332]. Suauenus nuxVO,
<11,4 a/mun/xe u VE/VCO, >45% accoyuuposarvt ¢ HU3KOI
sbioicusaemocmoio y navuenmos ¢ JIAI [331, 333].

— Pekomennyetcs ucciaenoBanue ypoBHsi NT-proBNP
B KPOBHU, UCCIENOBaHNE KUCIOTHO-OCHOBHOTO COCTOSI-
HUSI U Ta30B KPOBU IIPU IOCTAHOBKE AMArHO3a U aajiee
Kaxmeie 6-12 Mec. Wi TIpU YXYIIICHUN COCTOSTHUS Tia-
nuenra [6, 10, 334-336].

EOKIC (Y11 3, YYP B)

Kommentapuu. [lepeuens Ouomapikepos, ouenHusae-
Mmbix y nauuenmos ¢ JIAL ons cmpamugpukayuu pucka, no-
cmosinHo pacmem, o0Hako 0o cux nop BNP u NT-proBNP
ocmarwomces eOUHCMBEHHbIMU OuoMapkKepamu, Komopbie
WUPOKO UCNOAB3YIOMCS 8 PYMUHHOU KAUHUYECKOU NpaKmu-
Ke u 6 KauHuueckux uccaedosanusix [334]. Yposeno BNP/
NT-proBNP koppeaupyem ¢ mscecmvio OUCHYHKUUU MUO-
Kapoa u obaadaem NpocHOCMUYECKOU UH@opmauuell Ha
MOMEHM NOCMAHO0B8KU OUACHO3a U 80 8peMsi NOCAedYIoue20
Habawdenus 3a nayuenmom [335]. Konyenmpayus BNP/
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NT-proBNP umeem Ooavuiyro éapuabensbHocms, HOIMOMY
pe3yabmam caedyem UHMepnpemupo8ams ¢ Y4emom KAUHU-
yeckoll cumyayuu. Senvix npeumyulecms 6 ucnonb308aHuu
BNP uau NT-proBNP nem. Xomss BNP umeem 6oaee mec-
HYH KOPPeasyuoHHYio cesa3b ¢ eemodunamuroi MKK u me-
Hee 3asucum om @yukuyuu nouex, NT-proBNP npedcmas-
Asemcst 6oaee CUNbHbIM NPOSHOCMUYecKum mapkepom [336].

— PexomenmyeTcst MpOBONUTH MyTHCOKCUMETPUIO HA
KaxaoM BusuTe manuenTa ¢ JIT' [6, 10].

EOK ner (YA 5, YYP C)

AJITOpUTM TIPOBENEHUST 00CTIETOBAHNSI B paAMKaXx JIU-
HaMMUYECKOTO HAOJIONCHUS TIpeaCcTaBieH B Tabuie 16.

6. OpraHnsauua oKkazaHus MegULMHCKOMN
noMoLLU

6.1. MokasaHusa ana nnaHoOBOW
rocnutTanndauuum

* Bepudukauus JII, ee reMonmHaMUYECKOTO Bapu-
aHTa ¥ THOJIOTHH;

* BrImmomHeHWEe Ba30peaKTUBHOTO TecTa (IIpW HaIM-
YUW TTOKA3aHUN);

* OrmpeneneHue MOKa3aHWH T Havana crienudu-
YeCcKOl Tepanmny aHTUIICPTCH3WBHBIMM IIpeliapaTaMu
st neyeHust JIAT u ee o6bema,;

+ OmpeneneHre MOKa3aHWMA K TpaHCIUIAHTAIIAM JIeT-
KUX WIX KOMITIEKCa Cepalle-JIeTKIE;

+ BepeMeHHOCTH M pomopa3peIlcHIE;

+ DKcTpakapauaibHbIC XUPYyPruIecKre BMeIIaTeIb-
CTBa;

* HesddexkTnuBHag ciennduueckas Tepanus Ha aM-
OyIaTOPHOM 3Tare.

6.2. NMokasaHusa anga 3KCTPEHHOWM
rocnutTanu3auumn

* Ocnoxuenus JIAT, TpeOylomyre MHTEHCUBHOM Te-
panun: IeKOMITCHCHpOBaHHas mpaBoxkemynoukoBass CH
C CUCTeMHOM TUITOTCH3UEH 1/WIIN OJUTOYPHEIA;

* Octpag TOJIA;

* JlerouHoe KpOBOTEUEHUE;

+ TemommHaMMYEeCKN 3HAYMMEBIC HApYIICHUS pUTMa,/
IIPOBOAMMOCTHU;

* PenynuBupyloliye CUHKONAJIbHbIE COCTOSIHUS KaK
MPOSIBJEHUS CUHIpOMa MaJIoro BeIOpoca.

6.3. MokasaHue K BbiINUCKE NaLueHTa
M3 CTauuoHapa

o [ cMOIMHaAMHN4YECKasa CTa0OWIBHOCTD IMalfMeHTa, OT-
CYTCTBUEC HOTpe6HOCTI/I B HHOTpOl’[HOfI IIoAACP2KKE U I1a-
PEHTEPAIbHBIX IUYPETUKAX.

7. DononHutenbHas uHpopmaums (B ToM
yucne pakTopbl, BAUSIOLLME HA UCXOA
3aboneBaHMsA NN COCTOSIHUSA)

KimoueBbIM (pakTOpOM, YIYYIIAOIIM ITPOTHO3 1 BIIH-
gomuM Ha ucxon rmanveHToB ¢ JIAT u XTOJIT, asnsgercs
JTIOCTVKEHNE KPUTEPUEB HU3KOTO PUCKA JIETAIBHOCTH.

JpyrumMuy BaxkHBIMU LIeJISIMU JiedeHUs nauueHTos ¢ JIT
SIBJISTIOTCSI:

— Koppekmus Bcex MogudumupyeMbrx @P (mpodu-
JIAKTMKAa MHTEPKYPPEHTHBIX MHGMEKUUA, Tpeaynpexie-
HUe 6epPEMEHHOCTU, ONTUMAJIbHOE JIECUEHUE COIYTCTBY-
FOIICit TTATOJIOTUN);

— 3aMemjieHHe TeMIla IIPOrPeCCUPOBAHUS W/UIHN
YMEHBIIIEHNE YacTOThl TOCTIUTAIM3auuii B cBsi3u ¢ JIAT
MyTeM OCYIIECTBIEHUS PETYISIPHOro HaOJI0AEeHUS
U CBOEBPEMEHHOI KOPPEKLMU CUMIITOMOB MpPaBOXey-
nmoukoBoit CH, HapyIiieHunit putma.

Kpurepuu oneHky KauecTBa MeAUIMHCKON MOMOLIA

IIpu ananuze padotsr JIITY ¢ maumentamu c JII' 1e-
JiecooOpa3HO aHAJIM3UPOBATh CIAEAYIOLIME MOKA3aTeNu:

* TIPOLEHT MAllMEHTOB, KOTOPHIM BBIMIOJHEHO aje-
KBaTHOE 00CJIeNOBaHUE B 3aBUCUMOCTH OT ypoBHs JITTVY;

* MPOLIEHT IMallMEHTOB, KOTOPBIM BhITToJIHeHa YBKC
B OKCMEPTHOM LIEHTPE A0 MHULMALIMU CIleUM(pUIecKoi
Tepanuy aHTUIEPTEH3UBHBIMU MpenapaTtamMu s Jieue-
Hus JIAT;

* mpomneHT maumeHToB ¢ MJIAI /HaciencTBeHHOM
JIAT /nekapctBennoit JIAT 1I-111 @K, KOTOpHIM BBIIIOJ-
HEH Ba30pEaKTUBHbIN TECT B 9KCIEPTHOM LIEHTPE 10 Ha-
3HaYCHUSA CHCIN(IICCKON TepaIIiu;

* TIpoLeHT mauueHToB ¢ JIAIL, moayuarommux oobeM
criennpUIecKoil Tepalim, COOTBETCTBYIOIIEH CTpaTu-
(bmkamu prcka JIeTaJTbHOCTH;

* MPOLEHT OepeMeHHBIX ManreHToK ¢ JIAL, moyyato-
IIUX CeurdruUecKyro Tepamnuio Mo peKOMeHIAlNu 3KC-
MEPTHOTO LIEHTPA;

* TIPOLICHT MallMeHTOB, MEPEHECIIUX IKCTpaKap-
NUaJIbHbIE XUPYpruuyeckue BMELIAaTeIbCTBA B YCIOBUSIX
9KCIIEPTHOTO LIEHTPA;

* mpolueHT nauueHToB ¢ JIATL, HaOmonaIIMxcs B aM-
OyJIaTOPHBIX YCJIOBMSIX, Y Bpaya-Kapauosora-crenuaiicTa
no JIAT

* MPOLICHT NalMeHTOB, 00eCTIeYEeHHbIX cieurduue-
CKOWi Tepamnueil aHTMIepTeH3MBHBIMU MperapaTaMu st
neueHus JIAI' B Teuenue 1 mec. mociie BepuduKalum
nuarHosa UJIAT

* TIPOLIEHT MallMEHTOB, KOTOPbIM CBOEBPEMEHHO
orpeaesieHbl MoKa3aHUsl K TpaHCIUIAaHTAllUK JIETKUX WU
CepAeYHO-JIErOYHOTO KOMILJIEKCa;

* mpoueHT nmamueHToB ¢ XTOJII, HanmpaBlIeHHBIX
B OKCHEPTHBIN LEHTp AJs ONpenesieHus] MoKazaHUk
K TpoMmOaHaaptepakToMuu, BAIIJIA uiu MenukamMeH-
TO3HOM Tepalunu,

» otBetcTByonero MKb-10 ¢ ykazanuem ®K JIT
NYHA/BO3;

* BBINOJHEHUE CTaHaapTa oOCIen0BaHUSI B 3aBU-
CUMOCTU OT YPOBHSI MEIUIIMHCKOTO YUYpEXIEHUS
(Taban. 17);

* BepuduUKalMg AMarHO3a WIW OMNpeaesieHue Oajlb-
HEWIIel MaplIpyTA3alluK TTAallMEHTA;

* MpoBeleHUEe CTpaTU(dUKALIMK pUCKA JETaTbHOCTU
MNalueHTOoB;
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Tabnuua 17

BbinonHeHue craHpapTta o6¢cnegoBaHus
B 3aBUCUMOCTM OT YPOBHS MEAVLIMHCKOIO YYpeXaeHus!

HanmeHoBaHWe meayumHCKon yenyrn

YpOBEHb MEANLIMHCKOV CKOPOA MOMOLLM

YpOBEHb MeANLMHCKOV OpraHu3aumum

Perncrtpaums 9K
XontepoBckoe MoHuUTopuposaHune SKI
lMpuuenbHas peHTreHorpadus opraHoB rpyAHON KNeTkU

YnbTPa3ByKOBOE MCCNe0BaHE OPraHoB GPIOLLIHOM NONOCTM
(komnnekcHoe)

AxoKr
9xoKT ypecnuuieBoaHas

MCKT opraHoB rpyaHoii KNeTkv ¢ BHYTPUBEHHBLIM GOMIIOCHBIM
KOHTPacTMpOBaHNEM

CumHTturpadus nerkvx nepdysnoHHas

CupmHTurpadus nerkux nepdya3vioHHas B CO4ETaHUM CO CLUMHTUrpaduen
Nerkux BEHTUNSILLMOHHOM

Kopoxaporpadws (npy Hanu4mnm nokasaHui)
AHrnonynbMoHorpadums
CraHpapTHoe nabopaTopHoe o6cnefoBaHne

Onpepenexvie antuten knaccos M, G (IgM, IgG) k BUY-1 B kpoBu,
onpeaeneHve aHtuten knaccos M, G (IgM, IgG) k BUY-2 B kpoBm

MMMyHonornyeckme Tectbl
leHeTnyeckoe obcnefoBaHve
NT-proBNP

MccnenoBaHme HECNPOBOLMPOBAHHbIX AbIXaTesbHbIX 00LEMOB
1 NOTOKOB, UccneoBaHue Anddy3MoHHON CNOCOBHOCTM Nerkmx

MonancomHorpaduyeckoe nccnenosaHne

EpOHXOCKOI'IVIﬂ C LMTONOMMY4ECKNM UCCNEeS0BaHNEM NABAXHOM
XNOKOCTN

MPT cepaua v MarucTpanbHbiX COCYL0B
4BKC

dprocnmpomeTpus

Popopa3spetlueHve

Xupypruyeckyvie BMeLLaTenbCTea

MNepBuyHas PernoxansHbi

MNepBuyHas PervoxanbHbIv

MNepBunyHas PernoxanbHbIi

MNepBuyHas PernoxanbHbIi
MNepBuryHas/cneuman3npoBaHHas PervonanbHbIv
CneupanuavpoBaHHas PervioHanbHbIn
CneuuanvavpoBaHHas PernoxanbHbiii
CneuvanuavpoBaHHas PervioHanbHbI/3KCNePTHbIN LEHTP
CneuvannanpoBaHHas OKCMEPTHBIN LEHTP
CneuvanusvpoBaHHas PervioHanbHbIn
CneuuanvanpoBaHHas PervoHanbHbIl/aKCNePTHLIV LLEHTP
MepBuyHas PernoxanbHbiii

nepBI/I‘-IHaFI + cneuunanm3vpoBaHHas

PernoxanbHbiii

CneuvannanpoBaHHas PervioHanbHbIn
CneuvannanpoBaHHas OKCMEPTHBIN LEHTP
CneuvanvanpoBaHHas PernoxanbHbiii
CneunanvanpoBaHHas OKCNEPTHBIN LEHTP
CneuyananpoBaHHas OKCMEPTHBIN LEHTP
CneuyannanpoBaHHas PervioHanbHbIn/3KCNePTHbIN LIEHTP
CneunannanpoBaHHas OKCMEPTHbIN LEHTP
CneuyannanpoBaHHast OKCMepTHbIV LIEHTP
CneuyannanpoBaHHas OKCMepPTHbIV LIEHTP
CneunannavpoBaHHas OKCNEPTHBI LEHTP
CneumnanuanpoBaHHas OKCNEPTHbIV LEHTP

Cokpalyenus: BMY — Bupyc ummyHopeduumta yenoseka, MCKT — mynbtucnupanbHas KoMnbloTepHas Tomorpadus, MPT — MarHuTHo-pe3oHaHcHasi Tomorpadus,
YBKC — uype3BeHo3Has kateTepusaums cepaua, 9K — anektpokapanorpamma, IxoKlm — axokapamnorpadusi, NT-proBNP — N-koHLEBOI NPOMO3roBOWi HaTpuitypeTunye-

CKWUIA NponenTuna.

* 000CHOBAaHHOCTb Ha3HAUYCHUS CIIEIM(MUICCKOI Te-
panuy aHTUIIEPTEH3NBHBIMU TIpeTiapaTaMy IS JICUCHMST
JIAT u ee oObeMa;

* 000CHOBAaHHOCTHh MPOBEACHUS XHPYPTUUECCKOTO
nedeHns mauneHToB ¢ JIAT u XTOJIT;

s HaJIM4YMe PECKOMEHIAIMIl M0 aMOyJIaTOPHOMY Be-
TIEHUIO TTAIINCHTOB,;

* CBOECBPEMEHHOCTh HaIlpaBJIicHUS OcpeMEHHBIX T1a-
HueHTOK ¢ JII' B 9KCIepTHHBI LICHTD;

* HampasieHue nauueHTta ¢ JIAT 1 BbIOJTHEHUS
9KCTpaKapAuadibHbIX XUPYPTUYECKUX BMEIIATEIbCTB
B OKCIIEPTHBIN LIEHTP.

Kputepun 3KcnepTHOro HeHTpa

PexoMeHayeTcsl cuuTaTh 3KCIEPTHBIM LieHTpoM JIT
LIEHTP, OTBEYAIOLINI CIEAYIOLIUM TpeOoBaHUSAM [6]:

— HaIM4ue MYTbTUIACIATUIMHAPHON KOMaHIBI CIIe-
IUATMCTOB (Bpad-KapauoJoT, Bpad-MyJIbMOHOJIOT, Bpad-

PEHTICHOJIOT, Bpau-aHEeCTe3NOJIOT-PeaHNMAaTOoJIOT, Bpad-
PEBMAaTOJIOT, TICUXOJIOT);

— BO3MOXHOCTH OBICTPOTO TIEpEeHAIIPABICHUS B CITC-
MaIU3UPOBaHHBIC OTHEICHNUS (PEBMATOJIOTHS), BEITION -
HEHHE TPOMOIHIAPTCPIKTOMHUU M3 JICTOUHOI apTepHH,
xupypruueckoir koppekunu BIIC, TpaHcmIaHTauuu
JIETKUX WJIM KOMIUIEKCA JIETKIEe-CePIIIe;

— IWHaMHU4YecKoe HaOmomeHne He <50 ImanmeHTOB
¢ BepuduurpoBaHHBIM auarHo3oM JIAT u He <2 HOBBIX
ciygaeB guarHoctuku JIAT unn XTOJIT exxeMmecsyHo;

— BeImonHeHue He <20 Ba30peaKTUBHEIX TECTOB
B ron y mauneHToB ¢ UJIAT, HacnenctBeHHBIMU (DopMa-
mu JIAT u JIAT, accouMMpoBaHHOM C JieKapCTBEHHbBIMU
TpernapaTaMu;

— TIpoBeneHue KanHudeckux ucciaegopanuii 11 u 111
das o tematuke JIT.

EOK ITaC (YA 5, YYP C)
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11

12.
13.

14.

Tabnuua 18

Kputepum oueHkun kayectBa MeAULIMHCKON NOMOLLU

Kputepuii kaqectsa

BbinonxeHo 9K
BbinonHeHa axokapauorpadus
BbinonxHeHo ncecnenosaHne HeCnpPOBOLMPOBAHHLIX AbIXaTeNbHbIX 06bEMOB

1 NOTOKOB, UccnefoBaHne AndPY3MOHHO CNOCOBHOCTM Nerkumx. Mpu TeXHYecKomn
HEBO3MOXHOCTM BbINOHEHUS AaHHOIO NCCe0BaHNS B YCIIOBUSX MEAVNLIMHCKOTO

YYPEXAEHVS MaLMEHT HanpaB/eH B 9KCMEePTHbINA LEHTP

BrinonseHa nepdy3anoHHas cuMHTUrpadus Nerkux B COMETaHNN CO CLUMHTUrpaduen

NErkux BEHTUNSLMOHHON. [Py TEXHNYECKON HEBO3MOXHOCTY BbINONHEHNSI AAHHOTO

1CCNefoBaHus B YCNOBUSX MEAVNLIMHCKOTO Y4PEXAEHUS NaLUEHT HanpasaeH
B 3KCMEPTHbIN LIEHTP

BbinonHeHa komnbioTepHast ToMorpadus opraHoB rpyAHON N0A0CTY

C BHYTPVBEHHBIM BOJIIOCHBIM KOHTPACTNPOBaHWEM

BbINONHEHO YNbTPa3BykOBOE UCCAEA0BAHNE OPraHoB OPIOLLIHOM NOA0CTU
(komnnekcHoe)

MaumneHT ¢ nopo3pernem Ha JIAT n XTAJI HanpaBneH B 9KCNEPTHbIA LEHTP Ans

BepudMLMKaLmy AuarHosa, ctpatudukaLmm pucka v Bbibopa onTuManbHOro
MeToAa NleveHns

HanpaBneH B 3KCNepTHbI LeHTP A1 BbinonHenns YBKC

B akcnepTHOM LieHTPe BbIMOMHEH Ba30PEaKTUBHbIN TECT nauueHTam ¢ UJIAT,

Hacnepyemoit JIAT n JIAT, nHAyLMpPOBaHHON MPMEMOM NIEKapPCTBEHHbIX MPenapaTos

M TOKCMHOB

MaumnenTam ¢ JIAI ¢ HegOCTaTO4YHBIM OTBETOM Ha HaYabHYl0 MOHOTEPaNUIO
Ha3Ha4yeHa nocnegoBartesibHas KOM6VIHVIpOBaHHaﬂ Tepanusa

MauweHTy c JIAT BLICOKOrO pucka NIETanbHOCTY Ha3HaYeHa KOMOUHMPOBaHHAs
Tepanus

JocTurHyTa Lenb MeaMkaMeHTO3HON Tepanu: HA3KUIA PUCK NIETaNbHOCTU

MaumneHT ¢ XTAJI 06CyxAeH Ha NpeaMeT BO3MOXHOCTM BbIMOSHEHUS
TPOMB3IHAAPTEPIKTOMMUM 13 NIEFOYHON apTepuUn

[MauveHT B3AT Ha AucnaHcepHoe HaboaeHue

EOK YYP yon OueHKa BbINOJHEeHNS
Knacc 1 yposeHb

IC A 2 Ha/Het
IC A 2 [Ha/wet
IC A 2 La/vet
IC A 2 Ha/Het
llaC B 2 Ha/Het
IC A 2 Ha/Het
IC A 2 [a/Het
IC A 2 [a/Het
IC A 2 [Ha/net
1B A 2 [a/Het
llaC A 2 [a/Het
IC A 2 [a/Het
IC A 2 [a/Het
IC A 2 [a/Het

CokpaweHus: EOK — EBponeiickoe 06LiecTBO kapavonoros, UIAI — uavonaTtuyeckas neroyHast aprepuanbHas runeptensus, JIAI — nerouHas aptepuanbHas runep-
TeH3us, YO — ypoBeHb AOCTOBEPHOCTU Aoka3aTenscts, YYP — ypoBeHb y6eauTensHocTu pekomeraaumin, XTI — xpoHuyeckas Tpomboambonuyeckas neroyHas
runeptexans, YBKC — upe3dBeHo3Has kateTepusaumsa cepaua, IKI — anektpokapavorpadus.
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11. Mapreiaiok Tamuina BuranbeBHa (MockBa). Poccuiickoe KapamnoaoTndecKoe 00IIecTBO

12. MonceeBa Onbra MuxaitnoHa (Cankr-IletepOypr). Poccuiickoe KaparoJoTniecKoe 00IMecTBO

13. CanpmoBa Mapuna AomynatuioBHa (MockBa). Poccuiickoe KapauoIornaeckKoe 00IIeCTBO

14. Cepruenko Bmagumup bopucosma (Mocksa). HallmoHaIbHBIN KOHTPECC JTyIeBBIX THAaTHOCTOB

15. CumakoBa Mapusa AnekcanapoBHa (CaHkT-IleTepOypr). Poccuiickoe Kapamoiornaeckoe 001IecTBo

16. Crykanosa Oubra BragumuposHa (Mocksa). HaumoHaabHbI KOHIPECC JIyYeBbIX IMATHOCTOB

17. YazoBa Mpuna EBrenpeBHa (Mocksa). Poccuriickoe KaparoJorniecKoe 00IMecTBO

18. YepHasckuii Anekcarnp Muxaiimosimd (HoBocrbmpcek). Accormranmst cepaedHO-COCYINCTRIX XUPYproB Poccrm
19. ITamaeB Cepreit BacuaseBna (TroMeHB). Poccuiickoe KapauoIornieckoe 00IIecTBO

20. [Imanbr AETOH ANlekceeBrd (MockBa). AcCcolraiys cepaeIHO-COCYIUCTRIX XUpyproB Poccun

21. llapeBa Haranbss AnatonbeBHa (MockBa). Poccuiickoe pecimpaTopHOe 00IIecTBO

Unensr Paboueit TpynIbl TOOTBEPOUIN OTCYTCTBUE (PMHAHCOBOI ITOMIEPXKKH/KOH(MINKTa HHTepecoB. B ciaydae
COOOIIECHUS 0 HATWINKM KOH(MIMKTAa MHTepecoB, WwicH(bI) Pabodueit TpymIbl ObUT(M) MCKITIOUCH(BI) M3 O0CYKICHMS
pasnenoB, CBSI3aHHBIX C 00JIaCThIO KOH(MINKTA MHTEPECOB.

MpunoxeHne A2. Metoponorus pa3padboTku KIIMHUYECKUX PEeKOMEeHaauuii

BcnencrBue Toro, uto wieHsl Poccmiickoro Kapnuojiormaeckoro oomecta BXxomsT B coctaB EOK 1 Takcke sTBIIsi-
f0TCs ero WwieHaMu, Bce pekoMmeHmanmn EOK dopmupyoTes ¢ yaacTeM poCCUMCKIX SKCIIEPTOB, KOTOPBIC SIBIISTIOT-
cs1 COaBTOpaMU eBpOIEHCKNX peKoMeHmanuii. TakuM o6pa3om, cymectByole pekomeHaaunu EOK orpakaror 06-
IIee MHEHUE BEAYIINX POCCUMCKNX U €BPOIIEMCKUX KapanoaoroB. B cBs3u ¢ atum popmupoBanne HalmoHaIbHBIX
pEeKOMEHIAIINii TPOBOAMIOCH Ha 0cHOBe pekoMeHmanuii EOK, ¢ yaeToM HallmoHAaIbHOI cIienudUKN, 0COOCHHO-
cTell 00CIIenoBaHMs, JICUCHUS, TOCTYITHOCTH MEIUIIMHCKOM TToMoInn. [1o 3Toi TpuunHe B TeKCTe HACTOSIIITNX KITH-
HUYECKUX PeKOMEHIAINI OMHOBPEMEHHO MCITOIB30BaHbI IBE IITKAIBI OIICHKH JOCTOBEPHOCTH TOKA3aTCIIBCTB TE3M-
COB peKOMCHIALIMI: YpOBHU nocToBepHOCTH moka3atenbcTB EOK ¢ YVYP u V1. Jlo6aBieHbI KiIacChl peKOMEHIA-
it EOK, mo3Bossitonme oleHUTh HeOOXOMMMOCTD BHITTOTHEHHS Te3Mca peKoMeHamuit (tadm. 19-23).

IleneBast aynuTopusi JAHHBIX KIMHUYECKUX PEKOMEHIALWIA:

1. Bpau-kapauoJor

2. Bpau-mrymeMoHOJIOT

3. Bpau-peBmarosor

4. Bpau aHecTe3M0I0T-peaHnMAaTOJIOT

5. Bpau-cepnedHo-COCYIUCTHIN XUPYPT

6. Bpau j1yueBOii IMArHOCTUKHI

7. Bpau o01eit mpakTuKu

ITopsmoK 00HOBIEHNS KIMHAYECKHX PEKOMEH AT

MexaHN3M OOHOBJICHMST KIIMHUIECKUX PEKOMEHIAIINIA TTpemycMaTpUBaeT UX CUCTEMATUICCKYIO aKTyaInu3allnio —
He pexe uyeM 1 pa3 B 3 roma, a TakKe TIpH MOSIBJIGHUM HOBBIX JAHHBIX C MO3UIINM JTOKA3aTETLHON METUIIMHEI TI0 BO-
IIpocaM TWMATHOCTHUKM, JIeUCHUS, IPO(PUIAKTUKI U peadMINTAIINN KOHKPETHBIX 3a00JIeBaHMi, HAJIMINN 000CHOBAH-
HBIX JOIMOJHEHUI/3aMeUaHtil K paHee YTBEPXKAEHHBIM KIMHUYECKUM PEKOMEHIALMsIM, HO He Jaile 1 pa3a B 6 Mec.
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Ta6nuuya 19
Knaccbl noka3aHnuii cornacHo pekomeHaauuam EOK
Knacc pekomengaunii EOK  Onpepenexvie Mpepnaraemas GopMyIMpoBka
| JlokaszaHo unm o6LLenpu3HaHo, YTO AYarHOCTUYECKas NPOLLEAYPA, BMELLATENbCTBO/IEYEHNE PekomenpoBaHo/noka3aHo

lla

lib

ABNSIOTCH 9DDEKTUBHBIMMI 1 NONESHBIMU

MpOTMBOPEUMBBIE AAHHBIE /UM MHEHWS 06 3PPEKTUBHOCTY/MOMb3E ANArHOCTMYECKOM npoueaypsl,  LlenecoobpasHo NprmeHsTb
BMeLlaTeNbCTBa, 1Ie4eHns

BONbLUMHCTBO AaHHBIX/MHEHWIA B N0N13Y 3D PEKTVBHOCTW/NOMb3bI AVArHOCTUHECKON MPOLEAYpPbI,

BMELLATENbCTBA, JIEYEHUS!

AP DeKTUBHOCTL/MOMb3a AMArHOCTUHECKON NPOLLEAYPLl, BMELATENLCTBA, e4YEHUs YCTAHOBIEHbI MOXHO NPUMEHSATH
MeHee ybeanTenbHo
JlaHHble UKW eAMHOE MHEHME, YTO AMArHOCTMYECKas NPoLIeaypa, BMELLATENbCTBO, IeYeHe He pekomeHayeTcs NpUMeHsTb

6ecnonesHbl/HeadeKTBHbI, a B PSAE Cy4aeB MOryT NPUHOCUTb BPES,

Cokpawenue: EOK — EBponeiickoe 06LecTBO Kapanosoros.

Tabnuua 20
YA noka3atenbCTB COrlacHO pekomeHpaumam EOK

YpOBHU JOCTOBEPHOCTH Aoka3aTenscTs EOK

ﬂ,aHHbIe MHOIO4YMCNEHHbIX PAHAOMU3NPOBAHHBIX KITMHUYECKNX mccne,qosaumﬁ nnn metTaaHasin3o0B.

JlaHHble NonyyYeHbl NO pesynbTaTtaM OJHOM0 PAaHAOMU3MPOBAHHOTO KIIMHUYECKOrO MCCNEA0BAHNS UKW KPYMHbIX HEPAHAOMM3NPOBAHHbIX UCCELA0BAHMIA.
CornacoBaHHOE MHEHUE 3KCNEPTOB U/Unu PedynbTaThl HEGOMbLUMX UCCNEeA0BaHUI, PETPOCNEKTUBHbIX CCNEA0BAHNIA, PErNCTPOB.

CokpaweHue: EOK — EBponelickoe 06L1eCTBO KapAvooros.

Tabnuua 21
Llkana oueHkn YOO Ans MeToA0B AUArHOCTUKM (AMarHOCTUYECKUX BMELLATesIbCTB)

Cuctematnyeckue 0630pr 1nccnegoBaHuii ¢ KOHTPoNEM pedepeHCHbIM METOLOM UK CUCTEMATUHECKIIA 0630[) PaHAOMN3NPOBAHHLIX KITMHNYECKNX
nccnenoBaHuin ¢ npyMeHeHnem MetTaaHann3a

OTaenbHbIE UCCNENOBAHNS C KOHTPONEM pedEePEHCHBIM METOAOM WM OTAENbHbIE PAHAOMU3NPOBAHHbIE KNMHNYECKNE UCCNEA0BAHUS 1 CUCTEMATUYECKNE
0630pbl MicCneAoBaHwii No6oro AusaiiHa, 3a UCKIIOYEHNEM PaHAOMU3VNPOBAHHBIX KIIMHUYECKVX UCCNeL0BaHUIA, C MPUMEHEHVEM MeTaaHanmaa

McecnenosaHus 6e3 nocnefoBaTenbHOro KOHTPONS pedepeHCHbIM METOAOM UK NCCREA0BaHUs ¢ pedepeHCHbIM METOLOM, HE ABASIOLLMMCS HE3aBUCHMbIM
OT Uccrieayemoro metToaa Uiv HepaHaoM1M3npPOoOBaHHbIE CPaBHUTESIbHbIE NCCNeN0BaHNs, B T.4. KOrOPTHbIE UCCJiIeA0BaHNSA

HecpaBHUTENbHBIE CCNEA0BAHNS, OMCAHNE KIIMHNYECKOTO Cry4as

MmeeTcs nuiwb 060CHOBaHME MexaH13Ma AeCTBUS UV MHEHWE 9KCNepToB

Cokpawienue: Y[l — ypoBeHb JOCTOBEPHOCTY [,0KA3aTENbCTB.

Tabnuua 22
Likana oueHku YOO ana meTogoB npoduniakTuku, ieueHud u peabunurauum
(npodurnakTUYECcKnx, ne4yedHbIX, peabunuTaLMoHHbIX BMELLATENbCTB)

a b~ W NN =

Cuctematuyeckuii 063op PKU ¢ npumeHeHrem meTaaHanusa

OtpensbHble PKU 1 cuctematnyeckme 0630pbl MICCNenoBaHuii Nio6oro avsaiita, 3a uckodeHrem PKU, ¢ npumeHeHneM meTaaHanmaa
HepaHaoMU3npoBaHHbIE CPaBHUTENbHbIE UCCNIEA0BAHMS, B T.4. KOTOPTHbIE NCCNEL0BAHUS

HecpaBHWTENbHbIE NCCNEN0BaHNS, ONUCaHNE KIIMHUYECKOrO Cly4as Uiy Cepum CnyyYaes, NCCefoBaHus “Cyyain-kOHTPOob”

NmeeTcs nulib 060CHOBaHNE MexaHu3Ma ,u,eﬁcmmq BMeLlaTeNnbCTBa (ﬂOKﬂVIHI/HeCKI/Ie mccne,qoaanwﬂ) NN MHEHMEe 3KCNepToB

Cokpawenus: PK/ — pannomuanpoBaHHoe KnnHudeckoe nccneposanue, YA — ypoBeHb [OCTOBEPHOCTU 10KA3aTENbCTB.
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Tabnuua 23

LLikana oueHku YYP ang metogoB npodpunakTtuku, AUarHoCTUKU, JIe4eHns U peabunutauum
(npodunakTUHECKUX, AUArHOCTUHECKMX, JIeueOHbIX, peabuuTauMOHHbIX BMELLATEsbCTB)

A CwunbHas pekomMeHpaums (Bce paccMatpuBaemMble Kputepnn 3hOeKTUBHOCTY (MCXOAbI) IBNSIOTCS BaXHbLIMU, BCE MCCEL0BAHNS UMEIOT BbICOKOE
1 YO,0BAETBOPUTEIbHOE METOAOOMMYECKOE KaYeCTBO, UX BbIBOAbI MO UHTEPECYIOLLMM UCX0AaM SBASIOTCS COrNacoBaHHbIMM)

B YCnoBHas pekoMeHaaLms (He Bce paccMaTtprBaeMble Kputepun ahheKTUBHOCTM (MCXOALI) SBNSIIOTCS BaXHBIMY, HE BCE UCCNELOBaHNS NMEIOT BbICOKOE
UV YOOBNETBOPUTENIBHOE METOLONOMMYECKOE Ka4eCTBO W/UiM UX BLIBOAbI MO MHTEPECYIOLLMM UCXOAAM HE ABNISIOTCS COrACcOBaHHLIMM)

c Cna6asi pekomeHzaLms (0TCyTCTBME [0Ka3aTesbCTB HAAJIeXallero kayecTsa (BCce paccmarpusaemMble Kputepum abdEKTUBHOCTY (MCX0ab!) SBASIOTCS
HeBaXHbIMY, BCE MCCIEL0BAHUS MEIOT HU3KOE METOAOMOM4YECKOE Ka4ECTBO M WX BbIBOALI MO MHTEPECYIOLLUM UCXOAAM HE SBMISIOTCS COracoBaHHbIMM))

MpunoxeHue A3. CnpaBoyYHble MaTepuarnbl, BK/lOYas COOTBETCTBUE NOKa3aHUI K NPUMEHEHUIO
M NPOTMBONOKa3aHWUii, CNOCOO0B NPUMEHEHUS U [,03 NIeKapCTBEHHbIX NPenaparoB, UHCTPYKLUU
no NnpuMeHeHuto ieKapCTBeHHOro npenaparta

Cwm. Tabmuner 10, 11, 12, 15.

Mpunoxexnue b. Anroputmbl AencTBMin Bpaya
MpunoxeHune b1. Anroputm gencTeuii Bpaya npu oocnepoBaHnm NaumueHTa ¢ 1Iero4Hom

runepTeH3ven

Cwm. Tabmuus 1, 5-8, 13, 14, 16, 17.

OLIeHKa BEpOSITHOCTU

BrisiBieHMe TTalIMEHTOB
BBICOKOI'O pUCKa

JIMarHoCTMKa 4acThIX
npuyuH JIT

JInarHocTHKa peIKux
npuyuH JIT

AHaMHe3, CUMIITOMBI, J1a0. TECTHI,

yKkasbiBatomue Ha JIT'

|

Brictpoe
HaIpaBJieHe

BBISIBJICHHBIX

N

TTouck np. npu4vH
OxoKT .
BEPOSITHOCTh WJIU HaOJIoeHUE
J
y
TTpomexyTouHast
WJIU BBICOKAst

MalueHTOB

B/II HecooTBeTCTBUE

|

B/IT unmu nepdy3noHHast
cuuHTUrpadus + KT + OBJI
B KadecTBe cKpuHUHTa X TOJIT

B/T1 ckan HopMa
y

M cKTI0unTh MaTOJOTHIO JIEBBIX
Kamep cepla Wi JeTKUx

~N

|

Her KIMHMYECKY 3HAYMMOI
TaTOJIOTUHM JIEBBIX KaMEP
cepIia WIN JIETKUX

|

DKCHEePTHBIN LIEHTP

|

[TaTonorust 1eBbIX KaMep cepaua

WJIU JIETKUX ITOATBEPXKICHA.
BeneHue B COOTBETCTBUM
C aJITOPUTMOM JIJISl STUX
3a00J1eBaHU I

Puc. 1. AnarHoctuka JII 1 ee npuyuH: neperyHoe obcnefoBaHne NauMeHToB C MCKITIOYEHUEM YaCTbIX MPUYMH U MX MapLUPYTU3aLIMs B 3aBUCUMOCTM OT BEPOSITHOCTY Hau-
uns JIAT nnn XTAJT (apantmposaHo n3 Frost A, et al. Eur Respir J. 2019;53(1). pii: 1801904) [43].
Mpumeuanue: B/MN cumHTUrpadms nerkmx B KAYECTBE CKPYHUHIOBOrO METOAA MOXET ObiTb 3aMeHeHa Ha Nepdy3NOHHYI0 CLUMHTUIPadUIO NErkux B COYETAHUN C PEHTTE-
Horpadwelt rpyaHoit knetkn unu KT opraHoB rpyaHOi KJETKM B COYETAHWM C KOMMIEKCHOM oueHkoi OB, Mpu 0TCYTCTBUM BO3MOXHOCTU BbINONHEHNS Nepdy3nOHHOM
CUMHTMrpacdum Nerkux MoXeT ObiTb BbinonHeHa MCKT-aHrnonynsMoHorpadws.
CokpaueHusi: B/ — BEHTUNALMOHHO-Nepdy3noHHas, KT — komnbloTepHas Tomorpadus, JIT — neroyHas runeptensus, MCKT — mynbTucnvnpansHas KoMnbloTepHas
Tomorpadus, PBL, — dyHKUMS BHELLHETO AbixaHus, XTSI — xpoHuyeckas TpoM60ambonmndeckas neroyHas runeptensuns, IxoKl — axokapayorpadus.
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AHaMHe3, CHMIITOMATHKA U TIPU3HAKH,
cBuneTeascTByonme o XTOb/XTDJIT

TpancropakainbHas DxoKI'

Huskas BepostHocTh JIT', HO coxpaHsieTcst
nopospenue Ha XTOJIT/XTOb
ITpomexyTouHasi/BbIcOKast
BeposiTHOCTB JIT KapnuonynsmoHanbHOe
HArpy304HOE TeCTUPOBAHKE
Hannbie 3a XTOJIT /XTDb Her nannbix 3a XTOJII/XTDb
A4
CuuHturpadus jgerkux nepdysmoHHas + 1 \(

> ITouck apyrux mpuIuH
BEHTUJIAITUOHHAA CLII/IHTI/IFpa(bI/IH JIETKUX L

J Her nannbix 3a XTOB/XTOJIT

Kak MuHuMYyM | cermMeHTapHbIi

w2 cyocerMeHTapHbIX nedekra nepdysuu
y

Pedepenthsrit ienTp JIT'/XTOJIT

|

YBKC, MCKT opraHoB rpyIHOii TOJOCTA
C BHYTPUBEHHBIM OOJIFOCHBIM KOHTPACTUPOBAHUEM,
VMHBa3MBHasl aHTHOMYJIbMOHOTpabust

Puc. 3. Anroputm o6cnenoBaHns 60nbHOro ¢ nogo3perviem Ha XTI n XTI6 (apantuposaHo u3 Wilkens H, et al., 2018) [33].
CoxkpaweHusi: JII — neroyHas runeptensus, MCKT — mynbtucnupanbHas komnbloTepHas Tomorpadus, XTOB — xpoHuyeckas Tpomboambonuyeckas 601e3Hb nerkyx,
XTAJI — xpoHuyeckas Tpomboambonuyeckas neroyHas runepteHams, YBKC — upeaeHo3Has kateTepusauns cepaua, IxoKl — axokapauorpadus.
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Mpunoxexnune B2. Anroputm AEeNCTBUIA Bpaya npu onpeaeneHnn TakTUKU NeYyeHUs naumeHTa
c JIAT

O0111Ee MEPONPUSTUS
TTomnepxxuBaloiasi Teparnms

Panee
HeJIeYEHHbIN
TaLUEHT

JIAT Bepuduimpoana
B 9KCIMEPTHOM LIEHTpE

Y

BazopeakTuBHBbIIi TECT

“+” Ba30peaKTUBHbII
WIAT /HJIAT/nJIAT 11-111 ®K

A

TecT
« » -
-” Ba30peaKTUBHBIMI
BKK P
TeCcT
l Y
Huskuit i IIpomexXyTOUHBIi .
H p Bricokuii puck
pUCK
Monorepanus P
B OTIEJbHBIX TPYITTAX Craprosas
IlocnenoBarenbHast KOMOMHUPOBaHHAST TePAITUs
KOMOMHUPOBaHHAS TEPAIUs

Y.

Yepes 3-6 Mec. TeueHUsT

R [Mpomexyrounbiii i  Bbicokuit
puUCK i
Huskuii puck /’ l
PerynsipHast olieHKa
TpoitHas
TOCIIeNOBaTeIbHAS TePATTUST

|

Yepes 3-6 mec. iedeHUs

|

IMpomexyrounslit i  Bwicokuit
puck :

TTauueHT
yKe Ha Tepariu

MaxkcumaiabHast TEparunsd
JIucT oxunanust TpaHCIUIaHTAlluN

Puc. 2. Anroput™ Bbibopa onTUManbHO TakTky nederns naumeHTos ¢ JIAT [10].
CokpauweHusi: BKK — 6nokatopbl kanbumesbix kaHanos, WA — navonatiyeckas neroyHas aprepuansHas runepteHauvs, nJIAT — nekapCTBEHHO-VMHAYLMPOBaHHAs

NleroyHas aptepuanbHas runepteHaus, HIIAI — HacnencTBeHHas eroyHast aptepuanbHas runepteHaus, JIAT — neroyHas aprepuansHas runepteHsns, @K — pyHkumo-

HanbHbI Knacc.
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s N
XTOJII/XTOb
JluarHo3 MoATBEepXKAEH B OKCIEPTHOM LIEHTpPe
\ J
e l N\

noaaepKuBaroniasa Tepamnusa

|

e N
/ OueHka orepabenbHocTH B LieHTpe XTOJIT QA

TToxXu3HeHHAs! aHTUKOATYJISTHTHAsI Teparusi + @

TexHUYeCKN HeonepadeTbHbII
TexHu4ecKu Oﬂepaﬁeﬂb]{blﬁ IToayuuTh BTOPOE IKCHEPTHOE 3AKTIOUEHHE
B OTHOIIEHUH ONEPAOETLHOCTH

I
I
N\ |
Heo6naronpustHoe 4 |
COOTHOIIEHNE PUCK/TIOJh3a TapretHas Puouuryat IB
ITonyuuts BTOpOE MHEHUE JIeKapCTBEHHasl Tepamnusi Hpyrue 11bB
\ J
I
I I
e N\ ! ;
Toom6 Tlepcuctupyiomiasi/
OMOIHIAPTEPIKTOMUS
p i 3pJ'I Ap peLMANBUPYIOIIAsT BATLJIA
cumnToMHas JIT B 9KCMEPTHOM LIEHTpE
| J/
1
Y
e N\
TpaHcriaHTauum TMepcucrupyronias Tsekenas
JIETKUX cumnToMHas JIT
\ J

Puc. 4. AnropuTt™m nevennst XTOJI (apantuposaHo u3 [6]).
CokpaweHusi: BAMNJA — 6annoHHas aHrvonnacTuka feroyHoi aptepuu, JIA — neroyHas aptepusi, JIN — neroyHas runepteHaus, XTOB — xpoHuyeckas Tpom60ambonu-
yeckast 6onesHb nerkux, XTOJIT — xpoHuyeckast TPOM60aMBonn4eckas fiero4Has rmnepTeHsus.

Mpunoxenue B. UHpopmauusa ana naumeHTa

JIT — 2T0 cocTosTHME, TIPX KOTOPOM IIPOMCXOOUT TTOBHIIIICHUE JABJICHUS B COCYIaxX JETKMUX B Pe3yabTaTe pa3Ho-
o0Opa3HbIX TIpUYMH U 3a0oaeBaHuil. Hanbonee yacto JII' pa3BuBaeTcsa Ha (poHE UCXOMHO CYLISCTBYIOIIUX 3a00Jie-
BaHUil cepalia, Jerkux, TPOMOOTUUECKUX COCTOSIHUN M CUCTEMHBIX 3a00JIeBaHUM COeAMHUTENbHON TKaHU. bosee
pEeIKUMU TIpUYMHAMU 111 BO3HUKHOBeHMs JIT' siBsitoTcsl XpoHUueckue 3abojeBaHusl nedyeHu u BUY-unbexums.
OnHako OBIBAIOT CUTYaIlUM, KOTa He yaaeTcd ooHapyXuth nmpuunny JII, u B Takom ciaydae JII' Ha3pIBaOT MaMonaT-
yeckoit JIAT.

Cumnromatuka JII' HecrenmmdpnryHa 1 0OOBIYHO XapakTepu3yeTcs omblmkoil mpu MH, koTopas mporpeccupyet co
BpeMeHeM; o01Iei c1abocThlo, cepaledreHreM. bou B rpyaqHoOM KileTKe, TOJTOBOKPYKEHUSI 1 CUHKONAJIbHbIE COCTO-
sans npu OH gBrsioTesa KpaitHe HeOJIarONMPUSITHRIMUA CUMIITTOMAMH. A TIOSIBJICHHE OTEKOB HIDKHUX KOHCYHOCTEH,
YBEIMYCHNE B 00BbEeME SKMBOTA, HAOYXaHUE W MYIbCALIMS BEH IIEeU SIBJISTIOTCS ITPU3HAKAMU TSKEIIOM HETOCTaTOYHO-
CTH TIPAaBBIX KaMep CepIlla U CBUAETEIBCTBYIOT O JaJIeKO 3allleAIleii cTamny 3a00IeBaHNs.

JIAT BcTpedaeTcs y JIIomeil BceX BO3pacToB, pac, KaK y MYKUYMH, TaK M Y XKeHITMH. Bpaun pa3HbIX crielInaIbHO-
CTel MOTYT IMarHOCTUpoBaTh W JeunTh JII. O0BbeM mccaemoBaHmit, BeIMOMHSIeMBIN Tipu JII, 1ocTaToOuHO OOJBIION
1 BKJTIOUaeT B ce0s mpeskae Beero DxoKI, nccmenoBanme pynknuu erkux, KT opraHoB rpymHOIt KIETKH ¢ KOHTpa-
CTUPOBAHNEM, YIIETPa3BYKOBOE HCCIICIOBAaHNE OPIOITHON IOJIOCTH M BBIIIOJHEHHE pa3HOOOPa3HBIX MCCIeIOBaHUM
KpoBu. BoisiBienune npuunHbl JII' MoXeT moTpeboBaTh KOHCYIbTALMU MyJIbMOHOJIOTA, peBMaToJiora, MHMEeKIIUOHU-
cra. OmHAKO HAaMOOJBIINI OMBIT B BeAeHUN MAaeHTOB ¢ JII, mpexae Bcero, MMEIOT Bpaun-KaparuoIoTH, B OCOOCH-
HOCTH paboTalolne B CICIINATIN3NPOBAHHBIX IICHTPAX, TI¢ CYIIECTBYCT BO3MOXHOCTD BBITTOJTHEHUS 30HIUPOBAHMS
KaMep cepama — MCClIeqoBaHMsI, 0e3 KOTOPOrO HEBO3MOXHO ITOCTaBUTh OKOHYATEIbHBIN TMATHO3 U ONPEICIUTh
TaKTUKY BeneHus 0oibHOro ¢ JIT.

[MpuHIMTIMAIFHO BBEIACISIOT TpU BapuaHTa JII' ¢ pasmumaHpIMK I paMy JaBJICHUS B KaMepax cepara 1 JISTOYHOM
apTepuu: TpeKaMWUIsIpHas (apTepraibHasi), TTOCTKAIMMIISIpHAS (BEeHO3HAsT) M CMeIIaHHasl (apTepuanibHas + BEHO3-
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Has) JII. Oxapakrepn3oBaTh TeMOTMHAMHWYCCKIIT BapraHT BO3MOXHO TOJBKO BO BpeMs IIPOBEICHUS MWHBA3MBHOTO
METOJa UCCIENOBAHUS — 30HAMPOBAHUS KaMep cepaua. JlaHHOoe UcciieoOBaHUe SBISIETCS MPUHUUMUATIBHBIM KaK IS
BepuUKauy camoro arartosa JII, ycTaHOBIICHHS eTro THTIA, TaK U IS OTIpeae/IieHIST BO3MOXHOCTH HasHaueHNsT BKK
WU CIIeIM(DUIEeCKIX aHTUTIePTEH3NUBHBIX TIperapaToB wis JedeHus JIAL. Hammune BeHO3HOM (TTocTKanmyuisipHoit) JIT
SIBJISIETCST TIPOTUBOIIOKA3aHUEM IIJIST Ha3HAUYCHUS CIICIIM(IUICCKIX aHTUTIEPTCH3UBHBIX TIpernaparoB s JeueHus JIAT,
ITOCKOJTBKY aCCOLIMMPOBAHO C YBEIMICHUEM TOCITATAIN3AINI ¢ HapacTaHueM npu3HakoB CH 1 cMepTHOCTH.

JIAT, B 3aBUCMMOCTH OT 3THOJIOTUU, MOXET BO3HMKATh B pa3IMIHOM BO3pacTe M Pa3BUBATHCS C PA3IMIHOI CKO-
POCTBIO: KaK IOCTETICHHO, Ha (pOHE MPEICYIIeCTBYIOIIETO 3a00IeBaHus (BPOXKICHHOTO ITOPOKa cepilla, CKIIeponep-
MWU, TTATOJIOTUH JIETKUX U T.II.), TaK M JOCTATOYHO CTPEMUTEIHHO Y MAlIMEHTA 0€3 BUAUMBIX IIPUYMH, KaK 3TO IIPOWC-
XOIMT B ciiydae ¢ uauornatudeckoit JIAT.

VunteiBag, uto onplmka npu @H asisgeTcs ogHUM 13 ocHOBHBIX cuMIitoMoB JIT, maumenTty ¢ JIT' motpedyeTcst
MEPECMOTPETD €KENHEBHYIO (DU3NUYECKYI0 aKTUBHOCTb. BOJILIIMHCTBO MallMEHTOB, XUBYIIUX ¢ JII, HaxXomsT, 4TO UM
CTAHOBUTCS HE IO CIJIAM TOT aKTMBHBIN 00pa3 XXU3HU, K KOTOPOMY OHU TIpUBLIKIN. CIIeayeT onpeaeTnTb IPUOPUTE-
THI B BOIIPOCaX, TPeOYIOIINX OBICTPOTO PEIIeHUs, a TAKXKE B [IEJIaX, KOTOPbIE MOTYT MOAO0XIATh. DTO TTOMOXET CKOH-
LIEHTPUPOBAThCS Ha BaXXHBIX ejaX. Llenmn MomKHBI OBITh peaTUCTUIHBIMU IIJIST BBITIOJTHEHUSI, a BpEeMST [UIST X pellie-
HHUS — IOCTaTOYHEIM. 3a01aroBpeMeHHOE TUIAHUPOBAHME TTOE3I0K M JOCTATOYHOE BPeMsI ITO3BOJISAT HE TOPOITUTHCS
1 He yCyTyoasITh cUMIITOMEI JIT. BOBIIMHCTBY MAIIMEHTOB CO BpeMEHEM ITPUXOIUTCSI OCTaBUTh PAHEE BHITTOIHSICMYIO
paboTy U UCKaTh HOBYIO, 00JIee JIETKYIO.

B HacTosIee BpeMs He YCTAaHOBJICHO KaK BIUSIOT (PU3MUECKUe yIIpakHeHUs Ha miporaos npu JII. He cymecTsy-
eT ONpeAeIeHHBIX ITPOorpaMM JieueOHOM (PU3KYILTYPBl MMEeHHO JIs TTanneHToB ¢ JIAT. O0beM ITOMyCTUMBIX 0e3-
onacHbix @H ompenensieTcst mocie BCECTOPOHHETO o0cenoBaHus B aKcniepTHOM lieHTpe JIAT Bpauom-kapanonno-
roMm-crnenuanuctom 1o JIAT. CopeBHOBaTeIbHBIC BUABI CIIOPTA, TTOIBEM TSKECTEH HeXKeIaTeIbHBI IS MAllCHTOB
¢ JIAT. B 6onpmmHCTBe citydaeB o0beM mpomyctuMoit MH ompenenstercss cumntoMamu 3aboiieBanust. Kpome toro,
obcyxnearne @H Bo3MOXHO TOIBKO Y TTAIIMEHTOB, HAXOMSIINXCS HA ONMTHUMAIbLHOM CIlemudrIecKoit Teparmy aHT -
MMepTeH3NBHBIMU TIperrapaTamMu s JedeHust JIATL mpu OTCyTCTBUUM TaKMX CUMIITOMOB, KaK TOJIOBOKPYKCHMSI/TIOTEPA
CO3HAHUsA, HapyIICHUS PUTMa, KpPOBOXapKaHbe, OTEKM HIDKHIUX KOHCUHOCTEHA.

Heob6xommMo ciiemoBaTh CICOYIOIINM IIpaBWIaM, YTOOBI He HAHECTH Bpeld: 3aHSATHE (PU3MICCKUMU YIIpaKHe-
HUSMU HEOOXOIMMO OCTAHOBUTH IIPU TOSIBJICHNU TaKMUX IIPU3HAKOB, KaK 00Iast c1ab0CTh, YCTAIOCTD, OLIYIICHUE
CIABIMBAHMS B TPYIHOM KIIETKE, YUAIIEHHOTO CepAllcOMEHNs, TOJIOBOKPYKCHUS WIIM Ipe3MEepHOT OMBIIIKI. MeXmy
VIpaXKHECHUSIMU UCITOIB3YITE TOCTATOYHOE BpeMs IJIsI BOoccTaHOBIeHUs. M30eraiiTe (hm3mMIecKoil akTUBHOCTH Ha
VAUIIEC TIPY HU3KOM WJIM BBICOKOIT TeMITepaType, BEICOKOI BJIaXKHOCTH.

IManuenrtam c JIAT HexenatenbHbI IpeObIBAaHKUE B CayHE U APYTUe BUAbI TUAPOTEPANINY, A TAKXKE Maccax U (hU3NO0-
TepaneBTUICCKIE BO3ICHCTBHUS.

IMaumenTtam ¢ JIAI' HexXenaTeTbHO TIpeOBIBAHNE B YCIOBUSX BEICOKOTOPBS (>2000 M Ham ypoBHEM MOPS) WU 3a-
HSTHS TaifBUHTOM.

XKenatenbHo, YTOOBI WIEHBI CEMbU W OJIM3KUE APY3bs1 ObIIM MH(MOpMUpoBaHbl Bamu 06 nmeromemcst y Bac 3a-
ooneBanuu. Ilommep:kka OJIM3KMX KaK B OBITOBOM, TaK M IICHXOJIOTMIECKOM OTHOIICHUM MOXKET CYIIIECTBEHHO 00-
JIETYUTH SKETHEBHYIO HArPy3Ky M 3MOIIMOHAIbHOE Opems. OOpalleHre 3a TTOMOIIBI0 K MEIUITMHCKOMY TICUXOJIOTY,
aKTUBHOE yJaCTHE B TPYMIIAX IMOMICPXKKH MAMEHTOB MOTYT ITOJIOXKUTEIIFHO TOBIUATH Ha TIpUHSATHEC Bamu 3a6oseBa-
HUs, agallTalliio K HEONPEISIICHHOCTH, CBI3aHHOM C Cephe3HBIM XPOHNICCKUM YTPOXKAIOIINM KU3HU 3a00JICBaHM -
€M, ¥ KOHCTPYKTUBHYIO COBMECTHYIO pabOTy C JICUAIIM BPadOM.

IMammenTkam ¢ JIAT mmpormBomoKa3aHa 0epeMEHHOCTD, YUMTHIBASI BRICOKUI PHCK MAaTepHHCKOM JIETAIbHOCTH
KaK BO BpeMsi 0€peMEHHOCTH, TaK U B MOCJIEPONOBOM Iepuose. Jlaxe B cilydyae yCIEUIHOTO POAOPAa3PEIICHUS TeYe-
Hue JIAI cyliecTBeHHO yXyAllaeTcsl mocijie pomopaspelneHus. bepemenHas namueHTka ¢ JIAI gomkHa ObITh TIPO-
KOHCYJIBTHPOBaHA BPauOM-KapIHOJIOTOM-CIIeIInaINCTOM 1o JIAT aKcepTHOTO TIeprHATAIBHOTO IIEHTpa KaK MOXK-
HO OBICTpEee C MOMEHTA BBISIBIICHUSI OCPEMEHHOCTH IJIsl OTIpelesIeHUsT TaKTUKKU BemeHUs. CiemyeT MMeTh B BHUIY,
YTO OOJIBITMHCTBO TIPEIapaToB CIeHM(PUUIESCKON Tepalliid CIIOCOOHBI BEI3BIBATH YPOICTBA M aHOMAIMU Pa3BUTHS
y mona. Tem He MeHee 00beM CITemn(pUIECKOit Tepalmy aHTUIIePTeH3WBHBIMU TIpeTiapataMu s JedeHust JIAT Bo
BpeMsI OepeMEHHOCTH TOJDKEH OIPENeIAThCS TSKECThIO 3a00IeBaHUS M PUCKOM JIETATbHOCTH. [10CKONBKY TpyaHOE
BCKapMJIMBaHHUE SIBJISIETCSI OOJIBIION HATPy3KOit, TO peKOMEHIYESTCS TTOaBICHUE JTaKTalliuK y TTalueHTOK ¢ JIAT.

Eciu 3amnaHmpoBaHO OIlepaTUBHOE BMEIIATEIBCTBO, HEOOXOOMMa KOHCYJIbTAIIUSI Bpadya-KapauoJora-
crnenanucta o JIAI' B aKcriepTHOM IieHTpe. BakHo TOHMMATh, 94TO pelleHue O 1IeJIeCO00pa3HOCTH, CPOKAX, METO-
Jax 00e300IMBaHMSI JOKHO TTPUHUMATHCS KOMAHIO# CITEIIMAINCTOB, KOTOpas BKJIIOUaeT Bpada-KapauoJora, Bpa-
Ya-peaHNMAaTOJIOTa-aHeCTe3M0JI0Ta U HEIIOCPEICTBEHHO OIEPUPYIONIEro Bpada-xupypra. [lpenmoyreHne otoaeTcs
perruoHapHoii, a He oouIei aHecte3uu. [1o BosaMoxkHocTH nMauueHThl ¢ JIAT 10KHBI HAITPABISTHCS 151 BBITTOJTHEHUS
IUTAHOBBIX OIIEPATUBHBIX BMEIIATCIIBCTB B KPYITHBIC 9KCTICPTHBIC HeHTPHI JIT.
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IMaumentsr ¢ JIAI ayBCcTBUTEIbHBI K BOSHUKHOBCHHMIO ITHEBMOHWM, KOTOPast MOXET CTaTh IIPUUYMHONM CMEPTH.
PexomeHmyeTcs TIpOBOIUTH BaKIIMHAIIAIO IIPOTUB BHpyca TPHUIIIA 1 ITHEBMOKOKKA. VICKITFoueHreM MOTYT OBITh TTallk-
SHTHI ¢ CHCTEMHBIMU 3a00JICBAaHMSIMU COCTMHUTEIbHOM TKaHn 1 BUY-uHbek1meit, peleHne 0 BaKIIMHAIINA Y KOTO-
PBIX JOJDKHO TIPUHUMATHCS C YISTOM aKTUBHOCTU OCHOBHOM ITATOJIOTUH PEBMATOJIOTaMU 1 MH(EKIIMOHNCTAMU.

ITpu JIT HeT Kakux-1100 CrieralbHbIX TUET WU MPOAYKTOB, KOTOPbIE MOTYT YCYTYOUTh O0JIE3Hb.

I1pu nosiBneHun orekoB y nmauneHToB ¢ JIAI' cienyeT orpaHUUMTh YIoTpebieHe MOBAPEHHOM COJIM U KOJINYe-
CTBO BBIMMBacMOM KUIKOCTH. [ToBapeHHAsI COJIb COMEPKUT HATPUIA, KOTOPHIA peryIupyeT 0aJaHC XXUIKOCTH B Opra-
Hu3Me. Korma conmepkaHne XXNIKOCTA B TKAHSIX YBEJIMIMBACTCSI, 00beM KPOBU TAKKE YBETMUIMBACTCS, UTO COIPOBOXK-
JIaeTcs yBEIMYCHUEM Harpy3Ku Ha cepaiie. JJomycTUMBI 00beM BBIITMBAEMON KUIKOCTH OIIPEICIISICTCS MHINBUILY-
aJIbHO JICYAIIM JTOKTOPOM, HO Yallle BCEro He NOJIKEH IIPEBBINIATh OoJiee 2 IMTPOB 3a CYTKM.

JL1st HOpMasIM3aluy BOIHOTO 0ajaHca MOTYT ITOMOYb CJIENYIOIINE COBEThI:

CrenyeT M3MepsTh KOJIMIECTBO BHIITMBACMOM XXKUIKOCTU B TEUCHME CYTOK, IO KpaifHEW Mepe B TCUCHHE IIep-
BBIX HECKOJIBKUX HelelNb. JIBa IuTpa XXUIKOCTU PaBHSIIOTCS B cpemHeM 8 damkaMm. Cymbl, MOPOXXEHOE, JKeJIe TaKXKe
JTIOJKHBI OBITH TTOCYMTAHBI KaK XUIKOCTU. YBETWUCHNE Beca — OOWH M3 TIEPBBIX IMPU3HAKOB 3aICPXKKU KUIKOCTH.
Heo06xommMo B3BEeIIMBAThCS €XKETHEBHO YTPOM HATOIIAK M 3alMCHIBATh Bec. [1pu mmpubaBKe Beca Ha 2 M OoJjiee KT 3a
HEIEITIo IPY MPEXKHEM PEXUMe TUTAaHUS HEOOXOIMMO YBEIOMHUTL 00 3TOM CBOETO Bpaya.

[Tpu mosBIEHUM YT BO30OHOBJICHUH TOJIOBOKPYKECHUS WM TOTeph co3HaHus npu PH, KkpoBoxapKaHbs, BO3-
HUKHOBEHUHU MPUCTYIIOB cepalieOueHus cieayeT He3aMeIMTEIbHO COOOIIUTh 00 9TOM JieyalleMy Bpauy.

ITonpo6HO Ha Bce BOMPOCHI, CBSI3aHHBIC ¢ JMATHO30M “JICTOYHAs TUIIEPTECH3MST’, 00pa3oM XKW3HU U JICUCHUEM,
MOXKET OTBETUTH Bpad — crrenuaauct 1mo JII.

B Hacrosimee Bpems HeT JeKapcTBa, uaneunBalomero JII. OgHako cylecTBYIOT CIlelIn(UIecKrIe IIpermapaThl,
CO3IMaHHBIC CITeIMAIbHO T TManueHTOB ¢ JIAL. PerymsipHbIif mprueM JaHHBIX IIpermapaToB IMPUBOIUT K CHIDKCHUIO
JICC u ymyuiieHW10 HAmoJHEHUSI KPOBBIO JIEBBIX KaMep CEpAIla, YTO COMPOBOXAACTCS YMEHBIICHUEM OIBIIIKN
u yBenmmaeHueM nepeHocuMoctr @H. Bpau, spistommiics criemuanuctom 1o JII, mombupaer ageKBaTHOE COCTOSI-
HUIO manneHTa jJedeHne. Bee mamumenTs! ¢ JIT' pa3Hble, TO3TOMY ITOA00P TepaIllMi OCYIIECTBIISICTCS MHINBUIYATBHO.

[MaumeHTy ¢ ycTaHOBICHHBIM auarao3om JII' moka3aHo ToiaTeJbHOE aMOyIaTopHOe HabmomeHne. Yactora BU3m-
TOB 3aBHCHUT OT MCXOIHOTO COCTOSIHMS TTAIlMeHTa M MOKET BapbHpOBaTh OT 1 Mec. ¢ MOMEHTA cTapTa CIeINDUICCKOMN
Tepanuu 10 3-6 mec. TpeOyeTcst pery/sipHbIiA IIpUeM JIEKApCTBEHHBIX IIPENapaToB CTPOrO B COOTBETCTBUU C PEXU-
MOM JIeUeHMsI. B cirydae mpuemMa TuypeTHKOB — €XETHEBHBINT KOHTPOIb Beca U AUypes3a, BapdaprmHa** — MeXIyHa-
pOIHOE HOPMaIM30BaHHOE OTHOIIICHUE €XKeMECIIHO, TIPH TIpreMe 0o3eHTaHa™™*, amOpu3eHTaHA** — eXKeMeCSTIHBIN
KOHTPOJIb TIEYUCHOYHBIX TECTOB M KOHTPOJIb YPOBHS FeMOIIOOMHA Yepe3 3 MecC. ¢ MOMEHTA Havaja TepaItiu.

JIAT He gBisieTcs TIPOTUBOMNOKA3aHWEM TS aBHariepesieToB. OQHAKO MallMeHTaM ¢ HU3KOit caTypalleil 1Mo Kuc-
sopoay B nmokoe (mmynbcokcumerpust 90% u MeHee) 1ejiecoo0pa3Ho MHGOPMUPOBAThL ABUAKOMITAHUIO O BO3MOXKHOM
IMOTPEOHOCTH B KUCIIOPOTHOM MOoIIepKKe BO BpeMsI aBUariepelieTa.

Bcem manmeHTaM, coOBepIIarOIM aBHAIlePEIeThl B IPYTHE CTPAHBI, BAXKHO PEKOMEHIOBATh MMETh IIpH cede Me-
IUIIMHCKYE JOKYMEHTHI O TWarHO3¢, MECTOHAXOXICHNH OJIIKaiInero MmectHoro nieHTpa JII, KoHTakTHOM mHpOpMa-
LN C HUAM.

MpunoxeHue I. LLikanbl OLEeHKN, BONPOCHUKA U ApYrue OLeHOYHbIE UHCTPYMEHTbI COCTOSIHUS
nauuneHTa, npuseaeHHblie B KIIMHN4YeCKUX pekoMmeHpgauunsax
Cwm. Tabmuy 9.
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