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OMNPEAENNIEHUE

Aerounasi runteprensust (AI') orpeaeasieTcst Kax ITOBBIIIIe-
HIe CpeAHeTO AABAeHMs B Aero4Hol apTepun (CpAAA) a0
25 MM PT. CT. 1 BbIIIIe B IIOKOE, IIOABEPKAEHHOE IIPU KaTeTe-
pusanym mpasbix kKamep cepania (KITKC). AT' panee cunra-
Aack opdaHHBIM 3a00AEBaHNMEM, UTO O3HAYAET, YTO AAHHOE
COCTOSTHIE ITOpa’kaeT HeDOABIIIOe UMCAO MHAMBUAYYMOB 1
UTHOPUPYETCs MeAMIIMHCKMMM IIpodeccroHaAaMy, CUCTe-
MOI1 3ApaBOOXpaHeHVsI U papMalleBTUIeCKIMY KOMIIaHV-
mu. U, xorst AI' Ha caMoM Aeae SIBASIETCSI AOCTATOYHO PEAKOI
IIaTOAOIMeEN, B HaCTosIIIIee BpeMsI HeAb3sl CKa3aTb, YTO ee He
IIPMHUMAIOT BO BHMMaHMe. AeiiCTBUTeABHO, psIA HeAaBHMX
Ba>KHBIX OTKPBITUI YAYUIIIMA IIOHMMaHNe AQHHOTO 3ab0Ae-
BaHMSI, IIOMOT B OpraHM3allM BeA€HNs IIalIeHTOB, I 3aA0-
KA OCHOBHI AAST OYAyTIVX MccaeaoBaHmit. C cepeArHBI XX B.
B AQHHOUT 0OAACTM OBIAYM CAeAAHBI KPYIIHBIE AOCTVIKEHMS, OT
passutust Texuuky KITKC k nepsoMy onmcaHmuio Tak Hasbl-
BaeMoli mepsuuHOi Al'; ¥ 5TOT IIporpecc craa BO3MOXeH
6Aaropapst cosaarmio peectpa Primary Pulmonary Hyper-
tension Registry National Institute of Health (NIH) 1 World
Pulmonary Hypertension conferences, xoTopble IpOBOAN-
Auch B Tedenne 40 AeT 11Th pas: B 1973 r. (Kenesa, [11serira-
pust), 1998 r. (dBman, @paniet), 2003 1. (Bererus, Mtaans),
2008 r. (Aana-TloiuT, Kaandopunus, CIIA) 1 2013 r. (Hum-
11a, Ppannust). CaMble TTIOCAEAHME peKOMEHAAIMM obecrre-
YMBAIOT YETKYIO KAACCMUKAIIMIO I'AABHBIX KAMHUYECKMX
cybkareropuit AI' (TabA. 85.1), cpeAr KOTOPBIX A€TOYHAsT ap-
TepmaabHas rurepTeHsust (AAD) u xpoHWdeckas TpoMO0IM-
6oamueckast AI' (XTDAT) B mocAe€AHME ACCSITUAETISI SIBASIFOT-
cs1 cyO'beKTaMy HanboAee CTPEMUTEABHBIX AOCTVKEHMIL B 00-
AaCTVI MEAUTIVIHCKIIX SHaHMIT M BO3MOXKHOCTe ! Teparmm [1].
AT mpeacTaBasieT CODOI CAOXKHYIO MYABTUMAUCIIUIIAU-
HapHyI0 pobaeMy. TepMuH Jiecounas eunepmensis obosHa-
YyaeT BBICOKOe AaBA€HME B AeTOYHBIX COCYAAX, KOTOpOe MO-
XeT OBITh KOHEYHBIM pe3yAbTaTOM MHOXECTBa Pa3AMIHBIX
HapylleHi, AeXKalux B ee ocHose. [To orrpeaerennto, AT —
510 cpAAA 25 MM PT. cT. uan Boitte [1]. ITpeacraBaeHne o
TOM, UTO CYMTATh HOPMAABHBIM, & YTO — IIOBBLIIIIEHHBIM Ae-
TOYHBIM AaBA€HIEM, OCHOBaHO Ha psae daxTos: (1) cpAAA
B IIOKO€ B IIOIYASILIMM COCTaBASIET IIPMMepHO 14 MM pT. CT.,
U ypoBeHb B 20 MM PT. CT. COCTaBAsIeT ABa CTAHAAPTHBIX OT-

KAOHEHMsI OT CpeAHero 3HaueHusI; (2) ypoBeHb 25 MM PT. CT.,
Tak/M OOpa3’oM, ONpPeAeAe€HHO BhIIIle HOPMaABHOTO pac-
TIpeAeAeHNsI 3Ha9eHNH B MONyAsAnny; (3) yposeHb B 25 MM
PT. CT., COTAACHO KOHCEHCYCY, OBIA MICIIOAB30BAH AASI OTOOPa
KaHAMAATOB AASL yYaCTVsl B KAMHMYECKMX ICCACAOBAHMAX 1
peructpax. [Ipexanunrrapuas Al TPUCYTCTBYET, KOTAA CpA-
AA paBHO 25 MM PT. CT., AU BbIIlle; AABA€HIE 3aKAVMHMBA-
Hus AerouHoit aprepyn (A3AA) 15 MM PT. CT. A MeHblIIE;
AerouHoe cocyaucrtoe conpoTnBaeHue (ACC) 6oaee 3 ea. By-
Aa. [Tpexammaaspras Al' mo mpurdmHaM MOXKeT OTHOCHUTBCS
k rpymae 1 (AAT), rpynne 3 (Al BcaeACTBIEe XPOHIMYECKIX
3aboaeBaHmit Aerkux), rpymmne 4 (XTOAI) van rpynme 5 (AT
C HESICHBIMU ¥/ VAV MHOXXECTBEHHBIMJ MeXaHM3MaMI pas-
Butwst). [Tocmxanunagpuaa Al mpucyTcTByeT, Koraa cpAAA
25 MM PT. cT., uAn Bbitiie, 1 ABAA 15 MM PT. CT., nAU OOABIIIE.
IMocTkammaasipHas Al galiie Bcero BcTpedaeTcs B TpyIiIe 2,
rae Al cBsi3aHa C MaTOAOTHMETN A€BBIX KaMep CepAlla; a TakxKe
MOXeT pa3sBUTLCs y HalueHToB rpymsl 5, Al' ¢ HescHbIMU
11/MAY MHOXXeCTBEHHBIMU MeXaHM3MaMI. B mocaeaHux pe-
KOMEHAQAIMSX OOHOBAEHBI XapaKTEePUCTKY ITOCTKATIAASP-
noii Al', u B HacTosIIIIee BpeMs AASl OTAMYMSI TACCUBHOTO Be-
HO3HOTO 3aCTOsI OT 3a00AeBaHNS AETOTHBIX COCYAOB MCITOAB-
3yeTcsl AMACTOAMYECKNI ITyAbMOHAABHBINA Ipaauent (AITD)
AaBaenust (AL AaBAeHMS = AMAaCTOAMYECKOEe AABAEHME B Ae-
rogHoit aptepmn [AAA] — cpearee ABAA). AII' AaBrerHMA
MeHee 7 MM PT. cT. u/man ACC mensinte 3 ea. Byaa orpaxa-
10T M30AMPOBaHHYIO MocTKanmAAsIpHyIo Al', Toraa kax AT
AaBAeHUs1 7 MM pT. cT. 1 Bbinle n/man ACC 3 ea. Byaa u BbI-
I11e — KOMOUHUPOBAHHY10 npe- u nocmxanuanapuyto Al [1].

AHATOMMA

Jlerkoe UMeeT yHMKanbHOE ABOMHOE apTepuasibHOE KPOBOCHaGKe-
HWE W3 Nero4Hon U GPOHXMANbHbLIX apTepPUi, U, COOTBETCTBEHHO,
[BOVHON BEHO3HbIW OTTOK B NeroYyHble U HenapHyto BeHbl. Kaxayio
NIEroYHyt0 apTePUIO CONMPOBOMXKAAET COOTBETCTBYIOLLMIA GPOHX, U OHM
[enaTcs BMeCTe 10 YPOBHS pPecnuMpaTopHbIX 6GPOHXMON. JlIeroyHble
apTepun OTHOCHTCA K 31aCTUHECKOMY, MW MblLLEYHOMY, TUMY. dna-
CTUYECKHME COCYabl BbICOKO PACTXKMMbl, UMEIOT HU3KOE [JaBNeHUe
BHYTPM npocBeTa. C yMeHblleHWeM AvamMeTpa cocyaa YMcno ana-
CTUYECKMX MEMOBPAH yMeHbLIAeTCs, a rMaAKOMbILEYHbIX KNeTOK —
pacTeT. B KOHUE KOHLIOB, B cocyaax anametpom oT 100 go 500 MKM
3M1aCTUYECKUI CNTION U3 MeIMK UCHESAET, ¥ OHM NpeBpaLlLatoTcs B ap-
TEPUW MbILLEYHOTO TUNA. MHTUMa NEroYHbIX apTepUi NpeacTaBieHa
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TABJIULA 85.1 KomnsieKkcHas KiMHU4YecKasa Knaccudukaymsa
JIerOYHOM FTMNEepTeH3uUu

1.

T.

w

vl

JNlerouHas aptepuanbHas runepTeH3ns
- 1.1. Manonatnueckas
— 1.2. BpoxxaeHHas
— 1.2.1. MyTtauusa BMPR2
— 1.2.2. Apyrne mytauumn
—1.3. MHAyumMpoBaHHas IeKapCcTBamMm U TOKCMHAMM
— 1.4. AccounmnpoBaHHas c:
— 1.4.1. CucteMHbiMU 3a601€BaHUAMWN COEAUHUTESIBHON TKAHU
— 1.4.2. Nudpekymen BUY
— 1.4.3. TopTanbHON runepreHsnen
— 1.4.4. BpoxAeHHbIMW NOpOKaMu cepaua
— 1.4.5. Wncrto3zomo3om
BeHOOKKJII03MOHHAs 60/1€3Hb JIErKUX U/WUAN NEroYHbIn
KanuansipHblA reMaHrMoMaros
- 1.1. Uanonatnyeckas
— 1.2. BpoxaeHHas
— T1.2.1. EIF2AK4 myTauus
— 1.2.2. ipyrue mytaymmu
— 1.3./iHAyuMpoBaHHas NPMEeMOM NeKapCcTB, TOKCMHAMU U
paavaunen
— T.4. AccounmpoBaHHas c:
— T.4.1. CucreMHbIMUK 3a601€BaHUAMN COEANHUTENTbHONTKAHU
— T1.4.2. BUM-uHekumen

. NMepcuctupylowas neroyHas runepTeH3ns HOBOPOXKAEHHbIX
. JlerouHas runepreH3ns BCAeACTBME NATONOMMKN NeBbIX KaMep cepaua

— 2.1. Cuctonnueckas aMcyHKLMs N€BOro Xenyaouka

— 2.2.[lnactonnueckas aAMChyHKLMS TEBOro >Kenyaouka

— 2.3.KnanaHHble NOPOKM

— 2.4.BpoxaeHHasi Unu npuobpeTeHHas 06CTpyKLUMs BXOAHOTo/
BbIXOAHOTO TPaKTa IeBOr0 >KenyAouka U BPOXKAeHHble
Kapauomuonarum

— 2.5.BpoXAaeHHble nNn NpUobpeTeHHble CTEHO3bl 1IEFOYHbIX BEH

. JlerouHas runeprteH3nsa BCcneACTBMe 3a60/1eBaHUN Nerkmnx n/vnm

rMnokcuun

— 3.1. XpoHunuyeckas 06CTpyKTMBHAN 601€3Hb JIerkKnx

— 3.2.VIHTepcTMUManbHasa 60/1€3Hb Nerkmux

— 3.3.4pyrve 3a60neBaHUS NIeTKMUX CO CMELUAHHbIM PECTPUKTUBHbBIM
M 06CTPYKTUBHBIM KOMMOHEHTOM

— 3.4.HapyweHus AbixaHWUsi BO BpemMs CHa

— 3.5.AnbBeonsipHas rMNOBeHTUNALUNS

— 3.6.XpoHunyeckoe npebbiBaHNE B YCJIOBUAX BbICOKOrOpPbS

— 3.7.TlopoKM pa3BUTUSA NEerkKnx

. XpoHuuyeckas TpomM603mM6b60MUeCKan IeroyHas rmnepreHsns 1

Apyrue BuAbl 06CTPYKLNM NEFOYHOM apTepumn
— 4.1. XpoHunyeckas Tpom603M60nMUYeCKas lerouHas runepreHsmns
- 4.2.1pyrne BuAbl 06CTPYKLMN NIEFrOYHOM apTepumn

— 4.2.1. AHrnocapkoma

— 4.2.2. lpyrne BHYTPMUCOCYAUCTbIE OMYXONKU

— 4.2.3. Aptepuut

— 4.2.4. BpoXXJeHHble CTEHO3 1IerOYHON apTepumn

— 4.2.5. Mapa3untosbl (KUCTO3HbIA IXMHOKOKKO3)

. JlerouHas runepTeH3nsaC HesiICHbIMMU WU/MNN MHOXECTBEHHbIMMU

MexaHu3mMamm

— 5.1.Tematonornueckne HapyLeHUs: XpOHUUeCKune
remMoIMTUYeCKMe aHeMUn, mmenonponndepatmBHblie
3a6oneBaHNA, CNAEHIKTOMUSA

— 5.2.CuctemMHble 3a60neBaHMs: CAPKONA03, NeroYHbIN TMCTUOLNTO3,
NMMMaHrMonenoMnomaros, Hempopunbépomaros

— 5.3.Meta6onunueckune 3a6onesaHna: 601e3Hb HAKOMIEHUSA
KonnareHa, 6onesHb lowe, 3a60neBaHMS LWNMTOBUAHOM Xene3bl

— 5.4.[Ipyrue: onyxonesas TpoM60THMYECKA MMKPOAHrnonaTus
nerkux, pubéposnpyrowmMn MmeamacTMHUT, XpoHUYeckas
noyeyHas HeAOCTaTOYHOCTb (C AMANN30M MU 6e3 Hero),
cerMeHTapHas JieroyHas runepreHsus

BNY — Bupyc nmmyHoaedmumnta Yenoseka.
[Galie N, Humbert M, Vachiery J-L, et al. 2015 ESC/ERS Guidelines for the diagnosis
and treatment of pulmonary hypertension. Eur Heart ) 2016;37:67.]

OAHWM C/I0EM 3HAOTENNOLMTOB U MX 6a3anbHOM MeMbpaHoi. AaBEH-
TULMSA COCTOUT U3 NIIOTHON COEANHUTENBHOM TKaHK, HanNpsMyo CBS-
3aHHOM C NepnBPOHXMaNbHbIM COEANHUTENBHO-TKAHHBbIM GYTASPOM.
ApTepun MbllleYHOro Tuna nMmetoT 500 MKM U MeHblLE B AMameTpe,
1 XapaKTePM3YTCS HaIMYUEM MbILLIEYHOTO CPEAMHHOTO CNOos, orpa-
HUYEHHOrO BHYTPEHHEW U BHELUHEW 31aCTUYECKUMU MEMGPaHaMU.
ApTEpKHoNbl 1 NPEKanUINSpbl, UMeOLWME BHELIHUI AMAaMETP MeHee
100 MKM, COCTOAT TONbKO U3 TOHKON MHTUMbI U €AUHCTBEHHON 3na-
CTUYECKON MeMbpaHbl. ANbBEONSIPHbIE KanuANsapbl BbICTNaHbl He-

NPepbIBHLIM CNIO0EM 3HAOTENMUS, N0 KOTOPbIM HAXOAWUTCS HENPepbIB-
Has 6a3anbHas meMbpaHa, U KOTOpbI MecTaMu CBA3aH C paccestH-
HbIMW NepULUTaMK, PACNONOXEHHBIMU NOA HEW. JleroyHble apTepun
M apTepUobl PacnoNOXKeHbl B LEHTPE AblXaTebHbIX €AUHUL, U Aa-
0T HaYano NpeKkanuISpHbIM apTepuosamM, OT KOTOPbIX Kanuanspsbl
Jly4amMu PacxoasiTcs BHYTPU CTEHOK anbBeos. ANbBEONSPHbIE Kanu-
NnApbl 3aTeM co6upatoTca Ha nepudepumn aLuHyca U ApeHnpyloTes
B BEHY/bl, PACMONIOXXEHHbIE B MEX0/bKOBbLIX U MEXA0NEBbIX Cen-
Tax.

Cuctema 6pOHXManbHbIX apTePUt KPOBOCHAGKAET AblXxaTesbHble
nyTW. BpoHx1anbHble apTePUM PA3BETBASIOTCS B KaNUINSPHYHO CETb,
APEHMpYIOLLYIOCS B 6POHXMalbHbIE BEHbI; YHaCTb U3 HUX B HOPME He
MMeeT KPOBOTOKA M IPEHMUPYIOTCS B IEFOYHbIE BEHbI, OCTaNlbHble —
B CMCTEMHOE BEHO3HOE pycno. TakMM 06pa3om, cuctema GPOHXHM-
anbHOro KPOBOCHAGXKEHMA NpeacTaBnseT co6oM GpU3nonornyeckoe
LUYHTMPOBaHWE KPOBU cripaBa HaneBo. B HOpMe, KPOBOTOK MO AaH-
HOWM cucTeMe cocTaBnseT npumepHo 1% oT cepaevHoro Bbibpoca
(CB), 1 BO3HMKaloWas B pesynbrate coOpoca gecaTtypauus KpoBu
B IeBOM Npeacepann o6bl4HO He3HayuTeNbHa.

MATO/IOTMYECKAS AHATOMMUSA

Pa3nnyHble naTonornyeckne YepTbl xapaKkTepuayloT padHoobpasmne
rpynn JIT. Mpu JTAT natonornyeckui npoLecc 3atparmBaeT raBHbIM
06pa3om gucTanbHble nerovHble aptepun (< 500 MKM B AnameTpe),
W ONS HEro XapaKTepHbl: TMNepTpodura MeananbHOro cnos, Nponu-
depauma n Gnbpos (KOHLLEHTPUYECKUN, IKCLLEHTPUYECKMI) UHTUMBI,
yToNWeHWe aABEHTULUM C YMEPEHHOW MEPUBACKYNSPHOM BOCNanu-
TeNbHON MHGUNBTPaLMEN, KOMMNIEKCHbIE NOBPEXAEHUS (NneKkcrudop-
MHbl€ UBMEHEHUS, Aunatauunn) u obpasoBaHne TPomM608B (puc. 85.1).
Y nauuneHToB ¢ JIA[ MOXXeT pa3BUTbCA 3HAYMMOE pemMojennpoBa-
HUe 6pPOHXMasbHbIX apTepui. NMoJo6HbIE UBMEHEHNUS B CUCTEMHbIX
apTepusax MOryT GbiTb MPUYMHOM 3MM30A0B KPOBOXapKaHbs, U 60-
nee 4yacTo HabnaalTcs y nauneHToB ¢ JIAI — HocuTenen mytaumm
BMPR2 [2].

JleroyHble BeHbl 06bI4HO MHTaKTHbI Npu JIAT, Toraa Kak npu se-
HOOKJI03MOHHOW 60ne3HU nerkunx (BOBJ1) cenTanbHble BEHbI U Npe-
cenTasbHble BEHy/bl BOBEYEHbI B MATONOMMYECKUIA MpoLecc ¢ pas-
BUTUEM OKKJIO3UIN BCneacTBue GUOPO3HBbIX UBMEHEHWI, MYCKYNS-
pu3aunen BeH, HepaBHOMePHOM nponudepaunen Kanunnapos,
OTEKOM JIEMKMUX, CKPbITbIMU a/lbBEONIIPHBIMU KPOBOTEYEHUAMMU, AN-
narauuen iMMbaTU4ecK1x CocyoB U yBenndyeHmeM numbaTtuyecKmx
y310B (BCNeACTBME COCYAUCTON TpaHchopmaLumMu CUHyca), Bocna-
NUTeNbHBIMU UHGUABTpaTamu. MNMpu BOBJ1 B AUCTaNbHbIX 1€MOYHbIX
apTepusix pa3BMBaloTCs runepTpodus Meamu, GUGPO3 UHTUMBI, U, He-
TUMUYHO, KOMMIEKCHbIE (MNeKcnPopMHble) NoBpexaeHus. Ana BOBJ1
TUMUYHO paclMpPeEHME aNlbBEOSIAPHbBIX KanWANSpoB, UX NepenosHe-

PUC. 85.1 lMnexcndopmHble NOBPEXAEHNS Y NALNEHTOB C NEr04HON apTepnanb-
HOW rUnepTeHsuei.



HWe 13-3a 06CTPYKLUUM OTTOKA KPOBM, U MOXKET Jaxe pa3BUTbCS
BblpaykeHHas nponudepauns cocyioB, NPUBOAALLAA K Pa3BUTUIO
NnoBpPEXAEHWUM NO TUMNY NEFOYHOI0 KanuansgpHoOro remaHrmomartosa
(JTKT). TeKkywme paHHble NnokasbiBatoT, 4To BOBJ1 v JIKT, paHee cyu-
TaBLIMECS Pa3HbIMU COCTOSHUSIMU, ABASIOTCS, MO CYTU, NposiBfe-
HUSIMW OAHOTO M TOTO e npoLecca. U, 1eNCTBUTENBHO, B KIWHU-
KO-MOpPdONOrMYeCcKMX uccnefoBaHusx Obi MOKa3aH 3HAYUMBbIN ne-
pPEKpPecT rucToNiorMyeckmnx nameHenunn npu BOBJT u JIKI, a ux
KIMHUYECKMNE U PEHTIFEHONIOrMYECKUE YePTbl NPaKTUYECKKU He OTNU-
yanucb. MpeactaBneHunto 06 o6Len NpUpoae 3TUX COCTOSHUI [0-
NOSIHUTENbHO NPUAAET 3Ha4YEHWE HelaBHEE OTKPbITHUE, YTO MyTaL s
reHa EIF2AK4 aBnseTcq OTBETCTBEHHOMW 3a HacneACTBEHHble dop-
Mbl Kak BOBJ1, Tak 1 JIKI, go6aBnsieT 3Ha4MMOCTH NpeaCcTaBAEHUIO
06 ux obwen npupoge [3].

[Ona NI BcneacTeme NaTonorny NeBbIX Kamep cepala xapakrep-
Hbl PaclWMpPeHMe U YTONLEHNE CTEHOK NErOYHbIX BEH, AnNaTauus ne-
FOYHbIX KanuNIsSpoB, UHTEPCTULMANbHBIN OTEK NEMKKUX, aNlbBEONISPHbIE
KPOBOM3NUSAHUSA U YBENMUYEHWE TMM]ATUYECKMX COCYAO0B M y3/10B. B anc-
TaNbHbIX IEFOYHbIX aPTEPUAX MOXKET Pa3BUTLCA rMNepPTpodUa MeLun
n Gu6p0o3 MHTUMBI. Mpu JII BcheacTBMe XpoHMYECKUX 3aboneBaHuin
NEerkmnx u/Mnu rmnoKCUn NaTonornyecKkme M3MeHeHUs BKIOYaoT M-
nepTpoduio MefanbHOro cnos U nponudepaumio UHTUMbI C PasBUTH-
eM 06CTPYKLMM AUCTaNbHbIX NErOYHbIX apTepuin. MOryT Takxe pa3Bu-
BaTbCs Pa3/IM4HON CTEMEHM BblPaXEHHOCTU AECTPYKTUBHbIE U3MEHE-
HWS COCYAMCTOro pycna B 30Hax ambusembl U Gubpo3a nero4yHomn
TKaHMU.

Mpu XTA/T opraHM3oBaHHble TPOMObI TECHO NPUIEratT K Meau-
anbHOMY C/IOK0 apTepPManbHON CTEHKM JIErOYHbIX apTepuit anactuye-
CKOro TUMna v 3aMellaoT HOPManbHYO MHTUMY. TU TPOMObLI MOTyT
MOJSTHOCTbIO MEPEKPbITb MPOCBET UK BbI3BATb CTEHO3 PA3/IMYHON CTe-
neHun, cbopmMmnpoBaThb CETKY MM TAXM BHYTPU NPOCBETa cocyaa. B He-
OKKJI03MPOBaHHbIX 061aCTAX MOXET Ppa3BUTbCA apTepuonaTus, He-
otnndnmasn ot JIAT (BKJIloHas CNoXHble noBpexaeHus). MoryTt Bo3-
HWKaTb KonnaTepasnu NeroyHbIX apTepuit ¢ CoOCyaammn CUCTEMHOWM LMp-
Kynaummn (6pOoHXUanbHbIX, MeXpebepHblx, AnadparmManbHbiX U KOPO-
HapHbIX apTepPUI), KOTOPbIE, MO MEHbLUEW Mepe, YaCTUYHO KPOBOCHa6-
YKaloT 30Hbl, PacnosioXKeHHble AUCcTalibHee MONHOM OKKo3uu [4].
Ipynna 5 JII (cm. Ta6n. 85.1) npeactaBneHa reTeporeHHbIMU COCTO-
AHUAMM C PA3IUYHbIMKU NATONOTMHYECKMMU UBMEHEHUAMM, HEACHBIMU
UM MHOXECTBEHHbLIMW MeXaHU3MaMu PasBUTUS.

NMATo®U3MoONOrua

B ocHoBe pa3sutus JII' nexaT MHOXXeCTBeHHble natodusnosnoruye-
CKME MexaHU3Mbl, MpU 3TOM gncbanaHc Mexay Ba30KOHCTPUKLMEN
W Baszoaunataunen, TpoM603, KneToyHaa nponudepaums u pemo-
[leNiMpoBaHne CTEHOK JIErOYHbIX apTepuit MPUBOAAT K NOBbILIEHWIO
JICC [5]. Kak Mbl o6cyxaanv paHee, B NpoLLeccbl peMoaenupoBa-
HWS IeroYHbIX COCYA0B BOBJ/IEKAKOTCA MHTUMA, Mefna U alBEHTULKA
MENKUX NeroyHbix aptepun (anametpom < 500 MKM); BCe TUMbI KJle-
TOK (3HAOTENUOLMTBI, rMafKoMbIWeYHble KIETKU U GrnbpobnacThl),
TaK Xe KaK U KNeTK1 BocnaneHns u TpoMOOLMTbI MOTYT UrpaTtb 3Ha-
4YUMYIO POJib B PasBUTUM AaHHOro npouecca. JleroyHas Ba30KOH-
CTPUKLMA paccMaTpMBaeTCs B KAa4eCTBE PaHHEr0 KOMMOHEHTa pas-
BUTUA JII. Ype3amepHas Ba30KOHCTPUKLMSA CBA3aHa C aHOManuen
YHKLMM MM KONMYECTBA MOHHBIX KalMEBbIX KaHaN0B U 3HA0TENN-
anbHoOM anchyHKuMen. 1na nocneaHen xapakTepHo HapyLleHue npo-
OYKLMK BazoannaTatopos — okcuaa asota (NO) u npocTauuKkimHa,
BMeCTe C U36bITOYHON IKCIPeccHen Ba3OKOHCTPUKTOPOB, TaKMX Kak
3HAOTENUH-1 [6]. MHOrMe 13 3TUX HapyLWeHMI 1 NOBbIWAOT COCYAM-
CTbIM TOHYC, M CMOCOGCTBYIOT PEMOAENNPOBAHMUIO COCYA0B, MO3TOMY,
NIOTUYHO, ABASIOTCA MULLEHBIO A5 GapMaKOIOrM4ecKoro AencTeus.
MNocneaHne reHeTU4eCKUe M NAaToPU3NONOTMHECKUE UCCeJoBaHNA
JIT aKueHTUpYyIoT BHUMaHKe Ha ApYr1x MeaunaTtopax, Takux Kak aH-
rMOMO3TUHbI, CEPOTOHMH, 6ENKN MOpdOoreHe3a KOCTHOM TKaHu 1 dak-
TOpbl pocTa: dpakTop pocta TpomboumnTos (PDGF), dakTop pocTa du-
6po6nactos (FGF), anngepmanbHbin daxkTop pocta (EGF) n cynep-
cemeicTBO TpaHchopmupylouero daktopa pocta-f - (TGF-B).
AHOMasIbHbIV NPOTEONIN3 IKCTPALLE/UTIONAPHOrO MaTpUKca, ayTonuMm-
MYHHbI€ NPOLeCcChbl ¥ BOCNaneHne, BEPOATHO, TaKe BHOCAT BKNaj
B natodumauonoruio JII, U B HacTosLLee BpeMs pacTeT 06bem nute-
paTypbl, MOCBALEHHOW PO/ib LUTOKMHOB U XEMOKMHOB B MpoLecce
pemMoAenMpoBaHUs Nero4Hbix cocynos [7].
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FTEHETUKA

ViavoniaTi4yecKkoii Aero4HOV apTepUaAbHON TUIepTeH3Nen
(MIAAT') Ha3bIBatoT 3a60AeBaHUe, €CAVI OHO pa3BUBAETCS CIIO-
PaAUYecKy B OTCYTCTBYE M3BECTHBIX TPUTTEPHBIX (PaKTOPOB.
B 1954 1. D.T. Dresdale 1 coaBT. ormcaAm IepBbIi CAyJaii ce-
MetiHOI AAT 1 IPOA@MOHCTPUPOBAAN CYIIIeCTBOBaHMe Ha-
CAEACTBEHHBIX popM 3ab0reBarMsL. C TeX IIOP OMMCaHO MHO-
JKECTBO TaKIMX CAYy4aeB, ¥ YCTAHOBAEHO, UTO BPOXKAeHHas/
cemerinast AAI HacaeayeTcs 110 @y TOCOMHO-AOMUHAHTHOMY
TUITY C HETIOAHOI TIeHETPaHTHOCTBIO (6OAE3HB, B CBOIO OUe-
peAb, pasBuBaercst IpuMepHO vy 20% HOCUTeAell MyTalun).
Bo3MOXHBIN (peHOMEH I'eHeTHMYeCKOTO OXMAAHMUSA, Xapak-
TepU3YIOIIMIACS CYIIIeCTBeHHBIM CHMKeHMeM Bo3pacTa Ha-
Jara GOAE3HM B KaXKAOM ITOCAEAYIOIEM TIOKOAEHWM, AAL
BpOXAeHHOT1 / cemetiHOM dopmbl AAT He oaTBepAMACs [8].
B 2000 r. 6bIA MAEHTUPUINPOBAH IIPEAPACIIOAATAIOIINIT K
passutuio AAI ren, BMPR2 (BMP perneritop tnma 2). 9ToT
reH pacIioAOKeH Ha AAMHHOM Ilaede 2 XpoMocoMbl (2q31-32)
n xoaupyert perernrrop Tura Il (BMPRII), mpuHaasexarmmit
cyniepcemerictsy TGF-B. Perierrop BMPRII BoBAeueH B 11po-
1IecChl peryAMpoBaHms pocTa, AuddepeHIMPOBKA 1 alloll-
TO3a YHAOTEAVAABHBIX VI MBIIIIEYHBIX KAETOK AETOYHBIX ap-
Tepuii. B cayuasx, koraa AAI' HocuT ceMelfHBIX XapaxTep,
MyTanyim reHa BMPR2 onpeaeastiorcst 6oaee ueM B 75% cay-
4aes [9]. OHM MOTYT TaxKe GBIT BHISIBAEHBI IPUMEPHO OT 15
A0 20% ranmeHToB co criopaanydeckumu caydasmu AAT. Ha-
6A10AeHMe 3a manmenTamMut AAI ¢ AMYHBIM AU CeMeTHBIM
aHaMHe30M HaCAeACTBEHHOI reMOpparnieckoi TeaeaHrmo-
SKTa3UM IIO3BOAMAY VAEHTUULIMPOBATH APYTHe F'eHbl, BOB-
AedeHHble B passutie AAI, a MMEeHHO, aKTUBIH PeLeNToOpo-
nopobuyto Tuma Il kunasy 1 (ACVRLI uan ALKT) u suAOT-
AuH (ENG). boaAee TOro, OBIAM BBISIBAEHBI MYTaIlUN B APYTUX
redax (Hanmpumep, BMPRI1B, CAV1 u SMADSY), xoTopsle
BcTpeyvaloTcs 3HaunTeAbHO pexe. K caosy, ALK1, ENG n
Smads 6eakn BoBaedeHbI B curaaAbHble iyt TGF-f. TTaro-
Aormdeckyie M3MeHeHMsI IOHHBIX KaHAaAOB, BbI3BaHHbBIE MY-
tanyen reHa KCNK3, 6b1Au MAeHTUPUIMPOBAHLL IIPU Ce-
MeNHBIX U MAMOIIaTIIecKnX caydasx AAT; Takum obpasom,
BIIepBBIe OBIAO TIOKA3aHO, YTO HACAEACTBEHHAsI DOAE3Hb MO-
JKeT BKAIOYATh (paKTOphl, IO-BUAMMOMY, He3aBUCUMBIE OT
curaaAbHBIX yTett TGF-B [10, 11]. TToao6H0 MIAAT, HacAea-
cTBeHHas1/cemeiiHas AAI mopaxaeT XXeHIIMH B ABa pasa
Jarre, yeM My>XX4mH. Heo6XOAMMO OTMETUTh, UTO HOCUTe-
An myTtauyy BMPR2 K MOMeHTY 11octaHOBKM Anartosa AAT
MOAOXe TIO BO3PACTY, ¥ MMEeIOT b0Aee TsKeAble HapyIeHNs
remoarHamuku (Boinie cpAAA, vmxe CB, amxe ACC, u Hu-
JKe BepOsATHOCTb IIOAOXKUTEABHOI'O OTBETa Ha OCTPYIO Baso-
Amnaaranmio). CaeaoBaTeAbHO, HOCUTeAN MyTauyy BMPR2
BEpOSITHO yMUPpaIOT paHbille, 4eM Auiia ¢ VIAAT, n nmeror
OOABIIYIO BEPOSITHOCTBIO TIOABEPTHYTHCSI TPAHCIIAQHTAIIVN
Aerkmx [12]. B Hacrosiiee BpeMs peKOMEHAOBaHO IIpeAAa-
raTh reHeTMyeckoe KOHCYABTMpPOBaHME YA€HAM ceMeli Ia-
IIMEeHTOB ¢ HacAeAcTBeHHOI / ceMeitrort AAT [13]. YUaensr ce-
Meli MOTYT OBITb IIPOBEPEHbl Ha HaAW4YMe IIPUIMHHBIX MY-
Taruii (ecAu OHa GYAET BBISIBAEHA); TEKYIIE MCCAEAOBAHIS
IIBITAIOTCS MACHTU PUITMPOBATD Ay UIlVie METOABI CKPMHMHIA
AAT Ha HOCUTEABCTBO aCMMIITOMHBIX MyTaruii [14]. Maan-
BUAYYMBI, Y KOTOPBIX BbISIBA€HBI HpWIMHHBIe AAST AAT MyTa-
LM, ¥ POACTBEHHUKM T1epBOJ AMHMM IALIMEHTOB C HACAEA-
crBeHHOM AAI AOAXKHBI €XKETOAHO ITPOXOAUTDH IXOKapPANO-
rpadumro [1].

Apyrue HacreacTBeHHBIe ¢opMbI Al € perieccBHBIM TH-
IIOM HAaCA€AOBaHUS OBIAV ONMMCAHHI y manyeHToB ¢ BOBA/
AKT. VIcIoAb3Ysl MeTOAMKY CeKBeHMPOBaHMs IOAHOTO FeHO-
Ma, obHapy>XeHO, 4To perieccusHast myTarust EIF2AK4 (Tak-
ke HaspiBaeMoro GCN?2) cssizana ¢ BOBA /AKT no AaHHBIM
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BCeX MICCA@AOBaHMIA B ceMbsIX BO «DpaHITy3CKOM HallIOHAADB-
HOM peructpe» (French National Registry). bu-aareapHas
myTtamys EIF2 AK4 Taxoke 6piaa BbIsiBA€HA B 5 113 20 TUCTOAO-
I'MYeCKM TOATBeP>KAEHHBIX criopaandeckux caydaes BOBA /
AKT. Bce MyTaliuy, roMO3UIOTHBIE MAM KOMIIayHA-TeTe-
PO3WUTOTHBIe, HapyIaAu ¢YyHKIMOHUpOBaHMe reHa [15].
EIF2AK4 xopupyeT cepUH-TPEOHMH KMHA3y, IIPUCYTCTBY-
IOIIYIO Y BCeX 3YKapMOTOB, KOTOPasl MOXXeT MHAYIIUPOBATh
M3MeHEeHNs SKCIIPeCcCU FeHOB B OTBET Ha AMIIIeHUe KAeTKM
aMUHOKMCAOT. [TaTodmsmororndeckue cBsa3m MeXAy O1-ax-
AeapHOM MyTanmeit EIF2AK4, mpuBoasiieii K morepe pyHK-
LMY KOAMPYEMOro beAKa, ¢ IpoAndeparyeii KAeTOK 1 pe-
MOAEAVIPOBAaHIEM COCYAOB AETKMX, OCTAIOTCST HESICHBIMY [3].

rEMOAMHAMUKA

AAsI A€TOYHOTrO KPOBOTOKA XapaKTepeH OOABIION 06BeM
IIpM HM3KUX AABAEHMM UM colpoTmBAeHmu. HopmaabHoe
cpAAA B mIoKxoe coctasasieT 14,0 + 3,3 MM PT. CT., U AQHHOE
3Ha4eHNe He 3aBUCUT OT IIoAa U packl. Ha nokasaTeas cpA-
AA B 1I0KO€ OKa3blBaeT He3HaUMTeAbHOe BAUSHIE BO3pacT (B
Bospacte < 30 aer 12,8 + 3,1 MM pT. cT.; Mexay 30 n 50 ro-
aamn 12,9 + 3,0 mm pr. ct1.; > 50 aet, 14,7 = 4,0 MM PT. CT.).
Wrtaxk, B HOpMe cpAAA B oKoe MpaKTUIeCKN He 3aBUCUT OT
BO3pacTa M peAKo IpesblniaeT 20 MM pT. cT. B cooTBeTcTBIE
¢ Texynmmy pexomenaalmsaimu, Al' orrpeaeasteTcs kax cpA-
AA 25 MM PT. CT. U BBIIIIE B IIOKO€, HO AASI AYUIIIero IoHuMa-
HUSI €CTECTBEHHOTO PasBUTUSI COOBITUI Y MAIMEHTOB ¢ CpA-
AA ot 21 A0 24 MM PT. cT. TpebyeTcst 6OAbIIIe ICCAEAOBAHMUIA.
AT cunraercsa mpexanmaaspHoii, ecam ASAA coctasasieT
15 MM PT. CT. MAM HIKe; U IIOCTKAIIMAASIPHOM, ecan ASAA
BBIIIIE 15 MM PT. CT.; AU KOMOMHMPOBAHHOIA IIpe- 1 IIOCTKa-
IIMAASPHOM, KaK OIMCBIBAAOCEH paHee.

Beanumna cpAAA Bo BpeMsl dpu3MUecKoit HarpysKu 3a-
BUCUT OT ee MHTeHCUBHOCTH 1 Bo3pacTa laruenTa. [Ipy ams-
Koii ¢pusmdeckoit Harpyske BeamunHa cpAAA cocraBaseT
19,4 + 4,8 MM PT. cT. y Anir MoAoXe 50 AeT B CpaBHEHMM C
anmamu 50 aet u crapiie — 29,4 + 8,4 MM prT. cT. Beanun-
Ha cpAAA cBs3aHa ¢ BO3pAacTOM M 4acTo IpesbiraeT 30 MM
PT. CT., OCOOEHHO Y IOXMABIX MHAUBMAYYMOB; 9TO A€AAEeT
TPYAHBIM OoIlpeAeAeHre HOpMbl cPAAA Bo BpeMmsl dpusmye-
cKkoii Harpysku. C y4eToM 9TUX OOCTOSATEABCTB, Auaraos Al
MHAYLIMPOBAaHHOM (pU3MYECKOil HArPy3KOii, 6bIA OTMeHEeH B
2008 r. B CBsI3U C HEAOCTATOYHOCTBHIO AOKa3aTeAbCTB. IToAy-
YeHHbBIe C 9TOIO BpeMeH! AaHHble I10Ka3aAl, YTO BepXHUI
IpeAeA HOpMaAbHOTO cooTHOIIeHUs: CPAAA ¢ IIOTOKOM co-
CTaBAsIeT 3 MM PT. CT./A/MUH C y9eTOM PaCTKMMOCTY Pe3y-
CTUBHBIX COCYAOB, COCTABASIOIIEN, IPY HEOOXOAMMOCTH, OT
1 A0 2% B AMaMeTpe Ha MM PT. CT., i 60Aee BBICOKOE AaBAe-
HIIe aCCOLMMPOBAHO CO CHIDKEHVEM TOAEPAaHTHOCTHU K PpU3U-
4JecKoil Harpyske. VIHAyIMpoBaHHas pU3MIeCKO Harpys-
xort AI' MoxeT, Takum 06pa3soM, BHOBb IOSIBUTHCS B Kade-
CTBe BO3MOJKHOM KAMHIYECKOM eAMHUIIBI C OIIpeAeAeHHBIM
JusmorOrmIecKM CyOCTpaTOM, HO OCTAeTCsI IIPEAMETOM I3-
yUeHsI, [ToKa He GYAET M3BECTHO OOABIIIE O ee eCTECTBEHHOM
TeYeHUN.

ConpoTuBAeHre KPOBOTOKY HOPMAaABHOI'O AETOYHOIO
COCYANCTOTO pycaa cocTaBaseT MeHee 10% OT cuCTeMHOTO,
YL MOeT OBITh BBIUVMCAEHO KaK COOTHOIIIEHVE [TAA€HUSI AaB-
AeHMsI (B MM PT. CT.) K CpeAHeMy KpOoBOTOKY (B A/MuH). ACC
MO>KHO BBIYMCAUTB 110 popMyae (cpAAA — ABAA)/CB, Tor-
Aa Kak obmree aerouHoe conporusaerne (OAC) coorsert-
crByeT otHoIeHno cpAAA /CB. CooTHoIIeHE MOXKHO yM-
HOXUTDb Ha 80 AAsI BBIpaXkKeHMsI pe3yAbTaTa B AMH-CEK-X CM~
>, MAU BBIPA3UTh B MM PT. CT./A/MuH (ea. Byaa). B Hopme y
B3pocabix n3MepeHHoe ACC cocraBasieT 67 + 23 AMH-ceK-X

M (mam 1 ea. Byaa). @usnoaormaeckue koaebanmst ACC
n OAC, BAnsHMe Ha HUX PU3MYeCKOli HarpysKu, Bo3pacra
M IIOAOKEHNS TeAa OCTAIOTCSI IIPEAMETOM CIIOPOB Ha IIPOTsI-
JKeHnym MHorux Aet. B moaoxenym aexa ACC y Anil MOAO-
xe 24 aet, oT 24 A0 50 AeT, oT 51 A0 69 AeT u 70 nAuU crapiie
AeT cocTaBasieT 61 + 23, 69 + 28, 86 + 15, m 90 + 39 AuH-cex-Xx
cM™ coorsercrBerHo. Cootercrytomue nokasarean OAC
cocTaBASTIOT 165 + 50, 164 + 46, 226 + 64, 1 223 + 45 AnH-cex
x cM™°. Bo BpeMsI yMepeHHO (pU3MIecKoil Harpy3Kul y AUIL
50 1 moroxe AeT 85% nosbiiienne CB corrpoBoxaaercs 25%
camxenneM OAC n 12% — ACC. B Bospacte ot 51 a0 69 3Ha-
unmbix n3MeHeHnt BeanunH OAC u ACC Bo BpeMst pusude-
CKOJI Harpy3KM BEIIBAEHO He 6BIA0. Y MHAUBMAYYMOB 70 AeT
u crapire OAC MoXeT AaKe MOBBITIATEC Ha 17%, Toraa Kak
ACC 3Haummo He m3MmensieTcs. [Ipu 60Aee BBICOKOM ypOB-
He ¢pusudeckoii Harpysku OAC 1aaaeT Bo Bcex BO3paCTHBIX
rpyImmax.

KJIACCUDUKALUA NNETOYHOM
TMMNEPTEH3UU

Kannnvecxast kaaceuduxanmys Al 6p1Aa cOBceM HeAQBHO ITe-
pecMoTpeHa B pekoMeHAaImax European Society of Cardiol-
ogy (ESC) u European Respiratory Society (ERS) 2015 r. u
mpeAcraBAeHa B Taba. 85.1 [1].

pynna 1. JlerouHas aptepuanbHas
runepreH3sus

V3MeHeHUs B KAacCUpUKAIVIO OBIAY BHECEHBI, YTOOBL OT-
PasUTh SBOAIOLMIO B3TASIAOB Ha KAUMHUKY M MOPQOAOTUIO
AAT. AAT caeayeT paccMaTpuBaTh He Kak 3aboAeBaHUe, a
KaK OAMH U3 M3MepsieMbIX IapaMeTpoB (IIOBBbIIIIEHHOe AaB-
AeHMe B AeTOYHOIi apTepui), AeXallluii B OCHOBe AeTOYHOM
BaCKyAOIIATUM, AASL KOTOPOJ HEOOXOAMMO elIlle YCTaHOBUTD
COOTBETCTBYIOIIYIO KAMHMYECKYIo dopMy. Kamnmaecxmi
OTIBIT U OGUITMaABHBIE PEeCTPHl AEAAIOT BCe OOAee SICHBIM
TOT ¢aKxT, uTO 60Ae3HM, BXoadmye B rpynny 1 AAT, Taxue
KaK BpoxxaeHHbIe ITopoku cepatia (BI1C) man cucremHsle 3a-
60AEBaHNST COEAVHUTEABHOI TKaHM, CYIIIeCTBEHHO OTAMYA-
IOTCSI 110 AeMOTpadu, KAMHUYECKUM ITPOSIBA@HUSIM U MICXO-
Aam. Yacrora Bcrpedaemoctyt AATL rpymst 1 cocraBasieT ot
15 A0 50 cAydyaeB Ha MUAAMOH.

MpuumHbI

HNduonamuyeckas 1e204HAA apmepUuaavHasa
zunepmeH3us

Panee Ha3pIBaBIIIasICS IEPBUYHON AETOYHON TUIIEPTEH3MeI]
(TTIAT), MUAAT — 570 peaxoe 3ab0AeBaHMe HEV3BECTHOM STH-
OAOTHM, KOTOPOe, 110 AQHHBIM CYIIeCTBYIOIIMX B HaCTOsIIlee
BpeMsI PeruCTPOB, SIBASETCS HanboAee pacpOoCTpaHEeHHBIM
tunom AAT rpymmst 1. VIAAT npeacrasasteT coboit criopa-
AMYECKOI 3a60A€eBaHIIe, IIPU KOTOPOM OTCYTCTBYIOT Kak ce-
MmetiabI aHamMHe3 AAT, Tak 1 m3BecTHble dpaxTOphl pucka. K
passuTnio IAAT mipeapacroAoXeH KeHCKumit oA (2 : 1 B pe-
ectpe NIH, 4 : 1 B Texy1iem peectpe REVEAL). HecmoTtpst Ha
TO, YTO CPEAHNI BO3pacT Ha MOMEHT YCTaHOBAEHNS AMarHO-
3a cocraBya B peectpe NIH 37 AeT, 1 B 60Aee HeaaBHIUX pee-
crpax 6s1A paseH npuMepHo 50 roaam, VIAAT mMoxert nopa-
JKaTb AeTeil ¥ B3POCABIX Ha BOCBMOM AECATKe XKM3HU.

HacnedcmGBeHHasi 1e204HAA apmepuaaibHas
2unepmeH3us

Kax coobrmaroch, HacaeacTBeHHyI0 Tpupoay Al mmeror
npumepHo oT 6 A0 10% mnanmentos ¢ AAI. I'eHernaeckne
acrieKTsl HacAeAcTBeHHON AAT 06cy>XKA€eHBI paHee.



JlezouHas apmepuasivHaAsi zunepmeH3usl,
UHOYUWUPOBAHHASI MOKCUHAMU U JleKapcmBGamu

Accoumanms MeXAy aHOpeKTMKaMM (AeKapcTBaMM, II0AQ-
BASIOIIVIMM aTIIeTUT, KOTOpPBIe IIOBBIIMIAIOT ITPOAYKIINIO,
BBICBODOXKAEHIE CepOTOHMHA ¥ OAOKMPYIOT ero obpaTHBbI
saxsar) 1 AAI' 6blAa IepBOHAYaABHO ycTaHOBAeHA B 1960-
X IT., KOTAQ IIOCAe IIpMMeHeHMsl aMMHOpeKkca ¢pymapaTa B
Espore HabAtoaaAm smmaemuio VIAAT (Toraa HocuBITIe T Ha-
spanme [1ATD). B0 moxasaHoO, ITO MCIIOAB3OBaHME CTPYK-
TypPHO POACTBEHHBIX TOMY IIpeliapaTy BeIllecTB, TaKMX KaK
dendaropamus, aexceHpaopaMuH U GeH3PAIOOPEKE, B
1980-x, 1990-x, 1 2000-x rr. TaKk>Xe acCOIMMUPOBAAOCH C Pas-
ButneM AAT, 11 ¢ 5TOro BpeMeH! OHM OTO3BaHBI C phlHKa [16].
DNUAEMUOAOTMYECKe MCCAEAOBAHNS CBSI3bIBAIOT pa3sBUTHE
AAT TaxoKe c MCIIOAB30BaHMEM PaIICOBOIO MacAa, L-Tpurro-
dana, nHTEpdepoHOB O U B ¥ 3aIIpelieHHbIX IIperapaTos,
TaKMX Kak MeTaMdeTaMiHbL. HeaaBHO ObIAO ITOKA3aHO, UTO
c passutueM AAT TakXe CBsI3aH MHIMOUTOP TUPO3WH-KIHA-
36l AasaTyHUO [17]. C MoMeHTa 0A0OpeHNs1 Aa3aTuHMbA B HO-
s6pe 2006 r. 110 30 cenTAGPs1 2010 I. BO «@paHITy3CKOM HaIW-
oHaArbHOM peructpe» (French National Registry) 6bia0 BbI-
SIBA€HO AeBATH cAydaeB passutusi AAI' cpean marmeHToB,
AedYeHHBIX Aa3aTMHMOOM, ITO COOTBETCTBYET OIleHeHHOI! Ja-
crote passutus 0,45% cpeau aIeHTOB, IIOABEPTIIIXCS €TI0
AevicTBuIO BO @paHIun. YAydllieHre 0ObIYHO HACTYIIAAO II0-
CAe IIpeKpallleHNs MCIIOAb30BaHMs IIperapara. B HeaaBHMX
SKCITEPMMEHTAABHBIX VICCAEAOBAHMSAX OBIAO ITOKa3aHO, UTO
AQ3aTUHUO BBI3BIBAET TOKCHMYIECKOe ITOpakeHVe COCYAOB AerT-
KIX M [I09TOMY IIpeapaciioaaraeT K passuruio Al [18].

JleroyHas apTepuanbHasi FrMNepTeH3usi, acCOLUMMPOBaHHas C CU-
CTeMHbIMU 3a60N1eBaHUAMU COeAUHUTENbHON TKaHKU. PacnpocTpa-
HeHHOCTb JIAT Bbllwe y NauneHToB ¢ 3a60/1IeBaHUSMU CKIepoaAepPMU-
YeCKOM rpynnbl, XOTS OHa MOXET BCTpevaTbCs Npu Nto60M CUCTEM-
HOM 3a60neBaHnn COeANHUTENbHON TKaHW. B ABYX NPOCNEKTUBHbIX
nccnefoBaHUsX C UCNOb30BaHMEM 3XOKapanorpadum B KadecTse
CKPWHWHTA, HO C AaNlbHENLLIMM NOATBEPKAEHUEM Hannyms JIT no aaH-
HbiM KIMKC, yacToTa JIAI B cKNnepoaepmM1M4yecKon nonynsumnm cocra-
Buna ot 8 go 12%. MockonbKy JIAI nmeeT 60nblyt0 pacnpocTpa-
HEHHOCTb Y MaLUMWEHTOB CO CKIEPOAEPMUEN, OHWU COCTABNAIOT rpyn-
My BbICOKOIO PUCKa, B KOTOPOW HEOGXOANMO MPOBOAUTL CKPUHWUHI
T n, ecnun gnarHo3 JIAT ycTaHOB/EH, Ie4eHne MOXKET 6bITb Ha3Ha-
4YeHO B paHHWe CPOKU. KNMHUYECKUM MK axoKapanorpadpuyeckum
M3MEHEHMAM NpeawecTBYeT CHMKeHne AnddY3MOHHOM CNoco6HO-
CTM NIErKMX N0 MOHOOKMUCK yrnepoaa. B HacTosiliee Bpems cambiM
4acTbiM METOAOM CKPUHUHTa ABNSETCS 3XoKapanorpadus (CM. rnasy
14), XoTA UccnefoBaHus Mo Yay4LllEeHUIO CKPUHWHIa B JaHHOW rpynne
BbICOKOrO pUCKa NpoaosKatloTcs. HejaBHO pa3paboTaH HOBbIM NOA-
X04, NpeAcTaBAaoWwmnin cobom ABYX3aTanHbIM anAropuTMm, COCTOAL NI
M3 KIMHUYECKMUX MPU3HAKOB, IErOYHbIX GYHKLMOHAbHbBIX TECTOB M
M3MepeHUs psaa axokapamorpadpuyeckux napametpos [19]. LecTb
MPOCTbIX TECTOB A/1 CKPUHWMHIA Ha 1 Wware AaHHOro anropuTma mc-
nonb3yoTcs ANS onpeaenerns LenecoobpasHocTh HanpaBieHus na-
LMeHTa Ha axoKapaunorpadwuio. Ha 2 ware nporHocTMyecKkas oLeHka
(B3siTas U3 wara 1) B coyeTaHMu ¢ ABYMS U3 NONYYEHHbIX 9XOKap-
amorpaduyecknx napaMeTpoB UCNONbIYIOTCS AN ONpeaeeHns no-
KadaHui K KIMKC. YyBCcTBUTENBHOCTL anropnutma cocrtaBnsietr 96%
co cneunduryHocTbio 48%, MPOrHOCTUHECKON LLEHHOCTbIO MOJIOXKMU-
TeNbHbIX M OTpULLATENbHbIX pe3dynbTaToB 35 1 98% COOTBETCTBEHHO.

K coxaneHnuio, nporHo3 y nauuneHtos JIAl, accounnpoBaHHOM
CO CKJIepoAepMUEN, aaxe B HacTosiLee BpeMs octaeTcs Hebnaro-
npusaTHbIM. Mo aaHHbIM PAH Quality Enhancement Research Initia-
tive, 3-neTHAA BbIXXMBAEMOCTb NaLMEHTOB C aCCOLMMPOBAHHOWM CO
cKknepoaepmuen JIAI coctaBuna 60% (B cpaBHeEHWUN € 77% NaumeH-
ToB ¢ UJ1AT); a BO «@PpaHLy3CKOM HaLMoHanbHoM peructpe» (French
National Registry) oHa coctaBuna Bcero 56% [20, 21]. NauneHTbl ¢
3a601eBaHUAMU CKNEPOAEPMUYECKOW TPYNMbl MOTYT TaKXe UMETb
605ee BbICOKMI PUCK pa3BuTUSA Apyrmux Tunos J1I, BKAOYas cBA3aH-
Hble C AMacTONMYECKOW ANCHYHKLMEN NTEBOro XKenyao4Ka Uiau ¢ 3a-
60neBaHUSIMU NETKUX, CONPOBOXKAAIOLWMMUCS TMNOKCEMUEN.
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JleroyHas apTepuanbHas runepTeH3usl, acCoLuMpoBaHHas ¢
MHbeKuunen Bupyca ummyHoaeduunta yenoseka. JIAI apnserca
PeAKMM, HO BCEM M3BECTHbIM OC/IOXKHEHUEM UHDEKLIMKU, Bbi3BaH-
HOW BMPYCOM MMMyHoaebuunTa YyenoBeKa (BUY). MonynaunoHHble
ncecnenoBaHusa MHOULMPoBaHHbIX BUY ntoaei no3sonsoT npeano-
NIOXMTb, 4TO YacToTa JIAI cocTaBnset npubnusntenbHo 0,5% un He
3aBUCKUT OT Yncna CD4A* (MM OoLMTOB MK NPEALLECTBYIOLLMX OMMNop-
TYHUCTUYECKMX MHDEKUMI. PacnpocTpaHeHHocTb BUY-accounmpo-
BaHHOW JIAT He U3MeHUNach ¢ Ha4anomM NOBCEMECTHOIO UCMOb30-
BaHWSA BbICOKOAQKTUBHOM aHTUPETPOBUPYCHON Tepanun. MexaHnambl
pas3suTtus JIAT npu BUY-UHOEKLUN HEM3BECTHbLI, HO FTEMOAUHAMM-
YEeCKUe U3MEHEHUS U KIIMHUYECKOE TeyeHne 3a6oneBaHnsa oguHa-
KoBble ¢ UJIAT. MporHo3 y nuuy ¢ BUY-accouunmnpoBarHon JIAT B no-
cneaHue roabl ynyywaetcs. B HegaBHO NpoBeAeHHOM OAHOLLEHTPO-
BOM o6cepBaLMOHHOM WUCCeL0BaHUMN BbIXXMBAEMOCTb NaLUMEHTOB
cocTaBuna 88% 3a 1 rog v 72% 3a 3 roga npu BenUYMHe cepaey-
HOro MHaeKca 6onee 2,8 n/MuH/M? 1 KonuyecTse CD4A* numdoLn-
TOB BbiWwe 200 KNeToK/MKN, 1 06a 3TUX NoKasaTens ABASIUCh He-
3aBUCUMbIMU NPEeANKTOPaMu BbIXXMBAEMOCTH [22]. PYTUHHbBIN CKpU-
HUHF JTAT y BUY-MHOMUMPOBaAHHBIX NALMEHTOB HE peKoMeHAayeTcs
B CBSI31 C OTHOCUTENbHO HU3KOW 4YaCcTOTOM ee BCTPEYaeMOCTH, XOTS
BepoaTHocTb JIAT cnefyeT npuHUmMaTb BO BHMMaHue y BUY-uHodum-
LLMPOBaHHbIX NALMEHTOB C }anob6aMu Ha OAbILIKY, KOrAa He Hanae-
Ha apyrasi ee npu4ynHa.

JleroyHasi aptepuanbHas runepTeH3us, accouMmpoBaHHas ¢
noptanbHoOn runepteH3unen. JIAT y naumMeHToB C NOBbILWEHHbIM AaB-
fIeHWeM B CUCTEME BOPOTHON BEHbl M3BECTHA KaK MOpTO-My/JbMO-
HanbHas runepTeHsns. PakTopom pUcKa ABNSETCS nopTanbHas rv-
nepTeH3us, a He OCHOBHOe 3abosieBaHue nevyeHun. Hu TaxecTb 60-
N€3HU NeYEHU, HU CTeneHb NOPTaNbHOWM MMNEePTEH3MUU He MO3BONSAIOT
npefcKasatb Hanu4mMe Uamn TAXeCTb NOPTONyAbMOHaNbHOW runep-
TEH3UU. ANUAEMUONOTMYECKME UCCeA0BaHMNS OLEeHMBAIOT YacToTy
pa3suTus JIAl y nauMeHToB ¢ NOpTanbHOM rMnepTeH3nen oT 2 Ao
6%, HO OHa MOXKET ObITb BbILLE Y NIUL, HANPaB/IE€HHbIX Ha TPAHCMNIaH-
Taumio neyeHu. HecMoTps Ha TO, YTO IXOKapAMOrpadUs CIYIKUT XO-
POLINM CKPUHUHIOM AN 3TOM NONyNaL MK, HEOOXOANMO TaKXKe Noa-
TBEPANUTb NONYYEHHbIE AaHHbIE C MOMOLLbIO UCCNeA0BaHWUA reMoau-
HaMWKW. BbICOKOOGBHEMHbIN CUCTEMHbIN KPOBOTOK NMPW OCHOBHOM
3a60M1eBaHUMN WU cepAeYHas HeJOCTaTOYHOCTb C BbICOKMM BbIGPO-
COM U MOBbIWEHNEM [JaBNEHUS HANoOMHEHUS NEBbIX KaMep cepaLa
LOMKHa anddepeHLMpoBaThC ¢ UCTUHHOW NOPTO-MNYIbMOHaNbHOWM
rMnepTeH3unen.

Hanuuue JIAI noBbIWaeT pUCKKU, acCoLUMMPOBaHHbIE C TPaHCMNaH-
Tauunen nevyeHu. B nocnegHux pekomeHaaumsax International Liver
Transplant Society 66111 chopmynMpoBaHbl peKoMeHAaLMKn Mo CKpu-
HWHTY, AMArHOCTUKE, IEYEHMIO M MOKA3aHWSM K TpaHCNAaHTaLmm ne-
YEeHW NpU HaNMYMKM NOPTO-NyNbMOHaNbHOW rnnepteH3uun [23]. Co-
rNacHoO AaHHbIM 06CcepBaLMOHHbBIX KOFOPTHbIX MCCcieaoBaHni, cpl-
JIA 35 MM pT. CT. 1 Bbllwe 1 noBbilweHne JICC accoummpoBaHbl C
pocToM 3a60n1eBaeMocTu u cMepTHocTH; a cpAJ1A oT 45 no 50 mm
pT. CT. UK BblllE CreayeT cuuTaTb abCOMIOTHLIM MPOTUBOMOKA3aHu-
€M K TpaHCnaaHTaLuuu nevyeHu.

JleroyHas apTepuanbHas runepTeH3uns, acCouumpoBaHHas ¢
BPOXXAEHHbIMU NOpoKamu cepaua. JIAI aBnseTcs Xopowo M3BecT-
HbIM OCJ/IO}HEHWEM MOBLILEHNS KPOBOTOKA B JIEFOYHOM apTepuu
BCMEACTBME BPOXAEHHOIO CUCTEMHO-IErOYHOrO LWyHTa (CM. rnaBy
75). JIAT, accoumnnpoBaHHas ¢ BIC, npeactaBneHa o4eHb pa3HoO-
poaHow rpynnor B nonynsiuuun nauneHTtos ¢ BINC. B ta6n. 85.2 npea-
CcTaBneHa KNMHUYeckasa knaccudpukauus JIAT, accoummpoBaHHoOm ¢
BINC. CuHapom din3eHmeHrepa [Eisenmenger syndrome] onpeaens-
eTcs Kak BINC ¢ n3Ha4yanbHO 60/1bWKWM CUCTEMHO-TIEFOYHbBIM LIYHTU-
pOBaHMEM KPOBW, KOTOPOE MHAYLMPYET NMPOrpeCCUpyIoLLyo Mysb-
MOHaJIbHYI0 BacKynonatuio ¢ passutuem JIAT, nocnegytoulen cme-
HOW HanpaBieHusa c6poca KPOBWM W pa3BUTUEM LIEHTPaNbHOIO
LMaHo3a. CuHApPOM A3eHMeHrepa pa3BMBaeTCs Yallle Npu aKeTpe-
MaJslbHO BbICOKOM C6pPOCE KPOBM U KOraa B pe3yabraTe WyHTUPOBa-
HWS IeroYyHble CoCcyAbl NOABEPraloTcs AENCTBUIO BbICOKOIO CUCTEM-
HOro aBNeHUs, KaK 3TO NPOUCXOAUT NPU fedeKTe MEXIKeNyA04Ko-
BOM NEpPeropoaKu, OTKPbITOM apTepranbHOM (60TanioBOM) MPOTOKE
UK HanuMyum obLiero apTepuanbHOro cTeona. Ha atom cragum xu-
pypruyeckasi Koppekuusa gedexta npotuBornokasaHa. JIAI MmoxeTt
TaKe NpUcyTCTBOBATh NPU Npeobnajatolem LYHTUPOBAHMM KPO-
BW M3 CUCTEMHOIO KPOBOTOKA B NIEMOYHbIN. B Taknx cnyyasax BaxHO
onpeaenuTb, BO3MOXHA /M ero xupypruyeckas Koppekuus. MHoraa

BUESHALAALMI BRHhOI3|[
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TABJIULLA 85.2 KnuHuueckas knaccucpmkaumnsa erouHom
apTepuasibHOW rMnepTeH3umu, aCCOLLMMPOBAHHOM C BPOXKAEHHbIMMU
nopokKkamMu ceppua

1. CuHApOM 3i3eHMeHrepa
Bkntouaer BCce KpynHble BHYTPU- U BHECepAeuHble LYHTHI,

C MCXOAHbIM CMCTEMHO-NIEFOYHbIM LWYHTUPOBAHWEM KPOBM,
NporpeccupyoWwmnm C Te4eHMeM BpeMeHUn B Taxxenoe
nosbiweHue JICC n peepcuent (B IEFOYHO-CUCTEMHBIN) MU
ABYHanpaBeHHbIM LWYHTMPOBAHWEM KPOBM; 06bIYHO
NPUCYTCTBYIOT LIMAHO3, BTOPUYHbBIA 3PUTPOLIUTO3 U
NoJINOPraHHbie HapyLleHns

2. JIAT, accoummpoBaHHas C NpenMyLLeCcTBEHHbIMU CUCTEMHO-
JIErOYHBbIMMU LWYHTaMK
Koppurupyembimu®*
Hekoppurupyembimu
Bkntouaet cpegHue n KpynHble gecdektbl; JICC cnerka nnu
YMepEeHHO MOBbILIEHO; NPeBaNMpyeT CUCTEMHO-NIeroOYHOe
HanpaBfieHWeM LWYHTa, XOTS LiMaHO3 B MOKOE He XapaKTepeH

3. JIAT npn Menknx Uan CayvyamHo BbISBAEHHbIX ,qecbeKTaxT

Bbipa>keHHOe noBbiweHue JICC B NPUCYTCTBMU MeJIKMX MOPOKOB
cepaua (06blYHO 3¢heKTUBHBIA AMaMeTp NO AAHHbIM
axokapauorpadummn gedekta Mex>Kenya04KoOBON neperopoakm
< 1 cM 1 MeXxnpeacepaHoOM neperopoakun < 2 cm), Kotopble
caMu no ce6e He CYUMTAIOTCH NMPUUYNHOM NoBbiweHHoro JICC;
KJIMHWYeCKas KapTMHa O4YeHb CxoXka C mauonatnyeckon J1AT;
3aKpbiTve AedeKToB NPOTMBOMNOKA3aHO

4. JIAT nocne KoppekLMu NopoKoB
BpoxxaeHHbIM NOpOK cepaua KoppuruposaH, Ho JIAT nepcuctupyer
cpasy >ke nocne KOppekunn uau peunameupyet (BHOBb
pa3BMBaeTCcs) CNyCcTs MecsLbl UK roAbl NoC/ie KOppekuun B
OTCYTCTBME 3HAUMMbIX MOC/IeonepaLMOHHbIX reMOANHAMUYECKUX
HapyLeHnmn

* Xnpypruueckn Mam npm 4peckoKHOM COCyANCTOM BMeLLaTeNbCTBe.
Pasmep npuMeHUM K B3pOC/IbIM GOJIbHBIM. Y B3POC/IbIX NPOCTOe U3MepeHue anamerpa
MO>KeT 6bITb HeAOCTaTOUYHbIM AN onpejefieHns reMoAMHAMMYeCKOM 3HaYMMOCTU fe-
CbeKTa, a TaKkXXe rpagueHTa gasneHunsa; cnejyer npuHumMarb BO BHUMaHUE pa3Mep U Ha-
npaBiieHMe LYHTa, U COOTHOLLEHME NNETOYHOTO K CUCTEMHOMY KPOBOTOKY.

JIAT — nerouHas aptepuanbHas runepteHsus; JICC — neroyHoe cocyamcToe COMNpoOTUB-
neHue.

[Galie N, Humbert M, Vachiery J-L, et al. 2015 ESC/ERS Guidelines for the diagnosis
and treatment of pulmonary hypertension. Eur Heart J 2016;37:67.]

cylulecTBeHHoe noBbleHne JICC MoXeT 6bITb MPU MENKUX UK CAY-
YalHO BbIABNEHHbIX AedeKTax, n Toraa anarHoctupyetcs «J1Al, ac-
COUMMPOBaAHHAA C MENIKUMU UK CNY4YalHO BblABNEHHbIMU Aedek-
TaMu». ManoBeposiTHO, YTO 3TU HeboNbluMe AedeKTbl 06bACHAT
Bbicokoe JICC. KnuHuyeckas kaptuHa cootBetctByeT WUJIAT, n 3a-
KpblThe fedeKTa NpoTMBONOKa3aHo. B KoHLe KoHL 0B, JIAT MoxeT
COXPaHATLCS U NMOCne KOPPEKLUU BHYTPUCEPAEYHOrO WYyHTa, 0CO-
6eHHO ecn onepaumsa caenaHa no3gHo.

BaHow yepTon JIAT y naumeHToB ¢ BIC aBnsetcs agantauus
NpaBoro Xenyfo4yKka K NoBbILEHHOMY JaBNEHUIO B Ero4YHOM apTe-
puun. Ecnun ge61oT JIAT nponcxoauT paHo, pa3BUBaETCS BblpaXKeHHas
rMnNepTpodUs NPaBOro XenyaoyKka U coxpaHseTcst peTanbHo-nogo6-
HbIM deHoTUN KpoBoobpalleHus. B pe3ynbraTe, 3TM NauMeHTbl MO-
ryT BblAEPKMBATb NOBbLILWEHHYIO NOCTHArPY3KY, UMes NyyLlyto GyHK-
LM NPaBOro enyaoyka Ha NPOTSXKEHUU MHOMMX NeT UK LecaTu-
NeTu No cpaBHEHUIO ¢ Temu, Yy Koro JIA[ pa3BuBaeTcsi MO3Xe.
BbXXMBaeMOCTb Y MaLMEHTOB C CUHAPOMOM JM3eHMeHrepa nyulue,
yeMm y 60nbHbix ¢ UJIAT. PekomeHaoBaHHas B HacToslee Bpems
NAT-cneumndunyecKkas Tepanus nokasana NpeMmyLLecTBa y naumeH-
TOB C CMHAPOMOM dN3eHMeHrepa.

JNleroyHas apTepuanbHas runepTeH3us, acCoLuuMpoBaHHas ¢
LIMCTOCOMO30M. [IMarHocTMpyeTcs Yalle BCero B 3HAEMUYHbIX pe-
rnoHax HOXKHOM AMepUKK unmn ctpaHax AGpuKmM toxHee Caxapbl. B
nocnegHux Ny6nnKaumsax 66110 BbICKa3aHo npeanonoxexue, 4to Jir,
accouMnMpoBaHHas C LUWMCTOCOMO30M, UMEET KIMHMYECKMEe U Mop-
donornyeckue yepTbl, aHanoruyHble UJ1AT. JIAT pa3sBuBaeTcs npu-
MEpPHO Yy 5% NauMeHTOB C renaToiMeHaNbHbIM WKUCTOCOMO30M, YTO
[lenaet ero OAHOW U3 camblX pacnpocTpaHeHHbIX NpuinH JIAT BO
BCceM Mupe [24].

IPynnA 1. BEHOOOK/TI03MOHHAS BONE3Hb NIEFKUX

WU/WNN NEFOYHBbIN KAMUANSAPHBIA TEMAHTMOMATO3

BOBJ1 n/unu NKI — 370 peakas neroyHas MMKpoOBacKynonaTus, no-
pakalolas NepBUYHO cenTasibHble BEHbI U NpecenTanbHble BEHY-
Nbl, 4719 KOTOPOW XapaKTepHbl OKK03KS COCya0B 3a cyeT pubpoaa,
MYCKynsapu3aumsa BeH, HepaBHOMepHas nponndepamsa Kanuinapos.
Mpu BOBJI/JIKI Takke o6HapyXuBatoTCs 4epTbl BEHO3HOM Neroy-
HOWM FMNEepPTEH3WM, BKIOYAOLWME reMOCUAEPO3 NETrKUX, UHTEPCTH-
LManbHbIA OTEK W AunaTauuio TumbaTUYeCKUX COCya0B C yBeanye-
HUe numdaTUYEeCKNX y310B (BCneacTBue cocyancTon TpaHcdopma-
LMK CUHYCOB). TeopeTUyecku, onpeaeneHHbln guarios BOBJ1/TKI
[IO/KEH ObITb JOKa3aH C NOMOLLbIO TMCTONOMUU, HO XMpPypruveckas
61OoncKa NErKoro y 3TMx NaLmneHToB ABASETCS NPOLEeAYyPOV BbICOKO-
ro pucKa u, cnefoBaTtesfibHO, MPOTMBONOKa3aHa. XoTs GdaKkTopbl pu-
CKa W KAWHUYeCcKas KapTuHa MOryT 6biTb MAEHTUYHbI JIAT, B cembe
nauneHToB ¢ BOBJ1//TKI" moryT npucyTcTBOBaTb KPOBHOPOACTBEH-
Hble 6paKkK, a B aHaMHe3e — UCNONb30BaHWe aNKUIUPYIOLWKX Ln-
TOCTATUKOB (MUTOMULMHA C, umknopochamumaa), npopeccnoHanb-
Hbl KOHT@KT C OpPraHW4YeCKMMK PacTBOPUTENSIMU WU CUCTEMHOE
3ab605eBaHNe COEAMHUTENbHOM TKaHU, TaKoe KaK CUCTeMHas cKie-
poaepmusa [25, 26]. O6bI4YHO CYLLECTBEHHO CHUXKEHa Anddy3mMoHHas
CMNOCOGHOCTb IEMKMX MO MOHOOKWUCH yriepoaa u caTypauuns K1ucno-
poaa B nokoe [27]. NMpu KomnbloTepHon Tomorpadum (KT) rpyaHon
KNIETKM BbICOKOro paspellenns y nauneHtos ¢ BOBJ/JIKI xapak-
TEPHbIMU U3MEHEHUAMMU ABAAIOTCA GoNlee BbICOKasa 4acToTa LLeHTPO-
NOGYNSAPHBIX U3MEHEHMI MO TUMY «MATOBOroO CTeKna», yTonlWeHue
CENT U YBENUYEHWE BHYTPUIPYAHBIX TMMdATUHECKMX Y3/10B, MO CpaB-
HeHuto ¢ 6onbHbIMKU JIAT. BbiCTpoe pa3BuTUE OTeKa Nerkux nocne
HasHavyeHus JIAT-cneunduyecKon Tepannum MHOTAA CAYXKUT KIT0YOM
NS COOTBETCTBYIOWENO ANArHo3a, HO MOXET yrpoaTb XU3HU na-
umeHTta. OnucaHbl cemenHble cnydyan BOBJ1/JIKT, yacTto npu Hanu-
4YMU KPOBHO-POACTBEHHBIX 6paKkoB. PeLieccBHas MyTaums B EIF2AK4
(TaKXe Ha3biBaemas GCN2), cBasaHHasa ¢ BOBJ1/J1KI, HangeHa B
100% ceMemnHbIX U 25% cnopaanyeckunx cnyvyaeB rmMcTonormyecKkun
noasepxaeHHon BOBJ1/JIKI. 3Tu AaHHble yKa3biBalOT Ha EIF2AK4
KaK Ha rnaBHbIV reH, cBA3aHHbIM ¢ passutuem BOBJ1/JTKT, KoTopbii
MOYHO CYMTaTb MHCTPYMEHTOM JUArHOCTUKK 3TOrO PEKOro COCTo-
AaHug [15]. HacneacteeHHas BOBJ1/JTKI Bcneacteue 6u-annenbHom
mMyTauun EIF2AK4 xapaKktepusyeTcs 60nee MONoAblIM BO3pacTom Ha
MOMEHT YCTaHOBNEHNUS AMarHo3a; HO TSKeCTb 3aboneBaHns oanHa-
KOBa No CpaBHEHMWIO C MaMn 6e3 myTauun EIF2AK4. NMokasaTtenu
BbXXMBaeMocTu y naumeHtoB ¢ BOBJ1 nnoxue, n metogom Bbi6opa
NS NOAXOASLMX NALMEHTOB ABNSETCS TPaHCNIaHTaUMUsA NErKUX.

AuarHocTuka

YuuThiBasi MHOXKECTBO ITOTEHIIMAABHBIX HNPUYNH U aKTo-
POB, criocobeTByIoMX passutuio Al', y G0ABIIMHCTBa HTaIN-
€HTOB C TUITMIHBIMU KaA00aMU, Y KOTOPHIX MTOAO3PEBAIOT
AQHHBII AVIaTHO3, OIIPaBAQHO CHCTeMaTIdecKoe U TIaTeADb-
HOe obcaepoBaHMe (puc. 85.2).

XKanob6wi

Hamboaee pacripocTpaHeHHBIMM IIEPBBIMU >Karobamm Iia-
11eHTOB ¢ Al SIBASIIOTCSI HapacTaromiast OABIIIKA IpY pu3n-
4ecKOli Harpys3Ke VAU CHIDKeHIe ee IIepeHOCHMOCTY, 60Ab B
IPYAH, YCTaAOCTb U TOAOBOKpYXXeHMe. B 6oaee rpoaBumy-
TOV CTaAMM 3aD0A€BaHVE MOXKET IPOSBASITBCS CHKOITAMIA,
B3AYTHEM XMBOTA M OT€KaMI HIUDKHUX KOHEYHOCTeN, IIPUCY-
IIMMI IIPABOKEAYAOUKOBON CEPAEYIHON HEAOCTAaTOYHOCTH.
Koneuno, Haanune daxropos pucka passutust Al' (Hanpu-
Mep, A PY3HBIX 3a00AeBaHNUI COEAVHUTEABHOI TKaHMU, Ce-
MmetiHOTrO aHamHe3a Al, BI1C, ncrioap30BaHMsT A€KapPCTB AAS
II0OAABAEHNS alllleTUTa) MOXKeT ITOBBICUTh HAaCTOPOXXEHHOCTD
B OTHOIIIeHMM ee pas3putus. B peectpe NIH cpeanee Bpems
OT HavaAa CUMITTOMAaTUKI AO MOMEHTa OCTaHOBKI AMarHo-
3a cocTaBUAO 2 roaa (cm. «bubanmorpadmio»). [lewaabHO, HO
TeKyIIJe peeCTpbl II0Ka3bIBaIOT, YTO OTCPOYKA B YCTaHOBAE-
HMM AMarHO3a coxpaHsieTcsl. Tak, o aaHHBIM peectpa RE-
VEAL, Ao toro, kak AAT 6sira pacniosHana, 21,1% manven-
TOB MIMEAV CUMIITOMBI 60Aee 2 AeT [28]. [IpoMeareHMe B An1a-
THOCTMKe Yallle HAOAIOAAAOCH CPEAM TIAIIVIEHTOB, ¥ KOTOPBIX
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PUC. 85.2 OcHoBaHHbIN Ha A0Ka3aTeNbCTBAX aNrOPUTM AMArHOCTYKY NEr0YHoI apTepuanbHoii runepteHsuu (JIAT). Tonbko ans nauueHTo rpynnsl 1. DLCO —anddy3n-
OHHas CMOCOOHOCTb NErKNX N0 MOHOOKMCH yrnepofa; PFT — nccnegosanue dyHkuuu nerkux; B/ — BEHTUNAUNOHHO-NEP(Y3NOHHAS; BNY — Bupyc ummyHogeduumnta
yenoseka; BOBJ1 — BeHooknto3noHHas 6onesHb nerkux; BMNC — BpoxaeHHble nopoku cepaua; [3J1A — naBnexue 3aknuHuBaHus neroyHoit aptepuu; KNKC — katete-
pusaums npasbix kamep cepaua; KT — komnbtoTepHas Tomorpadus; KTBP — KomnboTepHas Tomorpacus BbicOKOro paspetlerus; JIN — nerovnas runeptensus; JIKI —
NIEr0YHbIA KAaNUANAPHbIA remaxrnomaros; JICC — nero4Hoe cocyauctoe conpotusnenie; MK — npasbii xenyposek; C3CT — cuctemHble 3a601€BaHUS COBANHNTENBHON
TKaHu; cp[lJTA — cpeaHee aaBnexue B neroyHoit aprepun; XTAJIT — xpoHnyeckas TpoMb03mbonn4eckas neroyHas runeptensns; IKI — anektpokapanorpamma [Galie N,
Humbert M, Vachiery J-L, et al. 2015 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension. Eur Heart J 2016;37:67].

* [lpn BbINOAHEHNN TONBKO KT-aHrnonynbMoHorpaduu MoxHo nponyctuts XTI

CVIMITTOMBI IIOSIBUAVICh B 60A€e MOAOAOM Bo3pacTe (< 36 AeT)
Ul CpeAM TeX, Y KOTO 6blAa XpOHMYIecKas 06CTpyKTUBHasI 60-
AesHb Aerkux (XOBA) mAM oOCTpYKTMBHOE aIrlHOS BO CHe.
[To-BMAMMOMY, MOAOABIE AIOAM, Y KOTOPBIX CEpAEYHO-AET0Y-
HOe 3ab0AeBaHMe CUUTAEeTCs] MeHee BepOsSTHBIM, VAU IIaly-
€HTBI, Y KOTOPBIX IIPEAIIOAAralOT aAbTepPHATUBHOE OObsIACHE-

HIe CMMIITOMOB, IMEIOT 60Aee BBICOKMIT pucCK OTCpO‘{EHHOﬁ
AVIarHOCTUKIN.

DuszuKaavHoe o6cnedoBGaHue
V3MeHeHust ipu pU3UKAABHOM OOCAEAOBAHMUM MOTYT OBITh
€ABa Pa3AMYMMBIMI VAU HECITeLIM(PMYIHBIMY, HO OIIPEAEAEH-
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Hble HaXOAKM IOBBIIIAIOT IIOAO3peHre B oTHomeHun AAT
(cm. raasy 10). OcobeHHOCTV TPV OCMOTpe TallVieHTa, OTHO-
osimmecst K Al', mepeuncaeHs B TabA. 85.3.

AKXIIEHT A€TOYHOTO KOMITOHEHTa BTOPOTO TOHa CepAlla
IIPVICYTCTBYET y GOABIIMHCTBA MaryeHTos ¢ AAT m3-3a Bbico-

KOTO AABA€HWSI B A€TOYHO apTePUI, ITO IIPUBOAUT K 6OAee
MOIITHOMY 3aKpHITHIO ee KAallaHa. Ecan Ha BepxyTiiKe cepa-
I1a BBEICAYIIIVBAETCS PACIIIEIIA€HYIE TOHA 2, MOXKET BBICAYIIIN-
BaThCs AKI[EHT TOHA 2 HAA AETOYHON apTepuil, U CAeAyeT
IIPOBOAMTH ObcAepoBaHMe Ha ITpeaMeT AATL. AaHHble pnsn-

TABJIULLA 85.3 Oco6eHHOCTH, BbisiB/iieMble NpHu (hU3nMKaJIbHOM 06C/1eJOBaHMH, KaCcalOLMeCs OL,eHKM JIEFTOUYHOM rMnepTreH3umn

Mpusnak

3HaueHue

dDu3uKanbHble NPU3HAKK, OTPAXKAIOLLME TAKECTb JIEFOUYHOW FrMNnepTeH3uun

AKUEHT N€royHOro KOMMOHEHTA TOHA 2 (BbIC/YLIMBAEGTCS HA BepxyLuke
cepaua > 90%)

PaHHUM CMCTONMUYECKUI LLENYOK

CpeaHecucTonmyeckmnin Wym BbiGpoca
CeppAeuHbli TOYOK ClieBa OT rPyAUHbI
MpaBoXkenyaoukoBbiM TOH 4 (y 38%)

YBeninueHve A-BOJIHbI IOTYNISPHOIO Mysbca

Bbicokoe faBneHWe B NeroYHoOn apTepum, KOTOpoe MOoBbILWAeT CUNY
3aKpbITUs ee KnanaHa

BHe3anHoe npekpallieHne OTKPbITUS KnanaHa IeroYHON apTepum
BCJIeACTBME BbICOKOrO AaBJieHUs B Heu

Typ6yneHTHbIM NOTOK KPOBM Yyepes KJianaH JIero4Hom apTepumn
Hanunune runeptpocdunm 1 BbICOKOTO AaBJIeHUS B NMPABOM XXeNyAouke
Hannune runeptpodunm 1 BbICOKOTO AABJIEHUS B MPABOM XXeJyAouke

Mnoxas NnoaatnMBOCTb NPABOro XXeNyAouka

®dusukKanbHbie NPU3HAKHU, YKa3bliBaloLMe HA HAa/IMUMe YMEPEHHONW MU TAXKEeJIOH JIeroUHOW rMnepreH3mm

YMepeHHas 1 TAXenas neroyHas runepreHsms
[onocucTtonnueckmn Wym, yCUIMBAOLWMNCS HA BAOXE
YBenuueHune V-BOHbI IONYASPHOro nynbca
Mynbcaumsa neveHun

[unactonmueckun wym

[enatolorynsapHboin pedntokc

TpukycnuaanbHas peryprutaums

Peryprutaums yepes knanaH JieroO4HON apTepum

BblCOKOE LieHTpasibHOe BeHO3HOoe AaB/ieHune

lMpoABMHYTas NerovyHas rmnepreH3ns C pa3BUTMEM NPaBOXKeNyA0UYKOBOM CepAeyHOn HeAOCTaTOUHOCTH

MpaBo>kenyAouKOBbIN cepaeuHbl TOH 3 (y 23%)

PacwmnpeHne speMHbIX BeH

[enatomeranus

Mepudepnueckmne otekn (B 32%)
Acumnt

Hu3skoe aptepunanbHoe faBieHne, NOHUXKEHHOE My/NbCOBOE AaBNeHue,
X0JioAHble KOHEeYHOCTU

OncyHKuma npaBoro xenyaouka

[ncdhyHKUMS NPaBOro Xenyaouka Mav/v TpukycnuaanbHas
peryprutayms

[ncdyHKLMS NPaBOro XXenygouka Uunn/m TpukycnuaanbHas
peryprutayms

lMoHWXKEeHHbIN cepaeuHbIn BbIGPOC, Nnepudepuryeckas
Ba30KOHCTPUKLMS

®dusukKanbHble NPU3HAKK, YKa3biBalolUiue HAa BO3MOXKHYIO NPUUUHY,
Nie)XKallylo B OCHOBE MJIM aCCOLMMPOBAHHYIO C JIEFTOMHOM rMNepTeH3Men

LleHTpanbHbIM LMAHO3

«bapabaHHble Nasioukmn» U «4acoBble CTeKs1a»

M3mMeHeHMs npu ayCcKynbTaunu nerknx, BKAUYas CUCTONUYECKUN U
AUNACTONIMYECKUI LWYMbl, TOH OTKPbITUS, PUTM rasiona

Xpunbl, NpUTynieHne NepkyTopHOro 3ByKa MM CHUXKEHWE 3BYUYHOCTU
AblXaTeNbHbIX WYMOB

Menkonysbipuatble Xpunbl, yyacTue B AbIXaHUW BCMOMOraTeibHOM
MYCKynaTypbl, CBUCTSILLlee AblXaHWe, YANIMHEeHWE BblA0Xa, NPOAYKTUBHbIN
Kallenb

OXunpeHne, KNPOCKONNO3, YBENUUYEHNE HEGHbBIX MUHAANUH
CK/IepoAaKkTUANS, apTpuT, TefleaHrMosKTasumn, eHomeH PeiHo, Cbifb
HeAocTatouHOCTb MAM 06CTPYKLUMS Nepudepruyeckmnx BeH

3acToMHble BEHO3HbIE 3Bbl

JlerouHble cocyaucTbie WyMbl

CnneHomeranus, COCyanCTble 3Be3[104KMN, NaJibMapHas 3putemMa, Xentyxa,
«ronosa Mepays3bl», acumt

HapyleHns BeHTUNSLUMOHHO-Nepdy3MOHHOTO COOTHOLLEHUS,
BHYTPWUIIETOYHBIN LWYHT, TMNOKCEMMS, NEFOYHO-CUCTEMHBIN LIYHT

BpoXxaeHHble MOpPOKKM cepaLua, NOPaXKeHUs NeroYHbIX BeH

BpoXxxaeHHble nan npuobpeTreHHble KaanaHHble MOPOKKU cepaua

OTeKk nerkmMx uan/v nnespanbHbiA BbINOT

MapeHxnmarto3Hble 3a60/1eBaHNSA Nerknx

BO3MOXXHbIe MPUUMHBI HAPYLUIEHUS BEHTUAALUKN

CucteMHble 3a60/1eBaHUS COEAUHUTENBHOM TKAHM
BO3MOXHbIN BEHO3HbIN TPOM603

Bo3MOXKHO: cepnoBUAHO-K/IeTOUHas 60/1e3Hb

XpoHuueckas TpomM603M60IMYeCKas JIerouHas rmnepTeHsns

[MopTanbHas runepreH3ns

[McLaughlin VV, Archer SL, Badesch DB, et al. ACCF/AHA 2009 expert consensus document on pulmonary hypertension: a report of the American College of Cardiology Foun-
dation Task Force on Expert Consensus Documents and the American Heart Association developed in collaboration with the American College of Chest Physicians; American
Thoracic Society, Inc., and the Pulmonary Hypertension Association. J Am Coll Cardiol 2009;53:1573.]



KAaABHOTO OBCAEAOBaHMs, ITO3BOASIOIIME OIeHUTDh TSI KeCTb
AAT 1 BBISIBUTH aCCOLMMPOBAHHbBIE COCTOSIHYSI, CYMMIPOBa-
HbI B TabA. 85.3.

Snexmpokapduozpacus

XOTs aAeKTpOKapAMOTpaMMa He SBASIETCS HU IyBCTBUTEAD-
HBIM, HUM crellndUIHbIM MeTOAOM AMarHoctuku AAT, ona
IIpeACTaBAsIeT cObOl HeAOpPOTOVi HeMHBa3UBHBIN TeCT, KO-
TOPBIt MOXET AATh IeHHYIO MHdopMarmio (cu. Taasy 12).
OO6bruHble dAeKTpOKapAMOrpadUdecKyie HaXOAK! BKAIOYa-
IOT AMAATAIIMIO ITPABOT'O IPEACEPANs], OTKAOHEHNE SAeKTPHU-
JecKO OCU CepAlla BIIPaBO M yBeAMUeHIe IPaBOTO JKeAy-
AOYKa, 9acTo ¢ IIpU3HaKaMM ero reperpysku (puc. 85.3A).

PenmzeHozpadgus zpydHoil K/1lemKu

VIsMeHeHNUsI Ha peHTreHOTrpaMMe OpTaHOB I'PYAHOM KAETKI,
KOTOPBIE TIO3BOASIIOT IPEATIOAOXKIUTD Haanane Al', Bkatoua-
IOT pacIVpeHyie TAABHBIX U IPVIKOPHEBBIX TEHEN A€TOYHBIX
apTepuit ¢ 06phIBOM VAU ObeAHeHUeM IepudepriecKoro
COCYAMCTOrO pUCyHKa (cum. puc. 85.3B) 1 yBeandenne mnpa-
BOTO )KeAYAOUYKa, KOTOpOe MOXKHO AyYllle BCero OleHUTb Ha
OOKOBBIX CHUMKaxX. Apyrue HaxXOAKM Ha peHTIeHOTpaMme
TPYAHOI KAETKM, TaKMe KaK IUIepUHMAALNS € YIIAOIIeHN-
eM Anadparmel (XOBA) A BEHO3HBIV 3aCTOV B A€TKMX (Ae-
BOXKEAYAOUYKOBasl cepAeydHas HeAOCTaTOYHOCTD), MOT'YT yKa-
3bIBaTh Ha COMYTCTBYIOIINII AMAarHO3 (CM. TAaBy 15).

Ixokapduozpacus

Ecam mcxoas n3 aHaMHe3a, O1eHKM paKTOPOB pucka U AaH-
HBIX PU3MKAABHOTO 0OCAEAOBAHIST MOXKHO 3artoA03puTh AT,
CAEAYIOIIVIM 3aKOHOMEPHBIM UCCAEAOBAaHUEM OYAET 9XOKap-
Amnorpadus (cm. raasy 14). Ixoxapanorpadus TakkKe CAy-
KT IIOA€3HBbIM HEMHBA3VMIBHBIM METOAOM CKPMHMHIA Al B
HIOIYASIIIMY BBICOKOTO pJCKa (HaIlpumep, y IallMIeHTOB CO
cxaepoaepmueii uanm BIIC). Aonmaeposckas sXoKapAMo-
rpadusi I03B0AsIeT OAHOBPEMEHHO OIIeHUThb CUCTOAMYecKoe
AaBA€HIE B TIPaBOM JKeAyAOUKe, PyHKITMOHAABHBIE Y MOP-
dororndeckne nocaeactsus Al' 1 AaTb KAIOY K APYTUM IIO-
TeHI[MaAbHBIM cepAe4yHbIM IpuunHam Al YacTo BeTpeuato-
Iecs: SXoKapaAmorpadgumdeckie rnpusHakyu AAI BKAIOYaAIOT
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yBeAWYEeHVe IIPAaBOTO MIPEACEPAIS], YBeAUIeHNe VI AUCHYHK-
LIMIO IIPABOrO >KEAYAOUYKA, MaAeHbKJe HEeAOCTATOYHO Ha-
[IOAHEHHBIE AeBble KaMepBbl CePAIld, YIIAOIIEHIE MEXIKEeAY-
AOYKOBOJI IePEerOPOAKY, TPUKYCIIMAAABHYIO PETYPTUTAIINIO
C ITOBBIIIIEHHOI CKOPOCTBIO KPOBOTOKA ¥ CHVDKEHME CUCTO-
AUYECKON SKCKYPCUM IIAOCKOCTM KOABLIA TPUKYCIVMAAADL-
noro xoabla (TAPSE). KonTpactuposanue ¢usmnorormnde-
CKUM PacTBOPOM MO>KHO UICITOAB30BATh AASI BBISIBA€HNS BHY-
TpucepAedHOTo ITyHTa. Heo6X0AMMO Mpu3HaTh, ITO pacdeT
CHMICTOAMTYECKOTO AAQBAEHMS B IIPABOM >KEAYAOUYKe OIpaHM-
YeH MHOTOYMCAEHHBIMM ITOTEHIIMAABHBIMM MCTOYHUKAMU
IIOTPEIIHOCTEN €ro M3MepeHus. Y AI000ro KOHKPeTHOTrO Ia-
LIleHTa pacueTHOe CUCTOAMYECKOe AABAEHVE B IIPABOM XKe-
AYAOUYKe HEeOOXOAVMO COOTHOCUTH C >KaAobaMi, IpeAllle-
CTBYIOII[/IM aHAMHE30M VI APYTVIMU U3MEHEHVSIMM, BBISIBACH-
HBIMM TIPV TIPOBEAEHUM ABYXMEPHOI 3XOKapAMOTrpaduim.
B oTcyrcTBME ApyIrMX HOTeHIMAABHBIX IpmuanH Al Taxmx
KaK ITaTOAOIMsI AeBBIX KaMep CEepALla VAU 3a00AeBaHMe AeT-
KHX C TUIIOKCeMMelt, MI3MepeHHOe CUCTOAMYEeCKOe AaBAEHE
B IIPaBOM KEAYAOUKe BbIIlle 40 MM PT. CT., KaK IIPAaBUAO, CAY-
JKIUT OCHOBAHVIEM AASI AAABHEIIIET0 06CAeAOBaHNS TIallVieH-
Ta C HEOO'BSICHIMOTI OABIIIIKOIL. Apyrue SXOKapAUorpadmde-
CKUe M3MeHEeHUs], KOTOPBIe MOTYT ITOCAY KUTb AASI 9TOTO OC-
HOBaHIEM, BKAIOUAIOT YBeAUYeHNe TIPaBOro MPEACEPAUS I
IIPaBOrO >KEAYAOUYKA ¥ aHOMAAbHOE ABVIKEHIE MEXOKEAY-
AOYKOBOI TIEperopoAKn. PexoMeHAarmm mo sxokapAmnorpa-
¢rraeckoit oIleHKe TPABBIX KaMep CePATla Y B3POCABIX OBIAU
HeAaBHO OITybAMKoBaHEI [29]. KOHTpOABHBIN TlepedeHs ITo-
KasaHUI 9XOKapAMorpaduaeckoil oneHKy Ha npeamer Al
IpeAcTaBAeH B e-TabA. 85.1 [30].

xoxapAMorpadst 4acTo AaeT MHEPOPMAIIMIO O BO3MOXK-
nocty Haamums Al rpynst 2 (mam AT, BBI3BaHHO! TIaTOAO-
I'Meli AeBBIX KaMep cepAla). CucroAmdecKkast MAY AMaCTOAN-
4yecKast AUCYHKIINSI A€BOTO XKEAYAOUKa, IOpakeHue aop-
TAABHOT'O ¥ MUTPAABHOIO KAQIIAHOB A€TKO BBIIBUTH IIPU
IIpOBeAeHUN dXoKapAuorpadmm. Haamdane yBeAndeHus Ae-
BOT'O IIPEACEPANSI IIPEAIIOAATAET XPOHMYECKN IIOBBIIIIEHHOE
AaBAEHVE HAITOAHEHUSI AeBBIX Kamep cepala. CriekTp sxo-
KapAMOrpaduUyIeckyx ¥ reMOAVHAMIYECKIX I3MeHEeH IIPU
AT’ cymmuposaH B e-puc. 85.1. B HeKOTOpBIX cAydYasx, oco-

®

PUC. 85.3 KnuHuyeckas oLgHKa neroyHoi apTepnansHoi runeptenauu. (A) SnekTpokapanorpaMma nauyeHTa ¢ NeroyHoil aptepuanbHoil runepteHaueit. (B) PeHTreHorpam-

Ma OpraHoB rPyAHOI KNETKM NALNEHTA C NIEr04HOI apTepuanbHoil TNepTeH3uen.
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6erno aas onenku BIIC, AonmoaHMTeABHYIO MHbOpMAIIIO
AaeT JIpeCIITeBOAHasT SXOKapAnorpamma. PoAb sxoxapAn-
orpacdun ¢ PpusMIecKoil Harpy3Koii B HaCTosIIee BpeMsI SIB-
AsI€TCsI CIIOPHOJA.

I'AaBHBIMU  9XOKapAMOrpaduIecKuMy MHAMKATOpaMu
nporHosa rpu AAI SBASIOTCS HaAWde MepyKapAMaAbBHOTO
BBITIOTa U TSKECTh AUCHYHKITUY ITPaBOTO XeAyAaodka. Vs3-
MepeHHOe CHUCTOAMYECKOe AaBA€HHe B IIPaBOM JKeAyAOUKe
ITPOTHOCTMYECKM SIBASIETCSI MeHee 3Ha4MMBIM, U, Ha CaMOM
AeAe, OHO MOXeT TTaAaTh 10 Mepe MTPporpeccupoBaHs 3abo-
AeBaHMs Y CHVDKeHMsI PyHKITUY TIPABOTO KeAyAOUKa.

BeHTUnaunMoHHo-nepdy3noHHana cunHTurpadumsa nerkux. Ma-
LIMEHTbl C HEOOBbACHUMOWM OAbILWKON U JTI 4ONXKHbI 6bITb OLEHEHbI Ha
npeamet XTIJN. Ana aaHHOM Lenn Hanbonee 4yBCTBUTENbHBIM METO-
[IOM NPU3HaHa BEHTUNALMOHHO-NePPY3UOHHAs CUMHTUIrpadus ner-
Kux [31]. Ecnu pesynbtaThl BEHTUASLUMOHHO-NEPPY3UOHHOM CLIMHTH-
rpaduu B Hopme, unm BepoAaTHocTb XTI/ o4eHb HU3Kag, nocnea-
HAS MOXKET OblTb UCKJOYeHa. Y MHormx nauueHtoB c JIA[ nmeet
MecTo Hebonblias reTeporeHHoCTb nepdy3nmn, HO HET CermeHTap-
HbIX MK 60NblWKX AedeKTOB. XoTa cnupanbHaa KT asnsetcs otamy-
HbIM CPELCTBOM OLIEHKM MaLUEeHTOB NPy OCTPOMN 1ero4HOM aMB0nH,
OHa MOXET NPONyCTUTb XMPYpPruveckun koppurupyemyto XTIJT. Ecnum
anarHos XTI no-npexkHemMy Bbi3biBaeT 6ECNOKONCTBO Noc/e He-
MHBa3VBHOW BU3yanu3auuu, cneayeT BbliNMOAHUTb aHrMOMNYyNbMOHO-
rpaduto. NMocneaHsaa 4ONKHA NPOBOAUTLCSH C OCTOPOXKHOCTBIO Y Na-
LIMEHTOB C NPOABUHYTHIMWU HapyLIEHUSIMWU FreMOAUHAMMUKK. B aTOoM
cny4yae Heo6X0AMMO UCMOb30BaTb HEUOHHbBIE M HU3KOOCMONSAPHbIE
KOHTpaCTHble BeLeCcTBa C CaMoi MeNEHHOM CKOPOCTbO MOTOKa 1
HanMeHbLIMM BO3MOXHbIM 06beMoM. MpuaHakamu XTIJIT npu aH-
rmonynbmMoHorpadun ABNSAIOTCH HeperynspHble BHELWHWE KOHTYpPbI
KOHTPACTUPOBAHHbIX apTEPUM, «<MELWOYKM», NayTUHbI, TAKU WU NON-
Has OKKJI3US COCYA0B.

UccnepoBaHue GyHKUMU BHELWHETO AbIXaHUs. [115 OLEHKM Ha-
JIMYUS OGCTPYKTUBHOTO UK PECTPUKTUBHOMO 3a601€BaHUS NETKUX
nones3Ho uccnefoBatb GYHKUMIO BHELWHETO AbixaHus. Ecnu gaHHble
HapyWweHMs HYXXHO OLeHUTb Aanblue, NOAXOAAWNMN MeTofaMu By-
[yT aHanun3 Ha rasbl apTepuanbHoin Kposm unu KT BbICOKOro paspe-
weHus. MauneHTbl rpynnbl 1 JIAT MOTyT UMETb YMEPEHHYIO PECTPUK-
LLMIO M HECKO/IbKO CHUXEHHYI0 AN PY3MOHHYIO CNOCOBGHOCTb NIEMKMX
no MOHOOKMKCH yrnepoga. CHuxKeHne andPpy3noHHOM CNocoBHOCTH
NIErKMX N0 MOHOOKMKCH yrnepoaa y naLmMeHTOB C CUCTEMHOM CKIIepo-
[lepMuUern MOXeT npewecTBoBaTb pa3suTuio J1AT.

MarHuTHO-pe3oHaHcHas Tomorpadusa cepagua. MarHuTHo-pe-
30HaHcHasa Tomorpadus (MPT) cepaua SBAseTcs OT/IMYHBIM METOLOM
OLEHKM BYHKLMM NPABOro Kenyao4uKa v MOXeT 6bITb Mone3HoW Ans
oueHku BINC, xoTs 1 He TpebyeTcsa 419 NnocTaHOBKKM anarHo3a J1AT. B
OTBET Ha XpPOHHUYecKyto JII NpaBbIi enygo4yeK paclimpsaeTcs, CHU-
aeTcs ero cuctonnyeckas GyHKUMM U yaapHbii o6beM. Mexkeny-
[I04KOBas Neperopoaka BbirMbaeTcs B CTOPOHY /IEBOIO Xenyao4Ka B
AMacTony u cuctony. B cooTBETCTBUE C 3TUM, MHAEKCUPOBAHHbIM KO-
HEYHbIN ANacTONIMYECKNIK 06 bEM NPaBOro Xenyaoyka meHee 84 mn/
M2, MHAEKCUPOBAaHHbIN KOHEYHbI ANacTONMYECKUI 06bem NeBoro
enyaodka sbie 40 M/M? M MHAEKCMPOBAHHbIN yaapHbiit 06beM
Bbille 25 MJ/1/M? aCCOLIMMPOBaHbI C IyYLIMMM NOKA3aTENAMMN BbIXKK-
BaemocTu y naumeHToB ¢ UJIAT. ®pakuuns Bbibpoca NpaBoro eny-
[lo4Ka HMKe 35%, no aaHHbIM MPT cepaua, aBnseTcs npeanKkTopom
cmepTenbHoro ucxoga [32].

MynbCoOKCMMETPUSA Ha NPOTSKEHUU HOUYU. BMecTe ¢ aaHHbIMK
aHaMHe3a AN BbIIBIEHUS NaLUEHTOB ¢ 06CTPYKTUBHBLIM anHo3 BO
CHe MOXeT 6bITb MOMOYb MyIbCOKCUMETPUS B TeyeHne Houu. Pop-
Mann3oBaHHas NoAMCOMHOrpadus MoXeT naeHTMbuumMpoBaTb 60/b-
HbIX CO 3HA4YMMOW HOYHOWM AecaTypaumein. O6CTPYKTUBHOE anHO3 BO
CHe MOXXeT 6blTb NPUYMHOM ymepeHHown J1T, pa3BuBatoLLencs BCies-
CTBME TMMOKCUYECKON Ba30KOHCTPUKLIUK.

3Hauyunmas JIAT (cp4JT1A > 35 MM pT. CT.) PEAKO MOXeET 6bITb Cnes-
CTBMEM HapyLleHUIN AblXxaHUs BO CHE; OHaKO, Hefle4YeHHoe 06CTPYK-
TUBHOE anHO3 BO CHE MOXET OrpaHninTb 3GPEeKTUBHOCTL APYrrX
BMAOB NEeYeHUs U, CnefoBaTteNibHO, ero Heo6xoAMMo 406pPOCOBECT-
HO OLleHMBaTb M N1e4nTb y BCex nauneHTos ¢ JIAT.

JlaGopaTopHble uccneaoBaHus. YynTolBas anuaemMuonoruye-
CKMe CBA3W, nabopaTopHble TeCTbl AN CKPUHUHIA AN PY3HbIX 60-
nesHewn coeamMHuTeNnbHOM TKaHu, BUY-uHdeKkumnn, 6oneaHen nevyeHmn

BKJIOYEHbI B HE06X0AMMblE METOAbI AMArHOCTUKK. [1Na OLEeHKM Npo-
rHO3a M OTBETA Ha JleYeHNEe MOXKHO TaKXKe U3MEepPUTb KOHLEeHTpa-
LMIO HaTpUIypeTUYeCcKoro nentuaa.

MeTtoabl GYHKLUOHANBHOW AUArHOCTUKU. TeCT ¢ 6-MUHYTHOM
xoab6ou (6MX) aABnseTcs BaXHbIM GYHKLMOHaNbHBIM METOLOM KO-
NIM4ECTBEHHOM OLLEHKN GU3MYECKOM paboToCcnocoB6HOCTU. HecMoTps
Ha OTCYTCTBME TEXHWYECKOM 3NEraHTHOCTU U OrpaHuyeHus, 6bi1o
[loKasdaHo, 4To 6MX (Npu BbINOHEHUN €r0 HaANeXKalmm o6pa3om
B CTaHAaPTU3MPOBAHHOM MaHepe) SBASETCS NOe3HbIM NPOrHOCTH-
YECKMM GaKTOPOM M BarKHbIM NapameTpoM As BKIOYEHUS B KIK-
HUYECKYIO OLLEHKY NporpeccupoBaHuns 3abonesaHna n apbeKkTms-
HOCTM NleveHus.

Pe3ynbraThl TecTa ¢ 6MX Ha cerofHsAWHWMA AeHb ABNSIOTCS Nep-
BUYHOM KOHEYHOM TOYKOM MOYTHU BO BCEX KJIMHUYECKUX UCCNeaoBa-
HUSX, BKAOYaowWwmx naumeHtos ¢ JIAlL B HepaBHeM aHanv3e naum-
€HTOB B 16-HeaeNbHOM KJMHWYECKOM UCClieaoBaHuu Taganaduna
NpoTUB NnaLe6o Gbia NpeanpUHSaTa NonbITKa O4ePHUTbL MUHUMaNb-
HYI0, HO BaXXHYt0 pa3HuLy B pe3ynbtatax 6MX [33]. Ucnonb3ys me-
TOAMKM pacnpeneneHns 1 NPUBSA3KK, aBTOPbI BbIABUAN KOppenauuio
MEXAY UBMEHEHUSIMU ANCTaHUUKN BMX 1 UBMEHEHNUAMU CYMMapHO-
ro ypoBHS GpU3MYECKOro KOMMNOHEHTa NO pe3ynbTaTtam TeCTUpoBa-
HUS C UCMOJIb3OBAHWEM OMPOCHMKA M3 36 NyHKTOB — «KpaTkoro
0630pa cocTosaHUs 3a0poBbs» (Short-From Health Survey, SF-36).
Bbino ycTaHOBMEHO, YTO MUHUMaNbHasa 3Haynumas pasHuLa B AUC-
TaHUMK 6-MUHYTHOM X0AbObI cOCTaBnseT npumepHo 33 M. [1Ba Apy-
rMx MeTaaHann3a oLueHUBaNn KoOppensaumio U3MEHEHNN AUCTaHL MK
AMCTaHUMK BMX C KIMHUYECKMMU NPU3HAKAMM WM HALLIK, YTO OHa
nm6o Hebonblwas, NMbo otcyTcTByeT [34, 35]. XoTa 1 nonesHas ang
NPOCNEKTUBHOM OLEHKW B MHAMBUAYASNbHbIX Cly4asix, B Ka4yecTBe
NnepBUYHON KOHEYHOM TOYKM ByAYLIMX KIMHUYECKUX nCCnefoBaHui
AMCTaHuMA 6MX cnyuT npeaMeToM NPOAOSKaAKLWMXCS CNOPOB.

Harpy3o4Hbli KapauMopecnupaTtopHbIi TecT npeanaraeT 6onee
CNIOXHble CpeAcTBa ANs OLEHKU Gpu3nyeckon paboTocnocobHOCTH
1 razoo6mMeHa. M10XMMKU NPOrHOCTUHECKUMU MHAMKATOPaMK Mpu
npoBeAEeHWUN Harpy304HOro KapanMopecnmMpaTopHoOro TecTa ABASAOT-
€Sl MMKOBOE CUCTONMYECKOE apTepuanbHoe AaBneHne Huxke 120 mm
pT. CT. ¥ NUKOBOE NoTpebneHne kucnopona meHee 10,4 MN/Kr/MUH.

Kamemepuzauus npaGvix kamep cepdua

MuBasuBHast orieHka remoAmHaMuky ¢ momomipio KITKC

VIMeeT pelllalolliee 3HaUeHNUe B OlleHKe AI0OOTo IallueHTa ¢

rioposperneM Ha AAT. O6sruro KITKC BbIOAHSIETCS ITOCAE

HEMHBA3MBHBIX METOAOB MccaepoBaHMs Al', omcaHHBIX pa-

Hee. HexoTopsIM HalmeHTaM ¢ IepBOHAaYaABHBIM IIOAO3Pe-

HueM Ha AAT He TpebyeTcs KaTeTepUsMpoOBaTh MIpaBble Ka-

MepBbl, IIOCKOABKY IIpM ITPOBEACHMM HeMHBA3MBHBIX TeCTOB

AOKa3aH aAbTepHATUBHBIN AMarHO3. OAHAKO BCe ITalieHTHl,

y KOro IIO-TIpeXXHeMy MMeeTcs roposperne Ha AAT mocae

HEVHBA3VMBHOTO OOCAEAOBAHSI, AOAKHBI OBITh TIOABEPTHY ThI

KTIKC xamep cepalia IepeA HadaAoM AedeHwms. [Toabsa ot

KIIKC 3aBuUCAT OT TOYHOCTU U IIOAHOTBI TIOAYYEHHBIX AQH-

HbIX. Heobxoanmere nsmepennst mpu KITKC BkAtodaroT cae-

AyIOIIye:

— caTypauusi KUCAOPOAA (B BepXHell 1 HUXKHel ITOABIX Be-
Hax, AeTOYHO ¥ CCTEMHBIX apTepusIX);

— AaBAeHIe B IIPaBOM IIPeACEPANN;

— AaBAeHMe B IIPaBOM KeAYAOUKe;

— AaBAeHUE B AeTOYHOI apTepuy;

— AaBAeHNe HallOAHeHMsI AeBbIX KaMep cepalia: ABAA, Aas-
AeHJe B A€BOM IIPEACEPAUN VAU KOHEYHOe AMCTOAMYe-
cKoe AaBAeHIe B AeBOM Xeayaouke (KAAAX);

— ¢B/cepaeunsiit nHAEKC;

- ACC;

— CHUCTeMHOe apTepyaAbHOE AaBAEHMeE;

— 4acToTa CepAeUHBIX COKpallleHNI;

— OTBeT Ha OCTpOe BBeAeHNe Ba3oAMAaTaTOpA.
PacripocTpaHeHHBIM IIOABOAHBIM KaMHEM B JHBa3WB-

HOM AmarHocTyke Al sIBAseTCs HellpaBMABHAsl MHTepIIpe-

ranust ASAA. ASAA caeayeT usmepsTb B KOHIle BHIAOXA 1

B HECKOABKMX Pa3sHBIX CeIrMeHTax AerodHbIX cocyAroB. KA-

AAJK HY>KHO OIIpeAeAsITh, €CAU CYIIIECTBYIOT KaKue-Aubo co-



MHEHVsI OTHOCUTEABHO TOYHOCTY M3Mepermst ASAA man ec-
AU pe3yAbTaThl OKa3bIBAIOTCST HEOXKMAAHHBIMU AASI AAHHOT'O
narenTa. Harpyska XXIAKOCTBIO MOXXET ObITh HEOOXOAUIMA
AASI BBISIBA€HVST AMIACTOAMYIECKOM AUCHYHKIIIIA.

OcTpblit Ba30AMAATAIIVIOHHBI TECT HEOOXOAVMO IIPOBO-
AUTDH y GOABIIMHCTBA HaneHToB ¢ VIAAT, HacAeACTBeHHOI
AAT n aAexapcrseHHO-mHAyIMpoBaHHOV AATI. Vckaroge-
HIISI KacaloTCsI TIAIVIEHTOB, KOTOPBIEe He SIBASIIOTCST KAaHAVAA-
TaMJ Ha AAUTEABHYIO Teparmio 6A0KaTOpaMU KaABIIVEBBIX
KaHAAOB, TaKle KaK T'eéMOAMHaMmJyeckye HecTabMAbHbIe
VIAY TIAIIMEHTHI C SBHOM IIPABOXKEAYAOYKOBONM CEPAECIHON
HEAOCTaTOYHOCThIO. OTBETUMKM PEAKO BCTPEdaloTCsl cpe-
AU TaIVeHTOB ¢ accoummpoBaHHO AAI. Hauboaee pac-
IIPOCTPaHEHHBIMI Ba30AMAATATOPAMM, MCIIOAB3YEMBIMU B
STOM TecTe, ABASIIOTCS. MHIaAAIMOHHbI NO, BHYy TpMBeHHbI
SIIOIIPOCTEHOA U BHYTPMBEHHDI apreHO3MH. OCTpbIil OTBET
oIIpeAeAsieTCsl Kak CHVKeHMe cpAAA 10 MeHbITIell Mepe Ha
10 MM pT. cT. A0 abcoaroTHOTO 3Ha4YeHMs CPAAA Hike 40 MM
PT. CT. IpY YCAOBUM HEM3MEHHOTO MAM yBeAnuysirerocs CB
[36].

MpuBep)XeHHOCTb peKoOMeHAaLUaM

HecMoTpst Ha IybAMKAIIMIO PeKOMEHAOBAHHBIX aATOPUT-
MOB BO MHOTMIX MCTOYHMKAaX, MHOTHe IIal[MeHThl IIOAYYaloT
AAT-cienindudeckyio Tepanmio 6e3 ITOAHOTO TpebyeMo-
ro obbeMa AuarHocTuky. HepaBHO MHMIIMATHMBHAS Tpynna
M3ydara MPUBEPKEHHOCTb AMATHOCTMYECKOMY aATOPUTMY
American College of Chest Physicians [37]. Beiro mpoae-
MOHCTPUPOBAHO, YTO IMIPUBEP>KEHHOCTh aATOPUTMY TIAOXas
U Yallle BCero He BBIIOAHSIOT BEHTUASIVOHHO-TIepdy31OH-
HYIO CUMHTUTpadmio AeTKuX (57%), He MICCAAYIOT CBIBOPOT-
Ky xposu Ha B/Y (29%) m MapKephl cCTEMHBIX 3ab60AeBa-
HMIi coeAHUTeABHOM TKaHM (50%). AecsiTn IIpolieHTaM Iia-
rmentoB AnarHo3 AATL 6s1a nioctaBaen 6e3 KITKC. Toasko
7% TaIeHTOB, A€YeHHBIX OAOKATOpaMM KAABIIMEBBIX Ka-
HAAOB, OTBeYaAM KPUTEPUSIM OCTPbIX OTBETYMKOB. Mepbl
IIO ITOBBIIIEHNUIO IIPUBEPKEHHOCTY PEKOMEHAAIVISIM MOTYT
YAYUILINUTD AedeHNe VM UCXOABI y nanyeHToB ¢ AAT. Tlepea
HavyaroM AAT-crierudnaeckoii Tepanmm pelaonum 6yAeT
yCcTaHOBAEHMe IIPaBUABHOI'O AMarHo3a.

JleueHue

Aeuenne AAI 3HaUMTEABHO M3MEHMAOCH 3a IIOCAEAHEe Ae-
CATUAETHE, B TOM UNCA€e, OAATOAAPS AOCTVIKEHUSIM B M3y de-
HUM 3a00A€BaHVS Y AOCTYITHOCTY MeAMKaMeHTOB, HallpaB-
A€HHBIX Ha M3BECTHBIE [TATOAOrMYeCcKye M3MeHeHus. B 1o-
CAEeAHVIE TOABI OBIAV OITYOAMKOBaHBI HECKOABKO AATOPUTMOB
Aevennst AAT. Aaropurm 2015 1. pexomenaarmsix ESC/ERS
[1] BocripomsBeaeH Ha puc. 85.4. AevueHre O peleHMN Ya-
CTO IIPUHUMAETCS C YIeTOM TsDKeCTH 3aboAeBaHMsI. B TabA.
85.4 rpeacTaBAeH 0630p M3BECTHBIX (PAKTOPOB, BAVISIIOIIINX
Ha rporuo3 AAI. TexyIe 11eAr AeueHNs BKAIOYAIOT KyTIN-
pOBaHNe CUMIITOMOB U IIOBBIIIEHVe TOAEPAHTHOCTY K pu-
3M4eCKOii HarpysKe, yAydllleHre (pYHKIIUN IIPAaBOTO XKeAy-
AOYKa cepAlla ¥ TeMOAMHAMIYecKnx mnoxasareaeit. Hecmo-
Tpsl Ha CTpeMAeHMe YAYYIINUTb BbIKMBAeMOCTb I1allieHTOB C
AAT, xAMHMYecKIe MCCAEAOBAHIST YaCTO HEAOCTATOYHBI 110
pasMepy U IPOAOAXKUTEABHOCTU AAS A€MOHCTpaLUU IIOAO-
KUTEABHOTO BAMSIHUSI Ha BBIKMBAEMOCTh, XOTSI B HEAQBHEM
MeTaaHaAM3e TeKyIIel OAOOpEHHOI Teparmu 6bIAO TIOKa3a-
HO YCTOIUMBOe BAVSIHIIE Ha VICXOABL 60Ae3HN [38].

Mepbl o6uero xapakrtepa. BaxKHbIMW KOMMOHEHTaMK BeAEHUS
nauneHToB ¢ JIAI 9BNAIOTCA NEPBUYHOE KOHCYNbTUPOBAHWE U MpPo-
CcBelleHne naumeHToB. PeKoMeHaoBaHa 403MpoBaHHasa puanyecKas
Harpy3Ka HU3KOro YpOBHS, Takas Kak Xxoab6a. bbinu NnpogeMoHCTpH-
pOBaHbl NpenmMyLIecTBa UHTEHCUBHOM Nero4yHon peabunutaumu. Ma-
LMeHTaM peKomeHayeTcsl u3beratb TAKeNbIX GU3UYECKMX Harpy30K
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M U3OMETPUYECKMX YMPaAXKHEHUI, MOCKONbKY 3TO MOXET Bbl3BaTb
CUHKONanbHoe coctosfHue. LlenecoobpasHa KucnopogoTepanms ¢
Lenbio NoaaepraHusa catypaunv Bbiwe 92% B nokoe, Ha doHe du-
3MYECKON HarpysKku, NnogbemMe Ha BbICOTY. MOXHO He JOCTUIHYTb
3TOM UEeNn y NauMeHToB C BHYTPUCEPAEYHbIM WYHTUPOBAHWEM KPO-
BM (BKJItOHAs NaLMEHTOB C OTKPbITbIM OBaJlbHbIM OKHOM). PEKOMEH-
[OBaHa AgueTta ¢ orpaHuMyeHnem Hatpusa (< 2400 mr/cyT), 4TO OCO-
6eHHO BaXHO AN19 NojAepyKaHua BONEMUYECKOro cTatyca y nauu-
E€HTOB C NPaBOXeNyA04KOBOWM cepevHON HEAOCTAaTOYHOCTbIO. TaKkKe
pekomeHayeTcs caenatb NPUBMBKY NPOTMB rpUnna u NHEBMOKOKKaA.

Kone6aHusa remogMHaMuKku B nepunos 6epeMeHHOCTH, poaoB 1
B MOC/IePOAOBOM Mepuoe NoTEHLMANbHO YIPOXaloT XKU3HU Nauu-
eHTKM ¢ J1AT, u maTepuHCcKas cMepTHOCTb cocTaBnsaeT oT 30 o 50%.
MNocnefHne peKoMeHaauun CoBETYIOT KeHwmnHam ¢ JIAT nsberatb
6epeMeHHOCTM MU NpepbiBaTb ee Ha paHHMX cpokax [1]. K HacTo-
AlEeMy BPEMEHM OMNUCaHO 26 6epeMeHHOCTeN y nauneHTok ¢ JIAI
B 13 ueHTpax [39]. Tpoe (12%) ymepnun, 1y OGHON NauneHTKH pas-
Bunacb pedpaKrepHasa NpaBoXenyaoyKoBas cepaeyHas HeJocTa-
TOYHOCTb, NOTPe6OBaBLUAs Nepecagky KOMMaeKca cepala-nerkue
nocne pogopaspelleHuns. Takke Npon30LWIn ABa CNOHTaHHbIX U Gbl-
NIM cAenaHbl WeCTb UCKYCCTBEHHbIX abopToB. UToro, 62% 6epemMeH-
HOCTEN 3aBepLNINCD POXKAEHWEM 340POBLIX AeTen 6€e3 OC/oXKHe-
HUI y maTepen. Y 3TUX XeHWwuH JIAT Xopolo KOHTponupoBanach
(cpegHee JICC 500 + 352 guH-ceK x cm~°). MonoBUHa U3 HKX Bbina
[ONTOCPOYHbIMU OTBETYMKAMM Ha Tepanuu 61oKaTopamu KanbLme-
BbIX KaHanoB. PETPOCNEKTUBHbIV aHaNM3 AaHHbIX NATU LLEHTPOB, Ha-
6nt0aaBLIMX 18 6epeMeHHbIX KeHLMH 3a nepuog ¢ 1999 no 2009 .,
BbIIBUN 3 cMepTenbHbIX Ucxofa (4To cocTaBuno 17%) [40]. BaxkHo
obeyxaatb aGPeKTUBHbIE METOAbl KOHTPOJIS POXAAEMOCTU C XKEH-
WMHaMKM AeTOPOAHOr0 BO3pacTa, KOTOPbIM 6bifa AMarHocTupoBaHa
JIAT.

ConyTcTBylowas tepanua. HecMoTps Ha TO, 4TO cyllecTByeT
natoduanonorniyeckoe o60cHOBaHMe A UCNONb30BaHWUS aHTUKO-
arynsHtoB npu J1AT, Tekywue faHHble HabnoaaTeNbHbIX PeecTpoB
no AaHHOMY BOMPOCY HEOAHOPO/IHbI U HELOCTATOYHO Y6EaAUTENbHbI.
B «EBponenckom peructpe» (European registry) 6b110 NokasaHo ynyy-
WeHWe BbIXKMBAEMOCTU MPU NIEYEHUN aHTUKOArynsaHTamMu nauueH-
TOB ¢ WUJIAT; ogHaKo, aTa nonb3a He Gblna OTMeYeHa B amepuKaH-
ckoMm peectpe REVEAL [41, 42]. H1n B 04HOM M3 peecTpoB He 6bl10
NPOAEMOHCTPUPOBAHO NOMb3bl Y NauneHToB ¢ JIAL. uypeTuku no-
Ka3aHbl 415 le4eHUsi 06beMHOV NMeperpy3KM NPaBoro }enyaouKa;
nHoraa TpebyeTcs UX BHYTpUBEHHOE BBeaeHue. o noBoay npume-
HEeHWSA AUTOKCHMHA JaHHbIX Mano, XO0Ts MHOTAa OH UCMOb3yeTcs y na-
LMEHTOB C NPaBOXeNyA04KOBOM CepAevyHON HeJOoCTaTOYHOCTbIO M
HU3KUM CB, 1 y nauMeHTOB ¢ NpeacepAHbIMU apUTMUAMMU.

bnokamopvi KanvuueBvix KAHAN06

Kak obcy>kaaroch paHee, 6A0KaTOPHI KAABIMEBBIX KaHAAOB
MOTYT OBITh 9 PeKTUBHBIM BUAOM A€UYEHMUS § HEOOABITIOTO
YJCAa TIAIMIeHTOB C OYeHb MOIIIHBIM OTBETOM Ha OCTPHIii Ba-
30AMAATAIMOHHBI TecT. B HacTosiIee BpeMsl IIOAOKUTEAD-
HBIIT OTBET OIIpeAeAsieTCs Kak MaaeHre CpAAA TI0 MeHbITIel
Mepe Ha 10 MM pT. cT. A0 ypoBHsI cpPAAA 40 MM PT. CT. UAK
HIKe Ha pOHe HeM3MeHHOT o UAM rosoiaomierocs CB. INa-
LIMEeHTBl, OTBeYalolIe STUM KPUTEPUSIM, AOAXKHBI [IOAYYaTh
6AOKaTOPBI KAaABIIMEBBIX KaHAAOB, I X HEOOXOAMMO TIIIa-
TEeABHO MOHUTOPMPOBAThH C IIEABIO OIIeHKM 6e30I1acHOCTM
1 3¢ deKTUBHOCTM TPOBOAMMOIL Tepann. Ecan y narmen-
Ta C OAOXUTEABHBIM OTBETOM Ha OCTPYIO Ba30AMAATAIIMIO
Ha ¢doHe AeueHNsT 6AOKATOPOM KaABIIVMEBBIX KAaHAAOB (PYyHK-
IIMOHAABHBIN KAacc He ToBblaeTcst Ao I manm II, ero Heabss
CUMTaTh «XPOHMYECKUM OTBETYMKOM», ¥ HEOOXOAVMO Ha-
3Ha4YMUTh aAbTepHaTUBHYI0 AAT-crienmdnyeckyio Tepanuio.
OueHb HEOOABIIIOE YNCAO IMALMEHTOB (< 7%) ¢ AAI ayBcTBY-
IOT cebs1 XOPOIIIO IIPY UCIIOAB30BaHNMM GAOKATOPOB KAABIIU-
€BbIX KaHaAOB B TeueHMe AAUTEABHOIo BpemeHu (cm. «bu-
6amorpadmio»). Yare Bcero MCHOAB3YIOTCS IPOAOHTUPO-
BaHHBI HUMEAUIINH, AMATHA3eM M aMAOAMIIMH. CaeayeT
nsberath IIpUMeHEHNs BepallaMiAa B CBSI3M C IIOTEHIMAAb-
HBIM OTpUIIaTeAbHBIM MHOTPOIIHBIM 3 deKToM.

BUESHALAALMI BRHhOI3|[
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06cyXieHne HanpaBneHNs Ha TPAHCNAHTaLM J'IEI'KI/IX§

PWC. 85.4 OcHoBaHHbIiA Ha A0KA3aTeNbCTBAX aNrOPUTM NEYEHNS NALMEHTOB C NEro4HoR apTepuanbHoil runeptenauent (JTA). Tonbko ang nauynentos rpynnbl 1. BKK — 6no-
KaTopbl KanbUuesblx kaHanos; BO3 — BcemupHas opraxn3auns 3apasooxpaqenns; UITAI — uanonatudeckas neroyHas aprepuansHas runeptensus; JITAI — neroyqas
apTepuanbHag rMnepTeH3ns, accounpoBanHas ¢ npuemom nekapcts; HITAM — HacnefCTBEHHAs NerovHas aprepuanbHas runeprensns; OK — qyHKUMOHabHbIRA Knace
[Galie N, Humbert M, Vachiery J-L, et al. 2015 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension. Eur Heart J 2016;37:671.

* Hekotopbix naunexTos OK Il BO3 MOXHO OTHECTH K rpynne BbICOKOTO pucka.

Ha4anbHas Tepanis amopu3gHTaH + Tafanacdnn npeBoCXOAUT Ha4anbHY0 MOHOTEpan aMGpPU3eHTaHOM UV Tafanadiuiom B OTHOLIEHIM OTCPOYKIA KNUHUYECKOTO yXy /-

LIEHNS.

£ Cnepyer oTAaBaTh NPeANOYTEHNE BHYTPUBEHHOMY 3MIOMPOCTEHONY, T.K. Er0 MPUMEHEHNE MPUBENO K CHIDKEHIIO 3-MECAYHON NIETANbHOCTH Y MauueHTos ¢ JIAT BbICOKOTO

prCKa TaKXe B Ka4eCTBE MOHOTEPANUK.
Takxe 06CyauTb BbINONHEHINE GANNOHHOM aTPUOCENTOCTOMMNM.

lMpocmanoudvi

CHIoKeHMe ypOBHSI IIPOCTALIMKAMH CMHTAs3bl y IIallMEeHTOB
¢ AAT IpMBOAWT K HeaAeKBaTHOM ITPOAYKITUY ITPOCTAIIKA-
Ha I, BasoAMAaTaTOpa C aHTUITPOAVI(PePATUBHBIM 9P HEKTOM.
Hasnzauenne npocraHOMAOB O6b1AO OCHOBOV Aevuermst AAT Ha
IIPOTSDKEHUN TIOUTH ABYX AeCsITMAeTuil. B Hacrosiee Bpe-
MSI AOCTYIIHBI pa3sAMYHBIE KOMMepYecKye TperapaTsl: SI10-
IIPOCTEHOA (AAS AAUTEABHOTO BHYTPVBEHHOTO BBEAEHI),
TPepOCTEHNA (AAS AAUTEABHOTO IIOAKOXXHOTO, AAUTEABHO-
r'O BHYTPUBEHHOTO, MIHTEPMUTTUPYIOIIETO MHIAASIMOHHOTO
VIAV TIEPOPAABHOTO BBEAEHVIST) ¥ MAOIIPOCT (AAS IHTEPMUT-
TUPYIOIIIETO VHTAASIIVIOHHOTO BBeA€HN:T). AedeHne TIpocTa-
HOVIAAMM SIBASIETCSI CAOKHBIM, I Ay4Ille BCeTo Ha3Ha4aTh €r0
B CIIeIIMAAV3MPOBAHHBIX IIEHTPaX C OIIBITOM PabOTHI CO CAOXK-

HBIMI CMCTeMaMM AOCTaBKM ITpellapaTa 1 BO3MOXXHOCTDBIO I10-
CTOSIHHOT'O YIIPaBA€HUS PEXXIIMOM AO3VPOBAHMS 1 IIOOOYHBI-
M o dexTamn.

SMONpPOCTEHOA OBIA TEpPBBIMM IIperapaToM, OAOOpeH-
ueiM U.S. Food and Drug Administration (FDA) aast Aeue-
Hys1 Tak HasbiBaeMoit [TAT 8 1995 r. PanaomusupoBaHHbIe
KOHTPOAVPYEMBble KAUHUYECKMe MCCAEAOBaHNUS Yy IIaIu-
enTos ¢ ITAT (B Hacrosiee Bpems VIAAT) noxkasaan yayd-
IIIeHe TOAePaHTHOCTY K (PpU3MIeCcKoil Harpys3Ke, U3MepeH-
HO 110 AucTaHIuM 6MX, TeMOAMHAMMKN, KavyecTBa >KMU3HI
¥ BBDKMBaeMOCTM Ha mpoTspkeHmn 12 Hea (cm. «Bubamo-
rpaduio»). Cepun AOATOCPOIHBIX HADAIOAATEABHBIX MICCAE-
AOBaHMI TakKe IIPEAIIOAOXMAM YAydllleHue IoKasaTeAeit
BBDKIMBAEMOCTH IIpYM HasHaueHWV BHYTPVMBEHHOT'O SIIOIPO-
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TABJIULLA 85.4 OueHKa pucKa Npu J1Iero4yHOM apTepruasibHOM rMNEepPTeH3UmU

[leTepMMHaHTbI NPOrHO3a*

(npeanonaraembii roau4HbIA
YPOBEHb CMEpPTHOCTH)

Hu3kun puck (< 5%)

CumnTombl ppaBoxenyﬂouKoaoﬁ OTCcyTCTBYIOT
cepAeyHoOn HeLoCTaTOuHOCTH

MporpeccupoBaHne cUMNTOMOB OTcyTcTBYET

O6mopokn OTCcyTCTBYIOT

dyHKUMOHANbHLIM Knacc (BO3) I, 1l

6MXD > 440 m

KapanopecnupaTtopHbI TeCT ¢
U3NYEeCKON HarpysKom

MnkVo, > 15 MA/Kr/MuH

(> 65% nporHo3upyemoro)

OtHoweHue VE/Vco < 36

KoHueHTpauns NT-proBNP B nnasme
KpPOBU

BNP < 50 Hr/n
NT-proBNP < 300 Hr/n

[aHHble BU3yanusaumm Mnowaap MM < 18 cm?

(3xokapaunorpadus, MPT cepaua)

OT1CcyTCTBME BbIMOTA B MONOCTH

nepukapaa
[Moka3atenu reMoAnMHaAMUKHU AMNn < 8 mm prt. CT.
CU > 2,5 n/Muu/m?

SVo2 > 65%

NMpomMe)XyTOUHbIH PUCK

(5-10%) Bbicokui puck (> 10%)

OT1cyTCTBYIOT MpucyTcTBYIOT

MeaneHHoe BoicTpoe

Pe,cu(meTL I'IOBTopsi|ou.u4en:9|£

1} \%

164-440 m <165 m

MnkVo, MnkVo, < 11 MA/Kr/MUH

11-15 mn/kr/muH (35-65% (< 35% nporHosmpyemoro)
NPOrHO3npyemMoro)

OTHoweHue VE/Vco, 36-44,9
BNP 50-300 Hr/n

NT-proBNP 300-1400 Hr/n
Mnowaab MM 18-26 cm?

OTHoweHue VE/Vcp, > 45
BNP > 300 Hr/n
NT-proBNP > 1400 Hr/n
Mnowaab MM > 26 cm?

MepukapananbHbIM BbIMOT
OTCYTCTBYET UM MUHUMAbHbIN

BbinoT B nonoctn nepukapaa

Ann 8-14 mm prt. cT.
CWU 2,0-2,4 n/MUH/M?
Svo, 0T 60 go 65%

Anr > 14 mm pr. cT.
CU < 2,0 n/MuH/m?
SVoz < 60%

* BOMbLWMHCTBO NPeAJIONKEHHbIX MOKa3atenen W 3HAYEHM OCHOBAHbI HA MHEHWM 3KCNepToB. OHM MOTYT AaBaTb MH(OPMALMIO O MPOTHO3€ U UCMOJb30BATHCS NPU BbIGOPE TAKTH-
KW NleYyeHUs, HO MPUMEHUTENIbHO K OTAEe/IbHbIM MaLMeHTaM X HeO6X0A4MMO UCMOIb30BaTh C OCTOPOXKHOCTbIO. CneayeT TakXKe OTMETUTb, YTO 6O/bLUIMHCTBO NapamMeTpoB 6biin Ba-
NMAMPOBaHbl B OCHOBHOM A1 MAMOMNATUUYECKOW JIETOYHOM apTepuanbHON rMNepTeH3nn, U NpuBeleHHble paHee 3HaYeHUs He 0653aTeNIbHO MOAXOANAT AN APYrux popm nerou-
HOW apTepuanbHOM runepTeHsnn. Kpome T0ro, Npu oLeHKe pucka cnejyer yunTtbiBaTb MPUMeHeHMe YTBEPXKAEHHbIX MeTOJ0B NeYeHUs U UX BIMSHME Ha NepeMeHHble.

Peskne 06MOPOKM BO BpeMs GbICTPOM UM TSXKeN0M (PU3NUECKOM Harpy3Ku, Man peaKne opTocTaTuyeckne KONnanchl y CTabusbHbIX B OCTaJIbHOM MaLMeHTOB.
MoBTOpAIOLWMECH CMHKOMAbHbIe COCTOSAHUS, AaXKe NPU He6ONbWOMN MU 06bIYHON (PU3MUEeCKON aKTUBHOCTU.

6MXD — ancraHumns 6-MUMHYTHOM X0Ab6bl; BNP — Mo3roBoi Hatpuiypetuyeckuin nentna; NT-proBNP — N-TepMuHanbHbIN hparMeHT MO3roBOro HaTpuiypeTuueckoro nenTtuaa;
SVp2 — HacCbIlWEHWEe KMCOPOAOM CMELIAHHOM BEHO3HOM KpoBU; Vo, — notpebneHne knucnopoaa; VE/Veo, — BEHTUNSILMOHHBIN 3KBMUBAJIEHT NO yrnekucaomy rasy; BO3 — Bce-
MupHas OpraHusauunsa 3apaBooxpaHenus; AMM — gaBneHune B npaBom npeacepamn; MPT — mMarHMTHO-pe3oHaHcHas Tomorpadums; MM — npaBoe npeacepave; CU — cepaeu-

HbIA MHAEKC.

[Galie N, Humbert M, Vachiery J-L, et al. 2015 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension. Eur Heart ) 2016;37:67.]

creHoAa. KpoMe TOro, BHYTpUBEHHSBIN SMOIIPOCTEHOA OBIA
onieneH npu AAI, accoluMpoBaHHON CO CKAEPOAepMIUYe-
CKIM CIIeKTpOM 3aboreBaHuit. B 12-HeAeAbHOM paHAOMM3N-
POBaHHOM KOHTPOAMPYEMOM MCCAAOBAHUM B STOI IIOITY AsI-
I O6BIAO TTOKA3aHO YAVHIIIeHNe AucCTaHIV 6MX u remo-
AVHaMMKI. B psae HabAIOAQTEABHBIX MCCAEAOBAHUI TakKe
OBIA IIPOAEMOHCTPUPOBAH OAAQrONpPUSITHBIE 3¢ deKxT BHY-
TPMBEHHOI'O SIIOIIPOCTEHOAA IIPU LIEAOM PSIA€ acCOLMMUPO-
BaHHBIX popm AAT.

SNOIIPOCTEeHOA HYXXHO HasHayaThb B BUAE AAUTEABHOI
BHyTpUBeHHON MHPYy3un. Kaxxaoro narmenra Heo6XOANMO
OOYINTh TeXHUKEe MPUTOTOBAEHUSI CTEPMABHOTO pacTBOpa,
YTIpaBAEHUIO TIOMITO¥ AAST TIPOBEAEHMS MHY3MM B aMbyAa-
TOPHBIX YCAOBMSIX M YXOAY 3a IleHTPaAbHBIM BEHO3HBIM KaTe-
TepoM. HeaaBHO 6bIAa 0AOOpeHa TepMocTabuabHast popma
STIOTIPOCTEHOAA, He TpebyIolasi XpaHeHMsI BO ABAY, KOTO-
PYIO MOXXHO peXke CMeIIUBaTh AASL IIPUIOTOBAEHMSI PacTBO-
pa. BHyTpuBeHHOe BBeA€HIE SIIOIIPOCTEHOAA OOBIMHO HAUN-
HaIOT B CTallMOHape C AO3Bbl 2 HI'/KI'/MUH U TUTPYIOT, II0-
BBIIIAs, B 3aBUCUMOCTM OT cuMITOMOB AAI M ITO6OTHBIX
s¢pdexToB. HecMoTpst Ha KpaliHe MHAVBMAYAABHBI PEXIM
AO3MPOBaHMS, OIITYIMAABHASI A03a AASL OOABIINMHCTBA B3POC-
ABIX IIAIIMEHTOB KOAeOAETCs B IipeAeAax oT 25 Ao 40 Hr/«kr/
MuH. B psae uccaeaosanmii narmmentos VIAAT, moAyyasImx
TIOCTOSTHHOE A€JeHHe SIIONPOCTEHOAOM, OBIAO BBHIIBAEHO
passutue cocrostHMs ¢ Bblcokum CB, 4To coraacyercs ¢ 11o-
AOXMTEABHBIM MHOTPOIIHBIM 3¢ddeKToM IpenapaTa. Xpo-
HM4yeckoe rosbieHre CB MoxeT okasaTb AOATOCPOYHOe He-

raTMBHOe BAVISTHVE Ha PYHKIIMIO CEPAIla, TIOSTOMY €To CAe-
Ayer msberatp. Hamboree pacnpocTpaHeHHBIe ITOOOYHBIE
5 PeKTH BKAIOYAIOT 6OAD B 9€AIOCTY, IIPUAUBEI, TOIIIHOTY,
AVIapeTo, ChITTb ¥ 6OAM B KOCTSIX U MBIIIIIaX. JKnsHeyTpoxaio-
MMM MOTYT OBITh MHMEKIVN ¥ TIepephIBb B MHY 3N TTpe-
napara.

TperpocTeHMA — 3TO CTaGMABHBIA aHAAOT IIPOCTa-
IIMKAMHA C TaKVM Xe ¢apMaKOAOTUIeCKIM AeHICTBIEM, KaK
STOIIPOCTEHOA, HO OTAMYAIONIMMCS OT HEero XMMMUIecKoi
CTabMABHOCTBIO ITPY KOMHATHOJ TeMIIepaType 1 60oaee AAU-
TeAbHBIM IIEPMOAOM IOAYXXU3HM (4 Yac). B Hacrosiiee Bpe-
M1 TPETIPOCTEHMA OAOOPEH AAS Ha3HAUEeHNS B BUAE AAUTEAD-
HOJ IIOAKOXXHON MH(Y3UM, MHTEPMUTTUPYIOLINX VHTaAS-
LW IAM TIpMieMa BHYTpb. BliepBble OH 6BIA U3yUeH B ¢popMe
TIOAKOXKHO MHY3MM B ITAAIIe60-KOHTPOAMPYEMOM, MHOTO-
IIEeHTPOBOM PaHAOMMU3VMPOBAHHOM VccAaeproBaHvM y 470 ma-
LIeHTOB B TeueHNe 12 HeA. bbIA0O OTMeUYeHO yAyUllleHMe AVC-
Taumyu 6MX Ha 16 M, XOTsI OHO He OBIAO AO303aBUCVMBIM.
OnrumanbHas A03a TPEIPOCTMHNMAA He OBIAO OIpeAeAeHa;
CTaHAQPTHBIE AO3MPOBKIM COCTaBASIOT OT 75 Ao 150 Hr/xr/
MuH. [To6ouHble 9 deKThI BKAIOYaAM 6OAD U SPUTEMY B Me-
cTe MOAKOXHOM MHys3un (85% mnarmeHTos). Apyrumu Tu-
IMYHBIMI TTOOOYHBIMIU SpdeKxTaMy OBIAU TOAOBHAs OOAB,
Auapesl, CbIllb ¥ TOIIHOTa. OCHOBBIBAsICh Ha MCCACAOBAHMIX
6nosxsuBarenTHOCTH, FDA 0AOOpMAQ TPENPOCTEHMA B BU-
A€ TIPOAOHIMPOBAHHO ITOAKOXXHOM MHGY3mmu. Beian coob-
II[eHNsI OT TOM, YTO BHYTPMBEHHOe Ha3HaueHue TperpocTe-
HIAA acCOITMMPOBAHO ¢ 60Aee BBHICOKOI JaCcTOTOM pasBUTHS

BUESHALAALMI BRHhOI3|[
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Cericyica, BBI3BAHHOTO T'PaMOTPUIIATEABHBIMU OaKTepusMI,
B CpaBHEHMM C BHYTPMBEHHBIM 31101pocTeHoAOM. HeaaBHO
y 60-AeTHeTO MarueHTa OblAa IMOKa3zaHa IpaKTUIecKas BO3-
MOXHOCTb BBEAEHMsI TPEIIPOCTeHMAA C IIOMOIIBIO IIOAHO-
CTBIO MMIIAAHTMPYEMOIi, IIpOrpaMMMUpPyeMOii BHYTPUCOCY-
AVICTOJ cuicTeMBI AocTaBKu [43]. [TanienTa HabATOAQAM TIPU-
MepHO 1 TOA, 11 He 6BIAO BBISIBACHO HY MH(UIIMPOBAHMS, HI
OKKAIO3MM KaTeTepa. AaHHas cucTeMa B HACTOsIlee BpeMs
HaxoAuTcs Ha paccmorpennm FDA.

KaroueBoit cocrapastionielt 3¢pdeKTUBHOCTH ITapeHTe-
PaABHBIX IIPOCTALMIKAVMHOB, IIO-BMAMIMOMY, SIBASIETCS CTpa-
Terusl TUTpALs AO3HI IIpeliapara B CTOPOHY YBeAMYEHUs C
TedyeHMeM BpeMeHM. Ba)KHO IOBBIIIIATh AO3y AO MaKCMMaAb-
HO TIepeHOCMOI (IT0 TTO6OYHEIM 3¢ deKTam) y HareHTOB
€ XarobaM, IIOCKOABKY CYILECTBYeT IIpsMast CBSI3b MEXAY
AO3011 IIpeliapaTa ¥ yAy4YIlleHIeM [1epeHOCMMOCTH u3ude-
CKMX Harpy30K M TeMOAMHaMMKH. ITpy AocTvXKeHmm onTu-
MaABHOJ AO3VMPOBKIL ee CAAYET ITOCTOSTHHO IOAAEPKIBATh.
[TanyeHTHI C yXyAIIeHMeM IIOCAe AAUTEABHOI'O IIepIOAA CTa-
OMABHOCTV OOBIYHO He OTBEYAIOT Ha AAAbHelilllee ITOBHIIIIe-
HIIe AO3.

TpernpocTuHUA TakKe OAOOPEH AAS IPEPBIBUCTOTO UH-
TaAsLMOHHOIO BBEAGHMs. B MHOIOIIeHTpOBOM, paHAOMMU-
3UPOBaHHOM, ITAAIIE60-KOHTPOAUPYEMOM VICCAEAOBAHMY, B
KoTOpoe 6BIAM BKAIOUeHB! 235 mamyeHnToB ¢ AAT, mMeBImx
CMMIITOMBI, HECMOTPSI Ha A€YeHUe IIepOPaAbHBIMU OOCEH-
TaHOM VAU CUAA€HAaUAOM, AODaBAEHNE MHTAASIIVIOHHOTO
TPeIPOCTMHMAA IIPUBEAO K YAYUIIIEHMIO IIEPBMYHONM KOHeY-
HOIT Touky — Amctaimm 6MX [44]. YacTsiMy 1TO6OYHBIMU
s¢pexTamu GBIAM KallleAb, TOAOBHASI GOAD, TOIITHOTA, TOAO-
BOKpY>KeHMe VM IIPUAMBBL TperpocTMHUA AUSTAHOAAMMUH —
TPeNpOCTUHUA B POpMe COAM — paspaboTaH Kax Aexap-
CTBO AAUTEABHOI'O BBICBOOOXKAEHUSI B BMAE OCMOTIYECKOI
TabAETKI C PEXVMOM AO3MPOBaHUS ABa pasa B AeHb. [lepo-
PaAbHBIN TPEIIPOCTUHUA U3y4YeH B ¢opMe MOHOTepaIuu y
349 nanmentos ¢ AAI B Tedenne 12 Hea. B sToM nccaeposa-
HyM HabAIOAaAM yayulleHre Ha 23 M (p = 0,0125) aucrannum
6MX (nepBryHOI KOHeYHO¥ ToUKM) [45]. Hukaxmx yayurre-
HMI BTOPUYHBIX KOHEYHBIX TOYEK, TAKMX KaK BPEMS AO KAU-
HUYECKOTO YXYAIIeHUs] MAM yHKIIMOHAABHBIN KAacc, He
Habafoparn. Hamboaee gacTeiMM TOGOUHBIMIU dpdeKTamMm
OBIAVM TOAOBHAsI 6OAB, TOLIHOTA, AMApes, GOAb B UEAIOCTI.
[TepopaAbHSBI TPEOCTUHUA OBIA TakKe U3ydeH y 350 ma-
1meHTOB ¢ AAT KaK AOTIOAHEHNE K Tepally aHTarOHNCTAMMA
PelenTopOB SHAOTEAMHA 1/ MAM MHIMOUTOpamu docdoan-
screpassl (PAD) [46]. B sroMm 16-HEAEABHOM MCCAEAOBAHUMA
MeAMaHa pasHUIIBI C TPYIIION MAariebo mo Auctarnmm 6MX
cocrasuaa 11 M (p =0,07). Hukaxoro yAydiienust Bo BTOpud-
HBIX KOHEYHBIX TOYKaX, TAKMX KaK BpeMsl A0 KAMHIYIECKOTO
YXYAIIeHNsI AV PYHKIIMOHAABHBIA KAACC, He HAOAIOAAAML, U
IPOGUAD ITIOGOTHBIX 3¢ PeKTOB OBIA OAMHAKOB C VICCAEAOBA-
HIISIMIY, TA€ TIperiapar JMCIIOAb30BaAll B KadecTBe MOHOTepa-
rimn. ITepopaabHslit TperpocTuHmA 661A 0A06per FDA B ae-
Kabpe 2013 T.

VAorpocT — 9TO MHTraASIIMOHHBINA IIPOCTAHOMA, KOTO-
PBIit 6BIA U3yUYeH B 12-HeAeABHOM MHOTOIIEHTPOBOM IIAaIle-
60-KOHTpoAMpYyeMOM nccaeaoBanny y 207 nanmenTos. OHO
IIPOAEMOHCTPUPOBAAO YAYUIIIEHNe HOBBIX KOMOMHUPOBaH-
HBIX KOHEYHBIX TOYeK, KOTOpble BKAIOYAAU yAydIlleHue, 110
MeHbITIel Mepe, Ha OAVH GYHKITOHAABHBIV KAACC, YBEAUYe-
HMe AuctaHimy 6MX, o menblieii Mepe, Ha 10%, 1 oTcyT-
CTBME KAMHMYECKOTO YXyAIIeHMs. VIHTaASIIMOHHBIA MAO-
IIPOCT TaKXe OBIA U3yUeH B KOMOWHAIMM c 603eHTaHOM B
MHOTOILIEHTPOBOM PaHAOMM3MPOBAHHOM IIAAIle00-KOHTPO-
AMpyeMoM nccaepoBanum. [Tocae 12 Hea HaOAIOAAAU YAYY-
mieHne ¢pyHKIMOHAABHOTO KAacca ¥ BpeMeHM AO HaCTyIIAe-
HIUS KAMHUYeCKOTO yXyalneHms. KombwmHaims okasaAach

6esoracHoi. YacTeIMM ITOGOIHBIMYU S deKTaMM UHTAASIIN-
OHHOTO MIAOIIPOCTa OBIAY KaIlleAb, TOAOBHASI 6OAbD, TIPVAUBEI
71 6OAD B 9EATOCTIL.

Ceaexcuriar — 3TO I€POPAABHBIA CEAEKTUBHBINA aro-
HIUCT PelelTOPOB IPOCTALMKAMHA, KOTOPBIA XMMMUYECKN
OTAMYEH OT aHAAOI'OB IIpOoCcTallMKAMHA. B nccaepoBanmm da-
3p1 II aTOTO TIpemapaTa 6BHIAO TIPOAEMOHCTPUPOBAHO CTAaTH-
crudecky 3Haunmoe yayuienne ACC y nmaumenTtos ¢ AAT
[47]. T1Aa11e60-KOHTPOAUPYEMOE THUIIA «CAYYANi—KOHTPOAD»
nccaepoBaHme ceaexcunara y 1156 manmenros ¢ AAI moxka-
3aro cHipkerne Ha 40% (p < 0,001) xoM6MHMPOBaHHBIX KO-
HEeYHBIX TOUeK — CMepTH, TOCIIMTaAM3aIVM 110 ITI0BOAY AAT,
yxyalerns TedeHus: AAT, morpebosaBiiiero ImpoBeAeHMsI
TpaHCIIAQHTAIMM ATKMX MAYM aTpUOCEIITOCTOMMM, MHUITIA-
1Y TTapeHTePaABHbBIX ITPOCTaHOMAOB VAU AAUTEABHO KIC-
AOpoAOTepanuu B cBsI3K ¢ yxyalreHneM AAI u nporpeccn-
poBaHMeM 3aboreBanus [48]. [TpumedateabHO, 9TO 3 dexT
ceAeKcHUIIaTa OBIA CTAOMABHBIM AAS BCEX TIOATPYTIIT, BKAIOTAsT
THUII Ae9eHUs (OTCYTCTBYe 6a3VICHOM Tepallii IPOTUB MOHO-
Tepalny IIPOTUB ABOJHOI II€pOPaABHON Tepalmu), Ipu-
YMHY 3a00A€BaHNS, TIOA, BO3PACT U YHKITMOHAABHBIA CTa-
Tyc. Hauboree wacTeie mobouHble 3¢pdeKThl ceAexcuIara
OBIAV CXOXU C M3BECTHBIMM ITOOOYHBIMU P deKTaMu IIpo-
CTAIlMKAVHA, BKAIOYasl TOAOBHYIO OOAB, AMapero, TOIIHOTY
71 GOAB B YEAIOCTIL.

AzoHucmul peu,enmopoG K SHIOmesIuHy

DHAOTeAMH-1 ABASIETCS MOIIIHBIM Ba30KOHCTPUKTOPOM U MI-
TOT€HOM TAAAKOV MYCKYAATypbl, CIOCOOCTBYSI pasBUTHUIO
AAT. Tpu aHTaroHucTa pelenTopoB K SHAOTEAUHY: 603eH-
TaH, aMOV3eHTaH U MallTeHTaH B HACTOsAIIlee BPeMs KOM-
MepYecKy AOCTYIIHBI AAsL AedeHnst AAT.

DGoseHTaH 6BIA M3y9Y€H B MHOTOYMCAEHHBIX [1AAIIE00-KOH-
TpoAnpyembix rccaepoBanmsix AAI. BHagaae MHoromeHTpo-
BOE, PaHAOMM3VPOBAaHHOe, TIAAIIE60-KOHTPOAUPYEMOe WC-
caepoBaHye y 32 TaIMeHTOB ¢ (PyHKIMOHAABHBIMM KAACCaMM
[I-IV AAT B TedeHne 12 Hea IPOAEMOHCTPUPOBAAO YAYUIlIe-
HIe pe3yAbTaToOB Tecta 6MX 1 remoamHamukm. Vccaeaosa-
H1te BREATHE-1 — MHOTOIIEHTpOBOE, paHAOMM3MPOBAHHOE,
I1AaIe60-KOHTPOAMPYEMOe UCCAeAOBaHMe 213 manmeHTOB ¢
¢yuxmonarsHpIMM Kaaccamu III u IV AAI' — noxasano
YAydIIleHe AVICTaHIY 6MX 11 KOMOMHMPOBAHHOM TOUKY —
BpeMeHI AO KAMHMYECKOTO yXYAIIeHMs] Ha IIPOTSKeHUM
16-HeAeAbHOTO TIepuoAa (cum. «bBubamorpadmio»). bozerTan
TaK>e OBIA OIIEHeH Y MAI[MeHTOB ¢ (PYHKIIMOHAABHBIM KAAC-
com II B 6-MecsTY4HOM MHOIOLIEHTPOBOM, PaHAOMM3MPOBaH-
HOM, TIAAIIe00-KOHTPOAMPYEMOM MCCAAOBaHMM. B sTOM mc-
CAeAOBaHMM 6BIA TIPOAeMOHCTpupoBaHO yayurrenne ACC n
BpeMeHI A0 KAMHUYECKOTO YXYAIIeHMs. YBeAUdeHUe AMC-
TaHIVM 6MX He OBIAO CTaTUCTMYECKM 3HAUMMBIM. boseHTaH
CHelMaAbHO M3y4YaAl Y HalMeHTOB C BPOXAEHHDBIM CHUCTeM-
HO-A€TOYHBIM IIIYHTOM ¥ CMUHAPOMOM JiizeHMeHrepa. B sToit
nonyadnuy 6e1a0 orMedeHo yayurnenne ACC, cpAAA n
AvicTaHI 6MX, 11 603eHTaH He CHU3UA CaTypaIuIio KIICAO-
poaa. B HacTosTIee BpeMst 603eHTaH IMPOKO UCITOAB3YETCS Y
nareHToB ¢ AAT. TloormpsieTcst TimateAbHOE HabAIOAEHIE
3a 3¢ ¢deKTUBHOCTBIO 1 H6e30IacHOCThIO Mpenapara. Coraac-
Ho TpeboBaHMAM FDA TpebyeTcst exxeMecsTIHBIT AabopaTop-
HBIIf KOHTPOAD (PYHKITUM TTIeYeHN, U B YTIaKOBKY IIperapaTa
BAOXKEH aATOPUTM II0 BeACHMIO IIAIIVIeHTOB C IIOBBIIIEHMEM
Ie4eHOYHBIX Pp0b. [Tpoune mobouHbIe 5 deKTh BKAIOYAIOT
TOAOBHYIO 60AB, aHEMUIO ¥ OTEKIA.

AMb6puU3eHTaH ObIA M3y9YeH B ABYX MHOTOIIEHTPOBBIX,
PaHAOMM3MPOBAHHBIX, IIAAIIE00-KOHTPOAMPYEMBIX, 12-He-
AeABHBIX MccaepoBaHMAX ¢aspl I y 394 nanumentos ¢ AAT
U TIPOA€MOHCTPUPOBAA yAyUIIeHMe AMCTaHIuu 6MX m
BpeMeHM A0 KAMHIYecKoro yxyamieHus. FDA 6oabire He



TpebyeT eXeMeCsSYHO MOHUTOPUPOBATH (PYHKIMIO Iede-
HI Y TIaIIeHTOB, TIOAYYaIoIIMX aMOpW3eHTaH, XOTs MHO-
rye CIelMaANChl IPOAOAXKAIOT IIEPMOAMYECKN 3TO AEAATh.
Apyrue mobouHsre 5¢pPexThl aMOpU3eHTaHA BKAIOYAIOT IO~
AOBHYIO 60AB 11 OTEKV HVDKHIX KOHEUHOCTEN, 60Aee JacThie
B IO ASIIIVM TIAaLIMEHTOB CTapIie 65 AeT.

MarmreHTaH OBIA M3y9eH B AOATOCPOYHOM MCCAEAOBA-
Hun 3aboaeBaemoct u cMeptHOCTH dassl 11, rae mepsuy-
HOJl KOHEYHO TOYKOI 6BIAO BpeMsI OT HadaAa Teparuy A0
IIEpBOrO HACTYIIAEHMsI KOMOVHMPOBAHHON KOHEYHO TOY-
KU, COCTOSIIIEN U3 CMEPTEABHOI'O VMCXOAQ, aTPUOCENTOCTO-
MIM, TPAHCIIAQHTAIIVN A€TKVIX, MHUITVAIINV A€YeHVSI TTapeH-
TepaAbHBIMU TIpOCTaHOMAAMM UAM yxyareHus AAT [49].
Boiam panaoMM3MpoOBaHbl 742 TalyeHTa, Ha3sHa4eHO VAU
naarebo, MAK MaruTeHTaH B Ao3e 3 mau 10 Mr B cyTku. Pruck
yMeHbIIIeHNsT IepBUYHOM KOHeYHOM Touku coctaBuA 30 u
45% aast A03 3 1 10 Mr cooTBercTBeHHO. Hamboaee yacThiMmu
MTO60YHBIMU S deKTamMM 6BIAU TOAOBHAS 60AB, Ha30dapyH-
rut 1 aHemyst. CAyday OTEKOB U ITOBBIIIIEHNST PYHKIIMOHAAD-
HBIX [TeY€HOYHBIX IIPO6 OBIAV OAMHAKOBBIMU B TPYIINaX ITAa-
1e6o 1 MalMTeHTaHa.

HUnzubumopvi ¢poccpoduscmepasvi

Y manmenTtos ¢ AAI' camkermne NO crHTas3bl SIBASIETCS pe-
3YABTaTOM A€30pTaHM3alliN Iy TH, OIIOCPEAOBAHHOTO [IVIKAN-
4YecKuM ryaHosuHMoHodocdarom (u M®). Varnbuposanue
DAD5 noreHIMaABHO MHTMOUPYeT TUAPOANS3 IIM® 11 ABAS-
eTcs 9¢pPpeKTNBHBIM MeTOAOM AedeHusT AAT.

CuapeHadpua 6bIA M3ydeH B 12-HeAeABHOM MHOTOIIEH-
TPOBOM, PAaHAOMM3MPOBAHHOM, IIAAIIE60-KOHTPOAUPYEMOM
MICCCAEAOBAHMM, M YAyYIIIaA AUCTaHIMIO 6MX 1 reMoAMHa-
MUKY, HO He BTOPMYHYIO KOHEUHYIO TOUKY — BpeMs A0 Ha-
CTYIIA€HUS KAVHITYECKOT' O YXYAIIeHMs. Y AyYIlleHNe AVCTaH-
1y 6MX He 6BIAO CBSI3aHO C AO3011, M CMAAeHADUA B HACTOS-
ITIlee BpeMs OAOOPEH AASI IpYMeHeHNs B A03e 20 MT Tp¥ pasa
B AeHb. boaee BledaTAsIIONIee TeMOAVHAMITIECKOE YAYUIIIe-
Hue OBIAO AOCTUTHYTO Ha 60Aee BBICOKMX AO3UPOBKAX, I He-
KOTOpbIe IallMeHThl IHoAy4YaAK A0 80 MT IIpeliapaTa TpU pasa
B AeHb. Taparadma ObIA MCCAEAOBAH B 16-HEAEABHOM MHO-
TOLIEHTPOBOM, PaHAOMM3MPOBAHHOM, IIAAIIe00-KOHTPOAM-
PYyeMOM MICCA€AOBAaHMUM U IIPOAEMOHCTPUPOBAA YAYUIIIeHM e
IIepBUYHOI KOHEYHOI Touxky — AMcraHiuu 6MX. Maxcn-
MaAbHasl U3 MCCAEAOBAaHHBIX AO3MPOBOK (40 MI) TaxKe HIpu-
BeAa K YAYUIIEHNIO BTOPUYHON KOHEYHON TOUKM — BpeMe-
HU AO HACTYIIAeHMsI KAMHIUYEeCKOro yXyAureHust. OpobpeH-
Has Ao3a Taparaduaa cocrabaseT 40 MI' OAMH pa3 B AeHb.
Hamnboaee gactele mobounsle 3¢ dexTsl HrnbuTopo A5
BKAIOYAIOT TOAOBHYIO GOAB, AUCITEIICHIO, MUAATHUIO U HOCO-
BOe KpoBOTedeHMe. DbIAM COODIIIEHMSI O PEAKO BCTpedaro-
IIMXCsl STIM30AaX BHE3AITHOM [TOTepU 3peHMsI MAU CAYXa.

Cmumynamopbvl pacmGopumou ZyaHuiamuuKaasvl

Puocuryat siBasieTcsl IIepBbIM IIpeACTaBUTeAeM KAacca IIpe-
IapaToB, HallpsiMyio, Hesasucumo oT NO, cTumyampyio-
VX PaCTBOPMMYIO I'yaHMAATIMIKAAQ3Y M IIOBBIIIAIONINX ee
qyBcTBUTEABHOCTh K NO. B 12-HeaeAbHOM, MHOTOLIEHTPO-
BOM, OTKPBITOM, HEKOHTPOAMPYEMOM MCCACAOBaHMM ha3bl
II y manmmenTos ¢ AAT m XTIATI procuryaT yAydIma Auc-
taHmio 6MX u remoaunamuky [50]. TTo3anee, B panaomu-
3MpOBaHHOM KOHTPOAMPYEMOM JcCAeAOBaHMM 261 maren-
Ta, KOTOpbIe IMeAN AMO0 HeomlepabeabHyIo popmy XTIAT,
Aubo nepcucrupymomyio Al Iocae SHAAPTEpIKTOMMM U3
AETOYHBIX apTepuii, ObIAO IPOAEMOHCTPUPOBAHO YAYYILle-
HIe TIepBUYHOI KOHeYHO TOUKM — AMcTaHUMM 6MX — n
BropnuHbIX KOHe4UHBIX Touek: ACC, NT-koHnesoro d¢par-
MeHTa MO3rOBOro HaTpuitypetudeckoro nentuaa (NT-pro-
BNP) 1 ¢pyHKIMOHAABHOTO KAAcca IIpY IIpUeMe PUOCUTya-
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Ta [51]. ParAOMM3MpPOBaHHOE KOHTPOAUPYEMOE MICCAEAOBa-
Hue 443 manyenTos ¢ AAI' (HeKOTOpbIe U3 KOTOPHIX OBIAK
AO 3TOTO A€YeHbl aHTarOHVCTAMI PerielTOPOB SHAOTEAHA
VAU HellapeHTePaAbBHBIMI IIPOCTAaHOVMAAMM) TaKKe ITOKa3a-
AO yAyUllleHMe IIpY IIpyeMe puocuryarTa epBUYHOM KOHeY-
Hoit Touky (aAmucranimu 6MX), Takke KaK M MHOTOYMCAEH-
HBIX BTOPUYIHBIX KOHEYHBIX Todek, Bkatodaommx ACC, NT-
pro-BNP, ¢yHIIMOHAABHBIN KAACC M BpeMsI AO HaCTYIIAeHMS
KAMHIYECKOTo yXxyamerns [52]. Hanmboaee gacTble mobod-
Hble 9deKThl BKAIOUYAAU TOAOBHYIO OOAB, AVCIIEIICHIO, TIe-
pudepuyeckye OTeKM ¥ IUIIOTeH31I0. ProcuryaT He AOAKeH
VICIIOAB30BaThCsI OAHOBPEMeHHO ¢ uHruburopamu OAD5.

Kom6unupoBanHas mepanus nepBoii 1UHUY

Vcnoab3oBaHMe pasAMYHBIX IPYIIII IIpeIlapaToB AASI BO3AEN-
CTBMsI Ha OIIpeAeAeHHbIe 3BeHbsI ITaTOreHe3a yCIIeIIHO MCIIOAb-
3yeTcsl B AeUeHII CEPAEUHO-COCYAVCTBIX 3a00A€BaHI, BKAIO-
4asl apTepMaAbHYIO TUIIEPTOHUIO (CM. TAaBY 46) U cepaed-
HYIO HEAOCTAaTOYHOCTb (cM. rAasy 25). C yuyeToM TOro, 4to
pasAMYHbBIE TPYIIILI IpENapaToB AVCTBYIOT Ha pas3Hble IIy-
T naToreHesa AAI, 6biAa TIOABEpTHYTa M3YUeHMIO KOMOU-
HUpoBaHHas Teparms. [TocaeaoBaTeAbHBIE AeKapCTBEHHbBIE
KOMOMHAIMYM OBIAV IIPYMEHEHBI Ha IIPaKTHKe U B HECKOAB-
KVX KAVHIYECKIX VicCAeAOBaHsIX. [To3AHee KoMOMHIpOBaH-
Hasl Tepalysi [IEPBOI AMHUY OblAa U3YUeHA B CepuUMt PaHAO-
MU3UPOBAHHBIX KOHTPOAUPYEMBIX U HAOAIOAATEABHBIX UC-
caepoBanmii. B mccaeaosannm AMBITION 500 manmeHTOB,
He IIOAYYaBIIIX AO STOI'O A€UeHIs], ¢ PYHKIIMOHAABHBIM KAAC-
coM II manm III AAT, 6b6IAU paHAOMUSUPOBAHBI AASI TIOAYUe-
HIS B KayecTBe Tepally IIepBOJi AMHMM MOHOTepaIIiy TaAa-
AaUAOM VAV aMOPVI3€HTaHOM, KOTOPYIO CPAaBHMBAAN C KOM-
OMHMPOBAHHON Teparyeii, BKAIOYABIIE ¥ Taparadma, U
ambpusenTaH [53]. [TepBudHas KOHeYHas TOUYKa COCTOSIAQ U3
KOMOWHAIIMY HEYAAYHBIX MCXOAOB AeUeHMsI (BKAIOYAIOIINX
CMepTh, TocIIMTaAM3anmio, nporpeccuposanue AAI u Hey-
AOBAETBOPUTEAbHOE COCTOsIHMe T1aliMeHTa). PesyAbTaTsl mc-
CAEAOBAaHMS OBIAY TIOAOXKUTEABHBIMI: 50% CHIMKeHIe JacTo-
TBI HeOAAQrOTIPVSATHBIX COOBITHUI B TPYTIITe KOMOMHIPOBAaHHOM
Teparum. KpoMme Toro, HabAIOAAAM YAYUITIeHNe TTOKa3aTeAelt
¢pusiraeckot paboTOCIIOCOOHOCTH, YAOBAETBOPUTEABHOIO KA
Huyeckoro orsera 1 yposHs NT-proBNP B maaszme. OaHo-
IIeHTPOBOe OOCepBallVIOHHOe MUAOTHOE VICCA€AOBaHIEe Ha-
JaABHOV TPOMHOM KoMbMHaIMM y 19 manmeHTOB ¢ PyHIIMO-
HaabHBIMU Kaaccamu IIT u IV mo xpurepusm Becemupnoi
opranmsalum sapasooxpanenusi (BO3) mpeaocraBmao mpea-
BapUTeABbHBIE AOKa3aTeABCTBA ITOAB3HI TPOITHOM KOMOMHIPO-
BaHHOI Tepary IIepBOi AVHIM Y IAIIMEeHTOB € TspKeAoi AAT
[54]. [TpuHMMas BO BHMMaHMe BBICOKNII yPOBEHb CMEPTHO-
CTU M 5TU OOHAAEXUBAIOIIe Pe3YAbTAThl, AedebHas Tapa-
anrma AAT B HacTosITIee BpeMsI CMeITIaeTcsT B CTOPOHY boAee
paHHeli 1 60Aee arpecCHBHOV KOMOVHMPOBaHHOM Teparnmu.

U3yyaemble MeTOAbl NevYeHus. XoTa B HacToslee Bpems Le-
fleHanpaB/ieHHOM aTaKe NojBepralTcs TPU NyTU NaToreHesa, Mcxo-
[bl 'y nauneHToBs ¢ JIAI no-npexHemy cybonTumasbHbl, MO3TOMY aK-
TUBHbIE MOUCKM NOTEHLMANbHbIX METOAOB NeYEHUs NMPOAOCIKALOTCS.
Mocne Ha4yanbHOro 3HTy3na3ma, AajbHenLne uccneloBaHUs He No-
Kazanun apdPEKTUBHOCTU MHTMOUTOPOB KMHA3, BKIOYAA UMATUHUO
N HUIOTUHKUG, N MHTMOUTOPA anonTo3-perynnpyowen CurHaibHomn
KWHa3bl 1 cenoHceptnba. JBOMHON MHTMOUTOP aMUHONENTUAAa3bl U
ruaponasbl nenkoTpueHa A4, manas MoneKkyna ybeHnmMmeKc B HacTo-
fllee Bpems M3yyaeTcs B uccnegoBaHmm dasbl Iy naumeHToB ¢ J1AT,
nonyyatownx 6asuncHyto Tepanuio. bapaoKCoNoH MeTUn — 3TO aK-
TuBaTop Nrf2 n cynpeccop NF-KB, KOTOpbIi ynyyllaeT MUTOXOHAPHU-
anbHOE [blXaHWe W YyMEHbLIAeT BbIPaXKEHHOCTU OKWUC/IUTENBHOIO
cTpecca v BocnaneHus, HasHavyaeTcs OAMH pa3 B CyTKW. B HacTos-
Liee BpeMs oH ndyvaetcs B uccnegosanusax ¢as Il v llly naumneHto
¢ JIAT. FK506 (TakponiMmyc) — aKTUBaTOp CUrHanbHbIX nyTen BMP,
HeJaBHO TeCTUpOBaH y nauueHToB ¢ JIAl. HoBbIM pa3BuBaloLLUMCH

BUESHALAALMI BRHhOI3|[
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noaxoAoM K nevenuto JIAT aBnseTca AenMcTBME Ha CEPOTOHMHOBLIN
nyTb. M, HAKOHeL, NOTeHUManbHO HOBLIM HanNpaBAeHWEM B Tepanuu
MOXET 6blTb BO3AENCTBUE HA KOMMOHEHTbI UMMYHHOW CUCTEMBbI, BOB-
neyvyeHHble B pa3Butue JI1Al. TapreTHas Tepanus, HanpaBaeHHas Ha
nyTu, onocpeaoBaHHble MHTEpNenknHom 6 (UJ1-6; Tounnudymab), 1
B-KneTku (putyKcmMmab), B HacTosilee Bpems nadydaetcs npu JIAI B
nccnepoBanum dasbl ll.

MHTepBeHUMOHHasA Tepanus. ATpMOCENTOCTOMUSA CO34aET MEX-
npeAcepAHbIf WYHT KPOBM CipaBa-HaneBo, CHUXKas, TaknuM 06pasom,
[laB/ieHne HanoIHeHUs NpaBbIX OTAENOB cepaua, yaydwas GyHKumo
NpaBoro *esnyaoyka U HanoNHEHWE NEBOro Xenyaoyka. B Heckonb-
KMX cepusx coobLanocb 0 reMOANHAMUYECKOM W KITMHUYECKOM YNyY-
LUeHUW Noc/e NPOBeAEeHNs AaHHOW NpoLeypbl. XOTS WYHTUPOBaHWe
NPUBOAMUT K CHUMKEHMIO caTypaLmn KUCNOopoAa B CUCTEMHON apTe-
puanbHOM KPOBMW, LIEbIO onepaunv ABASETCS yaydlleHne CUCTEM-
HOWM AOCTaBKM KUcopoa 3a cyeT nosblweHus CB. OgHaKo gaHHas
npoueaypa UMeeT BbICOKYIO CMEPTHOCTb, C KonebGaHUsMKU oT 9 1o
22%, KoTopas 3aBUCHUT OT TaxkecTu JIAT 1 NpaBOXeNya04KOBOW cep-
[AE4YHOM HeJOCTaTOYHOCTHU Y NALLMEHTOB, MOABEPTalOWMUXCA AaHHOMY
BMelLaTenbcTBy. PeKoMeHAoBaHa cTyneHyaTas 6anioHHasa gunara-
LMs B 061acTh 0BanbHOM SMKM, KOTOpas BbINMOHAETCA NO3TanHo B
Te4YeHUe HECKONbKUX Hefenb Y HecTabunbHbIX NauMeHToB. OHa He
[IO/I)KHA BbIMONMHATLCS MPU YrPoO3e XKM3HM NaLMeHTa UK TSKeNown
NpPaBOXeNyA04KOBOM CePAEYHON HEAOCTAaTOYHOCTH. [IpeaAnKTOopbI He-
61aronpusTHOroO UCX0Aa, CBA3aHHOIO C MPOLLEAYPOK, UK CMepPTeNb-
HOrO UCXofa BKOYalOT cpeaHee AaBieHne B NpaBoM npeacepamu
Bbile 20 MM PT. CT., uHAeKc JICC Bhiwe 55 en./M?, v NPOrHoaupy-
emMyto 1-roanyHyto BblxkMBaemocTb meHee 40%. B HacToswee Bpe-
M$i aTPMOCENTOCTOMUSA PEKOMEHYeTCH nauneHTam ¢ Tsxenomn JIAT
N PE3UCTEHTHOM, HECMOTPS Ha MaKcMMallbHOe MeANKaMeHTO3Hoe
fleyeHue, NpaBoXeNyJ04KOBOM CEPAEYHON HeJoCTaTOYHOCTbIO. Lle-
NAMU NpoLeaypbl ABAAIOTCA NaniMaTUBHOE NevyeHne, CoxpaHeHue 1
noaaeprkaHne KIMHUYECKM CTabUNbHOMO COCTOSIHUS A0 BbINOMHEHNUS
nepecaaku nerkux. ATpuocenTocToMUs A0MKHA BbIMONHATLCS TOMb-
KO OMbITHbIM XMPYProM W B LIeHTpax, o6aajaolmx pecypcamu ans
BeJeHWs NaLMeHTOB B KPUTUHECKOM COCTOSIHMM. OCHOBaHHbIE Ha
MHEHUKN 3KCNEPTOB PEKOMEHAALMN ONPeAensioT cneaylowme npo-
TUBOMOKa3aHUs K aTPMOCENTOCTOMUK: CpeaHee JaB/ieHne B NpaBoMm
npeacepamun 6onee 20 MM pT. CT., caTypaLMio KUCNOpPOoAa B apTepu-
anbHOM KPOBM B NOKOE HUXe 90% Npu AblXxaHUM BO3AYXOM B NMOMe-
weHuu, nnn KAAXK Bbiwe 18 mm pT. CT.

[TostBAeHMe TapTeTHON Teparyy TskeAoit AAT 11o3soAn-
AO CHU3UTH YaCTOTY TPpaHCIIAQHTALIMM AETKMX M YBEAUYNUTD
CPOK AO IlepecaAKyt. AOATOCPOYHBIE ICXOABI Y A€YeHHBIX Me-
AVKaMeHTO3HO IIallleHTOB HEeOAHO3HAYHBbI, M TpaHCIIAAH-
TalMsl AeTKMX AOAXHA OCTaBaThCsl BaXKHOV OIIIIMEN AAS T1a-
LIMEeHTOB C OTCYTCTBUeM 3ddeKTa OT MeAUMKAMEeHTO3HOI Te-
parmu u ¢ PpyHKIMOHAABHBIM KaaccoM I mam IV mo BO3.
Otcpouka B HallpaBAEHUN Ha [I€PECAAKY AeTKUX B KOMOU-
HalMM C YAAMHEHNeM BpeMeHM OXMAAHUs TpaHCIIAaHTa-
Ta, CBSI3aHHOTO C HeXBATKOY AOHOPCKMX OpraHOB, IIOBBIIIA-
eT IIIaHChI yMepeTb B OKMAQHUN TPaHCIIAQHTAIINM A€TKUX U
TSDKECTh KAVHMYECKOTO COCTOSIHMSI Ha MOMEHT ee BBIIIOAHe-
HUSL

CpeaHnnii 5-AeTHMIT ypOBeHb BbIXKIBA@MOCTH IIOCAE TPaHC-
naaHTauym Aerkux mpu AAT moseicuacs ¢ 52 A0 75%, 10-aeT-
HUit — ¢ 45 A0 66%. IIpuHMMas BO BHMMAaHME BBIIIEN3AO0-
JKeHHYI0 MHQOpMaINIO, IPEACTaBASIeTCS AOTMYHBIM pac-
cMaTpuBaTh BOIIPOC O IIPMEMAEMOCTM TPaHCIIAAHTAIUN
AETKMX TocAe Hed(dPEeKTMBHOCTM HAYaABHOW MOHOTepa-
MM, U HaIIPaBASATH IIallMieHTa Ha Ilepecapky BCKOpe IIoCAe
TOTO, KaK HeaAeKBaTHbI KAMHINYECKNIi OTBEeT IIOATBePXKAeH
Ha MaKCMMaAbHOV KOMOMHMpPOBaHHOM Teparvm. [Tpnm AAT
IIPOBOAAT KaK TpPaHCIIAQHTALMIO KOMIIAEKCA CepAlla—Aer-
KIMe, TaK ¥ OMAAaTePAAbHYIO TPAHCIIAQHTAIINIO AETKIUX, XOTsI
ITOPOT HEOOPATUMOI MPaBOXKEAYAOUKOBON CUCTOANIECKOI]
AVICYHKITUN U/ UAY A€BOXKEAYAOUKOBOM AMACTOANIECKOI
AuchyHKIMM HemsBecTeH. B Hacrosee BpeMsI IIOAABASIIO-
I1[eMy OOABIIMHCTBY ITAIIMEHTOB BO BCeM MMpe ObIAa BBITIOA-
HeHa 6MAaTepaAbHas Mepecaaka AeTknx. [larneHToB ¢ cuH-
ApOMOM Dii3eHMeHTrepa BCAGACTBYE HAAMYVSI ITIPOCTBIX 1Ty H-

TOB IIOABEPIalOT M30AMPOBAHHON TPAHCIIAAHTAIINI AETKIX
C 3aKpBITEM BHYTPUCEPAEYHOTO AedpeKTa AMOO Ilepecapke
KOMIIAeKca cepalie—Aerkue. HeaaBHO 6BIAO TIOKA3aHO, UTO
BeHO-apTepyaAbHas SKCTpaKOpIIOpaAbHAsl MeMOpaHHasI OK-
CUTeHalVIsl MOXKeT OBITh JMCIIOAB30OBaHa y IIALVMEHTOB C KO-
He4yHOI craamein Al', HaXOASIIIMXCST B CO3HAHUM, B Ka4ecTBe
OpMAX-Teparmm AO TPAHCIIAAHTAIIVY AETKIMX.

Mporuos

HeaaBHO, 6AaroAapst AaHHBIM ABYX OOABIIINX PETUCTPOB,
crar boaee SICHBIM IIPOrHO3 y marmeHToB ¢ AAT B spy
AAT-crienndndeckoit Tepanmm. «PpaHIy3cKuit perucrp»
(French registry) mpoAeMOHCTpUpPOBaAA, YTO YPOBEHD BBIKMI-
BaeMocTu y narmeHTos ¢ AAT Bblllle IpeAcKasaHHbIX 3Have-
HMII, OCHOBAaHHBIX Ha AaHHBIX peectpa NIH, xoTsa ocraercs
IIO-TIpeXXHEMY CyOONTHMAABHBIM, C 1-AeTHel BBIKMBaeMo-
cThIO (Ha ypoBHe 85,7%), 2-AeTHell BbIKMBaeMOCThIO (69,5%)
u 3-AeTHel BBLKMBaeMOCThIO (54,9%) [55]. BakHble TpeaAnx-
TOPBbI BBDKMBAE€MOCTM BKAIOYAAM IIOA (MeHbIIle BBIKIBae-
MOCTb Y MYXUMH), (YHKIMOHAABHBIA KAacC, IepeHOCH-
MOCTB (pV3MIECKOI Harpy3Ki, M3MepeHHOI 1o 6MX, 11 reMo-
AVHaMUJecKyue rapaMeTpbl, OCOGEHHO AaBA€HUE B ITpaBOM
npeacepany 1 CB. AHAAOTMYHO, KAIOUEBBIMU IIPEAVKTOPA-
Mu ucxoaa B kpymHoM peectpe CIIA REVEAL 6piam: ipu-
uanHa AAT, pyHKIIMOHAABHBI KAACC, IIOA, TOAE€PAHTHOCTD K
¢usmyeckoit Harpyske U reMOAMHaMIUdecKye IapaMeTphl,
oTpakarolue ¢pyHKIIMIO IIPaBOro JKeAyAoUKa cepala [56].

NMpocnekKTMBHDbIAH aHaNU3

HecxoapkmMu mccaepoBaTeAsIMU OBIAM IIPEAAOKEHBI IITKa-
ABI ¥ TIPU3HAKMY, [TO3BOASIOIIINE IIPOrHO3MPOBATh OYAYIIINIA
puck y narimenTos ¢ AAT [1, 57]. OHM OCHOBaHBI TAQBHBIM
06pa3oM Ha TITaTEABHOM aHaAM3e AAHHBIX, TOAYUEHHBIX B
PaHAOMU3UPOBAHHBIX KOHTPOAUPYEMBIX MICCAEAOBAHMAX U
KPYIIHBIX perucrpax. V xoTs HeKoTOpble 13 IIOAXOAOB II0
IIPOTHO3MPOBAHMUIO PUCKA AO CUX IIOp OCHOBBIBAIOTCS T'AAB-
HBIM 00pa3soM Ha MHEHMM SKCIIEPTOB U TpeOyIOT He3aBUCH-
MOJI IIPOBEPKM, KOHCEHCYChl COAEPXKaT COOTBETCTBYIOLIE
pexomeHAaluu. DxcrepTHoe coraamienne American Col-
lege of Cardiology Foundation (ACCF) n American Heart
Association (AHA) 2009 r. mo AI' ontupaeTcst Ha TTAQHOBYIO
OIIeHKY HEeCKOABKMX IIPOTHOCTMYECKMX MHAMKATOPOB, Ta-
KX KaK (pyHKIMOHAABHBIN KAace 1o BO3, aucranmms 6MX
M IapaMeTphl FeMOAVHAMVIKI, OIleHVBaeMble IIpY ITOMOIIN
sxoxkapanorpadun (taba. 85.5) [36]. Ilarmentsl, AocTumr-
mme ¢pyHKIMoHaAbHOTO KAacca I manm II BO3 ¢ ancrannm-
ett 6MX 6oabIrie 400 M, MMeIOIIe HOPMAABHYIO (YHKITUIO
IIPaBOTO JKeAYAOYKa CepAIla IT0 AAaHHBIM 9XOKapAVOTpadum
U HOpMaAbHBle reMOAMHaMI4Yeckye pyHKIMOHAABHBIE I1a-
paMeTpbl IIPaBOTrO XXeAyAOUKa (AaBAeHME B IIPaBOM IIPeA-
CepAUM U CEpAEYHBI MHAEKC) MOI'YT OLIEHMBAThCST KasKAble
3 MAM 6 MecC AedallyM BpadoM (TeparieBTOM) VAU B CIIeI-
AAM3UPOBAHHOM IIeHTpe T0 BeaeHUIo manmeHToB ¢ Al I'a-
LIMEHTBI I'PYIIIILI BBICOKOTO pHCKa (HallpyuMep, Te, Y KOro Co-
xpaHnsercs pyHKIMoHaAbHbIN KAace III man IV o BO3, ¢
ancraammert 6MX < 300 M, nMerolre BU3yaAbHbIe AOKa3a-
TEABCTBA AVIC(YHKLMM IIPABOrO KEAYAOUKA U HapyIIeHMs
reMOAMHAMUKI), AOAXKHBI OLIeHMBAaTbCS B MHTepBaAe oT 1 A0
3 Mec. KaXXAbIii BUBUT AOAXKEH BKAIOUUTD IIOBTOPHYIO OlleH-
Ky ¢YHKIIMOHaABHOTO Kaacca 1o BO3, ompeaeneHme aAnc-
TaHIMM 6MX. Dxoxapanorpaduio Hy>KHO BBIIIOAHATD IIPU-
MepHO KakAple 12 Mec MAUM B MHTepBaAe OT 6 A0 12 Mec (B
3aBYICMMOCTH OT KAMHIYIECKOTO TedeHns 3aboaeBanms). CTa-
O6MABHBIM I1alieHTaM HeobXOAUMO BHIIOAHNTH KITKC aas
OIIeHKI OTBETa Ha A€UeHMe U BbIABACHMS IPU3HAKOB KAVHN-
YeCKOTO YXYAIIIEHUs; Y HeCTaOMABHBIX ITAallMeHTOB AAHHBIE
reMOAVHAMUKI HEOOXOAMMO OlleHMBaTh boaee dacto. Cae-
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Hu3kun puck BblCOKMM pUCK

TeueHue 3a6oneBaHuns
dusnkanbHble AaHHbIE
DYHUMOHANbHbBIN knacct

6MX ,qMCTaHuMﬂJf

dxoKkapavorpamMmma

f[emoaMHaMMKa

Mo3roBon HaTpunypetnyeckum

CrabunbHOe; HeT HapacTaHusa TAXecTu
CUMMTOMATUKKN U/UNKN AeKOMMeHcaumm

OTcyTCTBME NPU3HAKOB
NnpaBoXXenyA04YKOBOM cepaevyHOmn
HeA0CTaTOYHOCTHU

/1
> 400 m

Pazmepbl 1 hyHKLMS MPABOro Xeygouka
B HOpMe

HopmanbHoe gaBneHue B NpaBoM
npeacepanu

HopmanbHbIn cepeyuHbln MHAEKC

BAn3knim K HOpManbHOMY MU CTabUNbHbIE

HectabunbHoe; HapacTaHWe TSHXKeCTU CUMMNTOMATUKM
WU/Mnu pekomneHcauus

865

Mpu3HaknM NpaBo>KenyA0UKOBON CepleyHON HeA0CTaTOuHOCTN

I\
<300 m

YBennueHue Uan AUCYHKLMS NMPaBOro Xeygouka

Bbicokoe gaBneHue B npaBoM npeacepamm

HW3Knm cepaeuHbin MHAEKC

[TOBbILEHHbIN MIX HapacTaeT B AUHAMUKE

nentuza

Neyerne Mpenapatbl Ans npuemMa BHYTPb

YacTtota oueHkn Ka>kable 3—-6 mect

OueHka PyHKLMOHANbHOrO Knacca Ha kaxaom Busute
OueHka auctaHumm 6MX Ha ka>kaom Bu3ute
3x0Kap.qmorpanMﬂ§

Mo3roBown HaTpunypeTnueckunmn
nentua

B 3aBMCMMOCTM OT LeHTpa

Katetepusauus npaebix Kamep

cepaua OT LeHTpa)

EXKerogHo Mau B 3aBUCMMOCTH OT LieHTpa

Mpu KNMHUYECKOM YXYALUEHUM (M 3aBUCUT

3HaUYeHUA UNN CHUXKaeTCcd B AUHAMUKE

BHYTPMBEHHbIN NPOCTALMKIANH U/UNNU KOMBUHUPOBAHHAS
Tepanus

Ka>kabie 1-3 mec

Ha ka>kaom BusuTe

Ha Ka>kaomMm Bu3snte

Ka>xable 6-12 Mec nnu B 3aBUCMMOCTM OT LieHTpa

B 3aBMCMMOCTM OT LeHTpa

Kaxxable 6-12 Mec nnm npuv KJIMHUYECKOM yXYyALIeHUN

*Y nauMeHToB M3 rpynnbl BbICOKOFO PUCKa HY>XHO paccMaTpuBaTb HanpaBneHue B CNeLManu3nupoBaHHbii LeHTP NerouHoi rmnepTeH3nmn 4ns pacCMOTPeHUs BO3MOXKHOCTW Npu-
MeHeHUdA NnepeaoBbIX METOAOB NeYyeHnsd, yuyacTusa B KIMHUUYECKUX UCCNnef0oBaHNAX VI/MHM nepecagku nerkux.
Yactota NOBTOPHOM OLEHKM NaLMeHTOB (hyHKLMOHaNbHOro knacca Il u/mnu umetowmnx aucraHumio 6MX 300-400 M 6yaeT 3aBMCETb OT COBOKYMHOCTM AeTaslbHOM OLEHKMU APYTUX

KNUHUYECKMX U 06beKTUBHbBIX XapakTepUcTuk, nepevymncneHHbIX B Ta6J'IVIL|e.

,qﬂﬂ NayneHToB, NOJTy4YaloLWMX YCTAHOBJ/IEHHYIO TEPANUIO U OCTAOLWMNXCA CTEﬁMﬂbeIMM, nocnegywouune OﬁC}'Ie,qOBaHMH MoryT 6bITb BbINOJTHEHbI HanpaBMBLWWM MHTEPHUCTOM UK

B CMeunann3MpoBaHHOM LIeHTPe MO JIeYeHUIO IErOYHOM TUMepTeH3nN.

IxoKapaunorpaduyeckas oLeHKa CMCTONMYECKOrO AAaB/IEHUS B IETOYHON apTepumn SBNSETCS NpeABapUTeNbHOM, U HACTOSTENIbHO PeKOMEHAYeTCs He nonaratbCs Ha Hee Kak Ha
€/JMHCTBEHHYIO BEIMUMHY ANS NPUHATUS PELLEHWUS O HA3HAUEHWUM CrelndUUYecKon Tepanmu.
He 6bina yctaHOB/I€Ha NOJIb3a OT MOBTOPHbIX ONpeJeneHnin ypOBHA MO3rOBOIO HaTPUMYypeTMUeckoro NenTnaa B Lensix ynpaeieHns UHAMBUAYANbHbIM BeleHUeM NaLUeHTOB.

6MX — 6-MUHYTHas xoab6a.

[McLaughlin VV, Archer SL, Badesch DB, et al. ACCF/AHA 2009 expert consensus document on pulmonary hypertension: a report of the American College of Cardiology Founda-
tion Task Force on Expert Consensus Documents and the American Heart Association developed in collaboration with the American College of Chest Physicians; American
Thoracic Society, Inc., and the Pulmonary Hypertension Association. ] Am Coll Cardiol 2009;53:1573.]

Ays TeM Xe TIpMHIMIIAM, B pexomeHaammsax ESC/ERS mo
AT 2015 1. 6BIAO 3asIBA€HO, UTO I'AODAABHON 3apAaveit Aede-
Hysl nanyeHToB ¢ AATD siBAsieTcsl AOCTVKeHMe cTaTyca «HU3-
KOro pucka» (cm. Taba. 85.5), KOTOPBII OOBIYHO ACCOIMM-
pyeTcs ¢ XOpoImmMMU (pU3NIeCcKoi paboTOCIIOCOGHOCTHIO,
Ka4eCTBOM JXU3HM, (PYHKIMEN IIPaBOrO >KEAYAOUKA CEPA-
Ila ¥ HU3KUM PUCKOM cMepTeAbHOTo mcxoaa [1]. Korxpet-
HO, 5TO O3HAYaeT: AOOUTHCS 1/ VAU ITOAAEPXKMBATh, TIO BO3-
MOXHOCTH, PYHKIIMOHAABHBIN KAacc II mo xpurepusam BO3.
Y 6GOABIIMHCTBA IIAIIIEHTOB STOMY OVAE€T COIIyTCTBOBATbh
MIOYTY HOPMAaAbHAsI ¥ HOPMaAbHAsI AucTaHIMs 6MX — 6o-
Aee 440 M, IOCKOABKY AaHHAsI BEAUUMHA OBIAA TIOAYYEHA 13
CaMOJi GOABIIION KOTOPTHI, MCCAEAOBAHHO AO cux op. Tem
He MeHee, HeOOXOAVIMO IIPMHIMATh BO BHUMAaHVe MHAVIBUAY-
aAbHble (paKTOPBL. Y IOXKMABIX MAM MMEIOIINX COIIYTCTBY-
IOITMe 3a00A€BaHMS TTAIVIEHTOB TIPYIEMAEMBIM MOXET OBITh
MeHbIIlee PacCTOsIHNE; HAIIPOTUB, AAS MOAOABIX, B OCTaAb-
HOM 3AOPOBBIX, IAIIMEHTOB AMCTaHIMsI 6oaee 440 M MOXeT
OBITh HEAOCTATOUHON. TakyuM mHalieHTaM HEeOOXOAUMO pe-
T'YASIPHO IIPOBOAUTD Harpy304HBI KapAMOpeCIpaTOpHbIi
TEeCT, IIOCKOABKY OH AaeT OoAee OOBEKTVBHYIO MHPOpMa-
1110 O PU3UIECKOI pabOTOCIIOCOOHOCTH 1 PYHKIUY IIPABO-
rO XeAyAOuKa cepAria. Heo6XOAMMO OTMETUTD, UTO AAHHBIE

LIeAV A€YEeHVISI He BCeIr'Aa peaAbHbl M1 MOTYT OBITH HEAOCTMXU-
MbIMI Y IIalIMI€HTOB C HpOABI/IHyTOI?'I CcTapuen 3a6OAeBaHI/I$I,
TSI)KEAbBIMU KOMOp6I/IAHOCT§IMI/I VIAM OY9€Hb CTapbIX.

CTtpaTterusi, HanpaB/ieHHas Ha AOCTUXEHUE Lienu. [laHHbIN pe-
KOMEHJOBaHHbIA MOAXOA ONWPAETCS Ha ynyyleHUe KIMHUYECKUX
MapKepoB, UMEIOLLMX NMPOrHOCTUYECKYIO 3HAYUMOCTb, U CUCTEMATH-
4yecKoe noBblleHne 3GdEKTUBHOCTU Tepanuu, NoKa KOHKpeTHas
uenb He 6yaeT focTUrHyTa. JaHHasa ctpaterus TpebyeT paHHen uaex-
TUOMKALMKU M MOHUTOPHMHIA KOHKPETHbIX MapamMeTPOoB, a TaKKe onpe-
[leNleHns NopPoroBOro YpoBHA KaXAoro U3 HUX [0 Havana JieyeHus.

XOoTS yNOMSIHyTble paHee UCCnejoBaHus, B OCHOBHOM Habofa-
TeNlbHble, He MO3BONAIOT CAeNaTb OKOHYaTe IbHbIX BbIBOLOB, paLiy-
OHaNbHble Llenu Tepanuu BKAOYatoT cneayowme [30]:

—  dyHKUMOHanbHbIM Knacc | unm Il no BO3;
— 9xokapauorpadus/MPT cepaua: HopmanbHble UAK BAU3KKME K

HOpMasibHbIM pa3Mepbl U GYHKLUA NPaBOro Xenyao4Ka;

— remMofMHaMuU4yecKue napameTpbl: HopMasbHasa GyHKLKUS NpaBo-
ro Xenygo4Kka (aaBneHue B NpaBoM npeacepamn < 8 Mm pr. CT.

1 CepAedHbIN MHAeKe > 2,5 1o 3,0 1/MUH/M?;

—  B6MX auctaHums: cebiwe 380 M (80 440 M) (MOXKeT 6bITb HEO-

CTaTO4YHOWN);

—  Harpy304HblM KapAnMopecnupaTopHbIi TECT: MMKOBOE NoTpebne-

HWe kucnopoga Bbiwe 15 ma/MuH/Kr n VE/VCO, (COOTHOLWeHME

BEHTUNALMKU K MPOAYKLMM YINIEKMCNIONO ra3a B MUHYTY; EQCO, —

BUESHALAALMI BRHhOI3|[





