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OnpeaneneHuve:

NeroyHan runepteHsus (/1M — remoanHammyeckoe 1 NaToduUsnoorMyeckoe CoCToAHUE,
KOTOPOE XapaKTepmusyeTcsa NOBbILUEHNEM CPeAHEro AaBAeHMA B ierouyHon apTepun (ON1A) = 25
MM PT. CT. B NOKOE, U3MEPEHHOTO NPU YpPe3BEHO3HOM KaTeTepum3aumm cepala.

HopmanbHble 3Ha4YeHUA AaBNEHUS B IETOYHOM apTepum B Nokoe — cpeaHee OJ1A < 20 mm pT. CT.

[asneHune 3aknnHMBaHUA nerovyHon aptepun (A3/1A) KOCBEHHO OTParKaeT AaBAEeHNE B IEBOM
npeacepamy N KOHEYHO-AMACTONMYECKOE AaB/IeHUE B 1IEBOM XKe/y0uKe.

JNleroyHoe cocygucToe conpoTtusneHune (JICC) — nokasaTte b, OTPAXKAIOLLMIA TAKECTb MOPAXKEHUSA
apTepuasibHOro pycaa Manoro Kpyra KposoobpatueHua (MKK), KoTopbin paccunTbiBaeTcs no
dopmyne: (cpeaHee OJ1A - A3/1A)/cepaeuHblit BbIBPOC M n3mepaeTca B eanHULAxX Byaa

JTNUONOTNA U NaToreHes

B ocHoBe pa3suTuA JIAT nexkaTt CTPYKTYpHble M3MeHeHUA apTepuii u apTepmon MKK, Kotopble
NPOABAAIOTCA rMNepnaasmMert UHTUMBbI, runepTpoduen n runepnnasnen rNagKombliweYHbIX
KNeToK cpeaHen 060104KM COCYA0B, YTONLLEHWEM AABEHTULMMN C POPMUPOBAHMEM
NepuBaCcKyNAPHbIX BOCMANNTENbHbIX UHOUNBTPATOB, @ HAa bosee NO34HUX CTaaUAX —
dM6pPO3HBIMM N3MmeHeHUaMM [35]. YcTonumnBbIn K anonTo3y GeHOTUN SHA0TENNASbHbIX KNETOK,
XapakTepHbin ana JIAT, cnocobcTByeT BOSHUKHOBEHMIO MIEKCOTEHHOM apTepruonaTtum,
npuBoAALLEN K cybTOTanbHOM 06anTepaLmMm npocseTa cocyaa, ysenndeHunto JICC 1, B KOHEYHOM
nuTore, reMoAMHaMNYECKOW HarpysKe Ha NpaBbli Xenyaoyek. PopmmnposaHme oHKONOZ06HOrO,
nponndepatMeHoro GeHoTUNa KNeToK COCYAMUCTOM CTEHKM CBA3LIBAIOT C HAapyLLEHNEM
MWTOXOHAPUANBbHOTO AbIXaHWUA N YCUNEHNEM SHEPreTUYECKOM 3aBUCMMOCTM OT a3pOo6HOro
TNIMKO/IN3a, YTO NPUBOAUT K MAaTONOrMYECKOM aKTUBaL MK GAaKTOPOB TPaHCKpUnuum [36].

Bropas runotesa pa3sutua JIAT, noNyumBLLAA HA3BaHUE «AereHepaTMBHOMY, CBA3aHa C
nospexgeHnem sHA0TeNnA, HapyLweHnemM NpoLeccoB penapaummn U aHrmoreHesa, NPUBOAALLNX
K YMEHbLUEHMIO NAOTHOCTU COCYA0B MUKPOLIMPKYNATOPHOrO pycaa. He3aBMCMMO OT UCXOLHOrO
MeXaHM3Ma KntoueBbiM 3BeHOM B natoreHese JII no-npexHemy octaeTca saHA0TeNnanbHas
ANCPHYHKLMA CO CHUMKEHNEM CUHTE3Q OCHOBHbIX Ba3oAnaaTMpyoLwmx (MoHookenaa aszota (NO),
NPOCTAUMKAMHA) U TMNEePnpPOoAyKLMEN BA3OKOHCTPUKTOPHbIX CybCcTaHLMI (3HA0TENNH-1,
TpomboKcaH A2, cepOTOHMH), popmMMpOBaHMEM NPOTPOMOOTUUECKMX YCNAOBUIA; pa3BUTUEM
BOCNA/INTE/IbHbIX PEAKLMIN B COCYAMCTON CTEHKE KaK 3a CYET yTpaTbl SHAOoTennem
AHTMAAre3MOHHbIX CBOMCTB, TaK U BCAEACTBUE HApYLLEHUI BPOXKAEHHOIO U a4anTUBHOIO
NMMYHUTETa. PYHKLMOHANBbHOE COCTOAHNE NMPABOTO XKeNyA04YKa — OCHOBHOW TMMUTUPYIOLLNIA
dakTOp, oNpeaenArLMn NPOrHO3 NaumeHToB ¢ JIM 1 HANPAMYIO 3aBUCALLMIA OT CTENEHU
¢nbpo3HbIX M3MeHeHUI cocygos MKK n mrnokapaa.

Bo3sHuKHOBeHMe JIAT onocpenyeTca B3aMMOAeNCTBUEM FreHETUYECKUX, INMUTEHETUYECKUX
daKTopoB U paKTOPOB OKpyKatowen cpeabl. [NOKa3aHo, YTO y NALMEHTOB C CEMENHOM hopmoit
NAT myTaumm B reHe BMPR2, oTHOCALLEMCA K CEMENCTBY TPaHCHOPMUPYHOLLETO POCTOBOIO
dakTOpa U peryanpytowem NpoLLeccbl KNeTouHou nponmdepaumm, BoiasaATCA B 75% cnyyaes,
TOrAa Kak y NaumMeHTOB CO CNoOpaanYyeckMmMmn BapnaHTamm ngmonatnyeckoi JIAI — tonbko B 25%
cnyyaes [37]. Kpome Toro, y naymeHToB ¢ JIAT, MMetoWwmMx aHaMHe3, B TOM YNC/1e N CEMENHDIN,
remopparnyeckmx TeNeaHrmMosKTasmm, BbIABAAKOTCA MyTaLMM FrEHOB, KOANPYOLWMX



aKTMBMHpPELLeNTOP-Noa06HYI0 KMHA3y-1, SHAOMINH 1 6enkn cemencTsa TpaHCHOPMUpPYIOLLLETO
poctoBoro ¢aktopa (BMPR1B, SMAD9). MpoBeaeHne NONHOreHOMHOIO CMKBEHCA Y NaLMEHTOB
¢ J1AT BbISIBM/IO AONONHUTE/NIbHbIE, DONee peaKme MyTaumm B reHax, KoaMpyoLWmx KaBeosInH-1 n
Kanuesble KaHanbl (KCNK3). Hapagy ¢ reHeTUY4eCKUMM AeTepMUHAHTaMK B pas3sutum JIAT
AKTMBHOE y4yacTMe NPUHUMALIOT TPU OCHOBHbIX 3NUTreHEeTUYECKMX MeXaHM3Ma: MeTUANPOBaHUe
OHK, moandunkaumm ructoHos u MUKpPOPHK.

YCcTaHOBNEHO, YTO B KayecTBe GpaKTOPOB pMCKa pa3suTuA JIAI MOryT BbICTyNnaTb N€KAPCTBEHHbIE
npenapaTbl U TOKCUHbI, HGOPMaLMA O KOTOPbIX NpeacTasaeHa B MNpunoxkeHun b1 (Taba.4) [6,
11]. bnarogaps HaKONAEHHbIM 33 NOCAeaHMe roabl LAHHbIM, Aa3aTUHMO U MeTambeTaMUHbI U3
rPynnbl «BEPOATHbIX» NEPEHECEeHbI B rpynny «onpee/ieHHbIX» IEKapCTBEHHbIX NPenapaTos, ¢
npMemMom KOTOPbIX acCOLMMPOBAHO passuTtue JIAT.

INUAEMUNONOTUA:

B HacTosLLLEe BpemA TOYHbIe aNUAEMMNONOTMYECKME AaHHble O pacnpocTpaHeHHocTn JIT B mupe
OTCYTCTBYIOT. M3BECTHO, 4YTO B BennkobpmutaHum oHa coctaBnnet 97 naumeHToB Ha MUIZIMOH B
MONyAALUMM MPU COOTHOLLEHUN XKeHLWMHbI/ MyXumnHbl 1,8:1 [3,7]. Mo AaHHbIM 3apy6eskHbIX
Hab0AEHUI, MPU CKPUHUHTE C MOMOLIbIO 3XoKapauorpadum (3xoKr) y 4579 6onbHbIX
npusHaku NIl (cuctonmueckoe AJIA (CANA) >40 mm pT. cT.) 06HapyKeHbl y 10,5% 6onbHbIX. U3
Hux 78,7% nauneHTtos umenu JII Bchepcteme NaTtonorMm NeBbIX OTAEN0B cepaua, 9,7% — Ha
doHe natonornu nerkux, 4,2% wn 0,6% — JIAT n XTI/ cooTBETCTBEHHO, B 6,8% cnydyaes
YCTaHOBUTb NPUYMHY NATONOIMMU He NPeACTaBASAN0Cb BO3MOXKHbIM. Takum obpasom, /I
BCNeACTBME NAaTOIOMMM NeBbIX OTAEN0B cepaua (rpynna ll) asnaetca Hanbonee
pacnpocTpaHeHHo GopMON NaTONOTUN.

B JIT npy natonoruu nesbix Kamep cepgua JIl npu natonorun nerkux = JIAT B XT3IT



Knaccudmkaums:

Tadanupa 3.1. Kimuuyeckas kiaacenturanus

BHY-pmdermmei

4.5, HITHCTOCOMOROM

L. Jlerotnan apTepATEHAS THIEPTEHIHN:

[.1. Hamonarwueckas (HII)

1.2 Hacacaoyesmas (myTammn BMPR2, apyruce)

L3 iy uupoBsamias mpHeMoM JICKApCTE H TOKCHITOR

l.4. ACCOUMHPOBANTAN C:

[4.]. BpOEICHILIME NOPOKIME CCPILEA {CHCTCMIID-JICTOMIBIC HIVITTLL)
142 cHeTeMubiMH 3300CBAITHAMH COCTHITHTCIBION TRAIH
[43.  nmopTansioi rencpreisici
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5. JII ¢ nprsnasamy TOPAKCIiNG JCTOMILX RO EAIMUIISPOSE (JICTOMIEAS BCHO-0RKII0GHONIEE DONCITE
NCTOUIBIA KATHIUTHPIBIH FCMANTHOMATOS )
|6, [epencrupyiomas J1T moBoposICILx
I1. Jlerounan runeprening BCISICTBHE NATOI0THHE JEBLIX OT/IEI0E CepIma:
2.1. Cucroanucckas THCHY KA
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2. Ipactonndcckas aucdyikin

2.3, Kaananisic mopokH

2.4, Bpowemas/ nproBpeTeiinas o6cTPYRIHA NPHIOCHIICT 0/ BLIOCHIICT0 TPAKTA ICBOT MeTyI0uEL
2.5, Bpos e iisiil Hin NPHOOPCTCILIT CTCI03 JCTONIBIX BCI

L

. Jlerounas rHnepreniun BEIeICTERE 3al01eBARNI JerKHY W HAH FHIOKCEMHUN:

. Xponmuceras o0CTPYRTHBIEA GOICHIEL ICTRHX

. Mirrepernimnansisie 3abo0cBanis Ieremx

- ApyrHe Sa0oICBLTHE TCTKHX C0 CMCIIANIBIME PECTPHETHEILIME H 00CTPYETHBIBIMH APYIICITHAMH
. THIOKCHE TPH OTCYTCTERHH 3a00ICBANNIT TICTKHX

. Hapymenng QeIXanng o spevs cia

- CHIZIPOM 27T BCOIAPION THIOBCHTHIAIHH

3.7, Bricoxoropnas 11T

3.8, ANOMATHH PA3BHTHA JICTKHX
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IV, JIT Beaegersne 00cTpYKIHH JETOMHLIX ApTEpHii:

4.1, Xponmucckas tposmdoambomacckan 10

4.2, Ipyrue obCTPYRIHMHE JCTOMIIOH aPTCPHI (AITHOCAPROMA, IPYTHE BIYTPHCOCY IHCTRIC OITY X0, APTCPHET,
EDOGICIIIERIC AIOMATHEL TEPEHTAPIEIC 3800/1CBAITHE )

V.U Hen3BecTHONO HAH CMEIIAHHOTD FeHea:

5.1. Temaronorideckie sadoIcBang (XPOMHYMCCRAs FeMOTHTHYCCKAS ANCMHA, MHCTOPOTH(CpaTHEBILIC
Fa00ICEAITHE, CILICIIKTOMHA )

5.2, CHCTCMIRIC HAPYIICIIHA {CapEOHANS, JCroMHLI THCTHOIRTOS, THM{anrioncioMiosaTos, neipodmipomaTos,
BACKYITHTEL)

5.3, Metaboanyeckie mapymenns (Inkorenosel, doacsne Dome)

5.4, Tpyruc (omyXxoncsas o0CTRYEIRA, GHOPOIHPYIONIHT MCIHACTHIINT, XPONHYCCKAA MOYCHIIA HEI0CTATONIOCT L,
cermenrapias JIT)

5.5, Cnosiblc BPO#ISHILIC MOPOKH Cepia

KAnHM4yeckasa KapTrHa

*anobbl npu /I HecneundUyHbI, YTO BECbMA 3aTPYAHAET ANArHOCTUKY. K HUM OTHOCMKTCS:
06wan cnabocTb, yTOMAAEMOCTb, OLLyLLIEHWNE cepaLebueHns, ogblika npu pusnyeckom
Harpyske, oTekKn HNXHUX KOHe‘-IHOCTel;'I, acuuT, 601b B pr,ﬂ,HOﬁ KNneTKe, CMHKONa/J/ibHble
anmn3oapl.

InarHocTuKka

YuntbiBas oTcyTCTBME cnieunduyecknx cumntomos J1II 1 LIMPOKY pacnpoCcTpaHeHHOCTb
AaHHOro NatoduUanoNorMYeckoro COCTOAHMA NP PasnnYHbIX 3aboseBaHusaX, gMarHoctmka J1r
TpebyeT MynbTUANCUUNIMHAPHOIO NOAX0Aa WU YETKOrO COb0AEeHMA ANArHOCTUYECKOTO
aNropmuTMa C NocseoBaTeIbHbIM NEPEXOAOM A7 UCKAKYEHUA OT Hanbonee YacTbiX MPUYMH
pa3eutuA JII K Hanbonee pegknum. Lenbto kKomnnekcHoro o6cneaoBaHunsa 60abHOro ABAsSETCA



YCTaHOBNIEHME AMarH03a, OLEeHKa KAMHMYecKoro knacca 1 Tmna /1Il, dyHKUMOHAbHOTO U
remogMHaMN4YeCcKoro ctaTtyca naumeHTa [6].

OTcyTCTBME NATOTHOMOHMYHbIX cMmnToMoB J1I co3gaeT TPYAHOCTU ANA ee CBOEBPEMEHHOWN
AMarHoCTUKKU. B cpegHem, No AaHHbIM amepuKaHcKoro pernctpa REVEAL, ot noasneHna
cumnTomos JIAT 4,0 BbINONHEHMA YPE3BEHO3HOM KaTeTepum3aLumm cepalia U OKOHYaTeIbHOM
BepudmrKauum anarHosa npoxoaunt 34,1 + 1,2 mecsua, YTO CONOCTaBUMO C pe3y/bTaTaMu
esponelickoro pernctpa COMPERA [23, 41]. Mo AaHHbIM POCCUINCKOrO pPerncTpa naunueHTos ¢
NIero4YHOM rMnepTeH3nen meanaHa BpeMeHn 40 NOCTAHOBKM AMArHo3a coctasasAeT 52,8 mecaua
[42]. YBenuyeHue BpemeHn 4o BepndmKaumm AnarHo3a, BepoaTHO, 0O6YyC/IOB/IEHO Kak
HecneunPUUHOCTbIO KNMHUYECKUX cumnToMOoB JIAT, TaK M HU3KOM HAaCTOPOXKEHHOCTbIO Bpayen
ambylaTopHOro 3BeHa B oTHolueHuu J1AT.

KpuTepum nocTaHOBKM AMArHo3a SIErOYHOM runepTeH3nn: NosbllleHue cpeaHero A1A 225 mm.
PT. CT., U3MEPEHHOI0 B MOKOE NPW Ype3BEHO3HOM KaTeTepumsaunm cepaua [11].

®dusnkanbHoe OﬁCﬂG,ﬂ,OBaHMeZ

Mpwu aycKkyAbTaummn cepala akLeHT BTOPOro TOHa Ha JIerOYHOM apTepumn MOXKeT BbiTb OAHUM U3
OCHOBHbIX GM3MKaNbHbIX NPU3HAKOB, YKa3blBaloWwMx Ha Hanuuue /1. B page cnyyaes
onpeaenaeTca CUCTONMYECKUI WYM TPUKYNUAaNbHOM peryprutauum. Cnesyet oTMETUTb, YTO Y
NaLMeHTOB C CUHAPOMOM DM3EHMEHTEPA MOMKHO He YCbIWaTb WYM LYHTa, T. K. TPaAneHT
AaBneHua B obnact gedekta npu GopmmpoBaHUM BbICOKOK JIT OTCYTCTBYET AN MUHUMANIEH.
Mpw pasBUTUM NPABOXKENYA0UYKOBOM CEPAEYHON HEAO0CTaTOYHOCTM Y NALMEHTOB OTMEYatoTCS
HabyxaHWe 1 Nynbcauua WelHbIX BEH, renaTomeranusa, nepudepuyeckme oTeku, acumT. MNpu
3TOM Yy NaumeHToB ¢ JIAT ayCKy/NbTauma NIETKUX MOKET BbITb HE M3MEHEHa, Tor4a Kak s
NauMeHTOB C NOCTKaNUANAPHOM JIT 1 BbipaXKEeHHOMN OAbILKOW XapaKTEPHO NoABAEHUE
MEJIKOMY3bIpYaTbiX XPUMOB B HUKHUX OTAENAX IETKUX B COYETAHUM C MONOXKEHNEM OPTOMHO3.
BaxkHyto MHGOpPMaUMIo Npu ocMoTpe 60NLHOTO MOXKET MPUHECTU NYNbCOKCUMETPUSA. ONs
naymeHToB ¢ UJTAT nokasaTenu caTypauum KMCA0poaa No AaHHbIM NybCOKCUMETPUN
HaxoAATCA B NpeAenax HoOPMbI, TOr4a Kak 0bHapy»KeHue aecatypaunn B nokoe n npu ©H
No3BO/IAET 3aM0403PUTb NATONOTUI0 NerKMX Uam BIMC c apTepnoBEHO3HbIM WYHTUPOBAHUEM
KPOBMU. Y3Ke BO Bpemsa KNMHUYecKoro obcnenoBaHMA NaumeHTa MOXKHO NPeanonoXnTb NPUUnHY
JIT. TeneaHrnoskTasnm, A3BeHHOE NOPa*keHMe KOHYMKOB NasbLEB M CKAEPOAaKTUANA
XapakTepHbl ana CC, Kpenutauma Ha BAOXE MOXKET YKa3blBaTb Ha MHTEPCTULMANbHOE
3ab60/1eBaHNE NIETKMX, COCYAUCTbIE 3BE3404YKM MO TUMY KMayTUHKMY», TECTUKYAAPHAA aTpodua u
nasbMapHan apuTema npegnonaratot 3abonesaHue nedeHu. Mpu obHapy*KeHUU TaKoro
CMMNTOMa, Kak nanblbl pyK B dopme «6apabaHHbIX MasoueKk», MOXKHO npeanonoxuts BMC c
LIMAaHO30M, MHTEPCTMLMANbHbIE 3a601EBaHNA TIETKMX UKW NATONOTUIO NEYEHMU.

NabopaTopHble UccnenoBaHUA:
Cneuundnyeckoin nabopatopHoit AnarHocTnKK J1A He cylecTsyerT.
MHCTpyMeHTanbHoe nccaenoBaHue:
JKT:

HopmanbHbin BUA, KT He uckntouvaet gmnarHos JIl, npu atom nameHeHua Ha KT Becbma
pacnpocTpaHeHbl y naumeHToB ¢ J/IT. OHM moryT BKAtoYaTh 3ybel, P B Buae «P pulmonale»,



OTK/IOHEHME 3/IEKTPMUYECKON OCU BNPABO, NPU3HAKK rMNepTpodmn 1 neperpyskm npasoro
enyaouka, 6noKaay npaBor HOXKKKM NyYyKa M'ca u yannHeHue nHtepsana QTc. IKM-npu3sHakm
runepTpodum NPaBOro XenyaoUKka: ysenmyeHme amnantyapl 3ybua R u cootHoleHus R/S B
npaBbIX OTBEAEHMUAX, MMEIOT HEeLOCTaTOUYHYO YyBCTBUTENbHOCTb (55%) 1 cneunduryHocTb (70%),
4T06bI 6bITE MCNONB30BAHHBIMM B KAYECTBE CKPMHUHIOBbIX, TOFAa KaK Nneperpyska npaBoro
Kenyaouka asasietcs 6osee YyBCTBUTEbHbIM Npu3Hakom [49]. PacwumpeHne komnnekca QRS n
NPONOHrauma nHTepsana QTc cBUAETENbCTBYHOT O TAXKECTM 3a60/1€BaHMA U aCCOLMMPOBAHDI C
HebnaronpmMATHLIM NPOrHO30M Nero4yHon runepteHsum [50, 51]. CynpaBeHTPUKyAsApHbIe
HapyLeHMA pUMTMa Yalle BO3HMKAIOT B Aa/1EKO 3alleALwnx cTaguax 3abonesaHuna, npMeoga K
AEeKOMMEHCaLNM ABIEHNI cepaedYHOon HeaocTaTouyHocTh [52]. Y 25% naumenTos ¢ JIAT B
TeyeHue 5 net HabaogeHMA PerncTpupyoTcsa TpenetaHne unm ¢mbpunnaums npeacepaun,
3HAYMTENIbHO YXYALlatoLWMe NPOrHo3 NaLuMeHTa NPY HEBO3MOMXKHOCTM BOCCTaHOBEHUSA
CMHycoBoro putma [53].

PeHtreHorpamma OIT1:

Y 90% naumeHToB ¢ 1Al peHTreHorpamma rpyaHoM KNeTKU HOCUT NaTO/IOMMYECKUIA XapaKTep
[21]. 9TV M3MeHEHUA BKNOYALOT ANNATALMIO CTBONA NerovHom aptepuu (Il gyra no nesomy
KOHTYpY cepaua) n obeaHeHMe Nero4Horo cocyaucToro pUCyHKa, pexe paclumpeHme npasblix
Kamep cepaua. PeHTreHorpadua rpyAHOM KNETKM MOXKET NoMo4b B anddepeHLumnanbHoOm
anarHose /1T, AeMOHCTPUPYA NPU3HAKKU, XapaKTepHble AN8 NaToNormKn Nerkux (rpynna 2), uam
3aCTOMHble ABNeHMA Npu 3aboneBaHUAX NeBbix Kamep cepaua (rpynna 3), a Takxe
cneundmryecKkme NpusHaKM paga peakux sabonesanHnii [54]. B uenom taxkectb JIT y Kaxkaoro
OTAENbHOrO NaUMeHTa He KOPPENMPYET CO CTEMEHBIK PEHTIEHONOMMYECKUX U3MEHEHNI. TaK Ke,
KaK u B cnydae ¢ IKI, HopmanbHasa peHTreHorpaMmma rpyaHOM KNETKM HE UCKAKOYAET Hannuma y
naumeHTa Jr.

NccnepoBaHue GyHKLUMIA BHELHErO AblXaHUA:

BbinonHeHWe nccnenoBaHma GyHKLUM BHELWHENO AbIXaHUA MOMOraeT AMarHOCTMPOBaTb
NaTO/IOMMIO IEFKUX U OLLEHWUTb CTEMEHb ee TAXKECTU, YTO He0BX0AMMO ANA NOHMMaHMA ee
«nponopumoHanbHOCTU» ypoBHIO J1T. MaymeHTbl ¢ JIAT MOryT UMeTb Nerkoe uamn ymepeHHoe
YMeHbLUEHMEe NeroYHbIX 06bEMOB, aCCOLLMMPOBAHHOE C TAMKECTbIO 3ab601eBaHUA.
O6CTPYKTMBHbIE M3MEHEHUA HEeTUNKUYHbI anA JIAT. Mpun aHann3e ra3oBoro CoctTaBa KPoBMK
napumanbHoe AaB/ieHWe KUCIopoaa B apTepuanbHon Kposu (Pa02) B nokoe ocTaeTca B
npeaenax HOPMbl NN HECKONIbKO CHMMXKEHO, a NapuManbHOe AaB/ieHne MOKCMaa yrnepoaa
(PaC0O2) cHueHO BcieACTBUE aNIbBEONAPHOM rMnepBeHTUNAUNKM [56]. CHUKeHue
AnddY3MOHHOM CNOCOBHOCTU NerkMx No MoHooKeuay yrnepoga (DLCO) pa3suBaeTcs
BC/1eACTBUE U3MEHEHNS BEHTUAALNOHHO-NEPPY3NOHHbIX COOTHOLIEHMWI B YCIOBUM NETOYHOM
rmnepTeHsnm 1 Becbma NaTOrHOMOHWYHO A8 naumeHTos ¢ JIAT [55, 57]. H13Kuin ypoBeHb
DLCO, ocobeHHO B CO4ETAHMWN CO CHUMKEHNEM AbIXaTe/IbHbIX 0ObEMOB, MOMKET
cBuaeTenbcTBoBaTh 06 accoumnaumm JIAI c CCL, a TakKe TpebyeT gudpdepeHunanbHoro
ANArHo3sa c MHTepCTMLUManbHbIMK 3aboneBaHnamm nerkux (rpynna 3) n BOB/1 [58, 59]. KpaitHe
HU3KMM yposeHb DLCO y nauuneHToB c JIAT, onpeaeneHHbIM Kak 45% OT AOMKHOrO,
accouMmMpoBaH € NA1oXnm nporHosom [55]. XOBJ1 Kak npuumHa runokcunyeckoim J1I
AVarHoCTUPYeTCA NPU HANNYNKU HeobpPaTUMbIX BPOHXOOBCTPYKTUBHbLIX USMEHEHWUI NPU
cnuporpadmm, 4acTo COYETAIOLLMXCA C YBENMYEHMEM OCTaTOYHOro 06 BbeMa NErKMX NpU



6oannnetTnamorpadmn n BO3MOKHbIM CHUxKeHnem DLCO. JnA ra3oBoro coctaBa apTepuasibHOM
Kposu naumeHTos ¢ XOBJ1 xapaKkTepHo cHuMxeHne PaO2 npu HOPMaAbHOM MU NOBbILLEHHOM
PaCO2 [58]. TaxecTb amdur3eMbl U/UNM UHTEPCTULMANBHOTO 3a601EBAHMA NETKUX MOXKET BbITb
OL,eHeHa C MOMOLLbI0 KOMMNbIOTEPHOM TOMOrpadmm BbICOKOTo paspelleHmna. CoyeTaHue
amduszembl U GNBPO3a NETKMX MOXKET NPUBOANTL K NCEBAOHOPMAJIbHOM KapTHUHE Npu
BbINOJIHEHUM cnnpomeTpumn, npu 3Tom DLCO ocTaeTca CHMMKEHHON. ITOT GaKT nogyepKkuBaeT
HeobXxo4MMOCTb TPAKTOBATb Pe3ynbTaTbl KOMMNIEKCHOM OLLEHKN PYHKUUM NErKMX, ONMPAACH HA
AaHHbIe BU3Yanu3npyoLLMX MEeTOA0B UCCAea0BaHMA BO U3beaHne AMarHoCTMYecKmx ownbok
[60].

9x0-KT:

dxokapanorpadus (9xoKrl) octaetca eAUHCTBEHHbIM HEMHBA3MBHbIM CKPUHMUHIOBbLIM METOA,0M,
NO3BOISIIOLLMM OLEHUTb IaB/EHME B JIEFTOYHOM apTePUM Y NaLMEHTOB C nogo3peHnem Ha JIT.
Mpwn aTom IxoKI He MOXKeT MCN0/1b30BaTbCA Kak meToa, BepnudunKauum anarnosa Jr.
OAHOMOMEHTHO C PacyeToM AaBAeHuA B 1ero4yHol aptepmm IxoKl No3BONSET BbISBUTL
CTPYKTYPHO-PYHKLMOHANbHbIE UBMEHEHMNA KaMep cepaLa, YTO Ba*KHO AN
anddepeHUnanbHOro gMarHosa u cTpatudmKaunmm pucka y naumneHTa c .

PacueT cuctonmnyeckoro gasneHua B neroyHon aptepun (CAS1A) c NOMOLLBIO ABYXMEPHOM
aXoKapamorpadmm OCHOBbLIBAETCA Ha ONpeaeeHMM MMKOBOM CKOPOCTU TPUKYCNUAAIbHOMN
peryprutauum (TP) M MCnonb30BaHUM YNPOLLEHHOTO ypaBHEeHMA bepHyAan B codeTaHuM C
OLLeHKOW AasneHus B npasom npeacepauu (MNM). Nasnenune B MM moKeT bbITb paccynTaHo
nyTem nsmepeHua anameTpa HUXKHel nonon sBeHbl (HMNB) n ero nsmeHeHuns B 3aBUCUMOCTH OT
¢a3 gbixaHua: gnameTp HIMB < 2,1 cm u cnageHue Ha Baoxe > 50% cBnaeTeNbCTBYHOT O
HopManbHOM gasneHuu B MMM, pasHom 3 mm pT. cT. (B npeaenax 0—5 mm pT. cT.), TOraa Kak
AnameTp HMB > 2,1 cm 1 cnageHue Ha Baoxe < 50% nnan < 20% npu CNOKOMHOM AbIXaHUN
roBOPAT O BbICOKOM AasneHuu B M1, paBHom 15 mm pT. cT. (B npeaenax 10-20 mm pT. cT.). B
cnyyae, Koraa anametp HIMB v cnageHue npu AbiXxaHUM HE COOTBETCTBYHOT 0603HaYEHHbIM
MHTEepBasNaM, MOXKeT ObiTb MCNONB30BAHO NPOMEKYTOYHOE 3HaYeHNe, paBHOe 8 MM PT. CT. (B
npeaenax 5-10 mm pT. cT.). O4HAKO, y4MUTbIBAA HETOYHOCTM OLLEHKWN AaBneHua B MM n
YyBE/INYEHME NOrPELLUHOCTEN N3MEPEHMA C MOMOLLLbI NPON3BOAHbIX MEPEMEHHDIX,
pekomeHayeTcA NPMMeEHATb NOCTOAHHO-BOIHOBOE A0MNNAEPOBCKOE KapTUpOBaHMe ana
N3MepeHma NMKOBON CKOPOCTM TPUKYCNUAANbHOM peryprutaumnm (a He pacyetHoe CJ1A) B
KayecTBe OCHOBHOrO NoKasaTena gna onpegeneHna sepoatHocTm JII no gaHHbIm IXoKI
(MpunoxkeHwue b, Tabn. 5) [66]. Mpn 3TOM y NALMEHTOB C TAXKENOM TPUKYCNUAANbHON
peryprutaumein ee CKOpoCTb MOXKET bbITb HE4O0OLEHEHA U HE A0NXKHA N30AMPOBAHHO
NPUMEHATLCA ANS UCKAYeHUA Hananumsa JII. CornacHo pekomeHgaumam Esponelickoro
obuecTBa KapANONOroB No neveHuto u gnardHoctuke /1M (2015), BepoaTHocTb /1T MOXKET bbiTb
OLLEHEHA KaK BbICOKas, NPOMENKYTOUYHaA U HU3KaA. [na obneryeHma u ctaHaapTM3aumm Bbibopa
YPOBHSA BepoATHOCTM JII npeanoXeHbl A0NOAHUTEIbHbIE 3XOKapAMorpaduyeckme npmusHaku
NMOMMUMO TEX KPUTEPUEB, KOTOPbIE OCHOBAHbI HA CKOPOCTU TPUKYCANAANbHOM peryprutaumnm
(Tabn. 6) (MpunnoxkeHue B). 9TM NPU3HAKM XapPaKTEPU3YIOT pa3Mmep NPaBoro Xenyaodka (MK) m
ero neperpysKky gaB/eHUEM, XapaKTep CKOPOCTM KPpOBOTOKa m3 MK, anameTp nerovyHom
aptepuun n HIMB, a Takxe naowaab M. Ux nsmepeHne pernameHTUPOBAHO peKoMmeHaaunamm
EACVI [65, 67]. UHTepnpeTauma IxoKl-gaHHbIX B KIMHUYECKOM KOHTEKCTE BarKHa ANA
onpeaeneHusa nokasaHuii Kk YBKC (Tabn. 7) (MpunoxkeHue B). B cnyyae BbICOKOM BEPOATHOCTU



Hannuma JIM' y CMMNTOMHbIX NALMEHTOB MX PEKOMEHAYETCA HanpPaBAATb B 3KCMEPTHbIE LEHTPbI
ANA AanbHelwero o6cneaoBaHMsA, BKAKOYAA Ype3BEHO3HYIO KaTeTepmsaumto cepaua (YBKC). Y
NaLMeHTOB C MPOMEXKYTOYHbIM PUCKOM AaNibHenwee obcnenosaHme LenecoobpasHo
06CyKAaTb TONIbKO NPU HAaNNYMK GAKTOPOB PUCKA UM COCTOSHWUIM, accoLMMPOBaHHbIX ¢ JIAT
nnu XTI/II. HanpoTus, nauneHTbl 6e3 $paKTOpPOB pMUCKa M accoumMmnpoBaHHbix ¢ JIAT u XTINT
COCTOAAHUI HYXXAAI0TCS TONIbKO B AMHAMUYECKOM 3XOKapANorpadpnuyeckom HabaroaeHm nnm
06CyKAEHUN aNbTEePHATUBHOIO AMArHo3a.

Bonbluoe 3HayeHme npu nposegeHUN IXOKI nmeeT oueHKa cuctonmyeckon GyHkumm MK,
KOTOpaA onpeaenaeT NnporHo3 nauneHTos ¢ JIAl. B oTanumne ot neBoro Keayaouka,
cucTonmyeckan GpyHKUMA npaBoro obecneynBaeTca B OCHOBHOM NPOAO/IbHbIM COKpaLLeHNEM
MWOKapAa, YTO NO3BOIAET OLEHUTb €€ C MOMOLLBI NPOCTbIX IXOKapAMOorpadmuyeckmx
napameTpoB, TaKNX Kak GpakUMoHHOE nsmeHeHue ero naowaam (PUM), cuctonmueckas
3KCKYpPCUA NAOCKOCTU TPUKyCNnaanbHoro Konbua (TAPSE), cuctonmnyeckana CKopocTb KonbLa
TPUKYCNNAANAbHOrO KanaHa B TKAHEBOM gonnseporpaduyeckom pexume (TASV), npoaonbHan
Aedpopmaunma (Strain), ckopoctb aepopmaumm (Strain rate) u MHAEKC NPON3BOANTENBHOCTH
npaBoro »enyaodka (Tei index) [69, 347].

BeHTUNsuMOHHO-Nepdy3MOHHAA CUNHTUIPadUA NEerkmx

MnaHapHasa BEHTUAAUMOHHO-Nepdy3noHHan (B/M) cumHturpadua nerkmux asnsercs
CKPUHMHIOBbIM METOA,0M, NO3BONAOLWMM UCKNOUYNTL TPOMB0aMbonyecknin reHes /1T,

— . — _ VIQ cwmm"n it m
: ' o Mokasarens MpomexyToyHasa Bbicokas
BepoATHOCTb XT/II BepoATHOCTb
XTAr
= YyscTBUTENBHOCTD (%) 97.4 96.2 51.3!1!
CneunduuHocTtb (%) 90 94.6 99.3
TouHocTb (%) 92.5 95.2 82.8
== OTtpuuarensbHoe 98.5 97:9 79.7'1!
npejcKasatenbHoe
3HauyeHue (%)
== MonoxutenbHoe 83.5 90.3 97.6
npeackasaresibHoe
3HaueHue (%)
e HopmanbHasa V/Q cumHTUrpadus npaktuyeckn nckatodaet XTI,
Torga Kak HopmanbHaa MCKT-AMNT Het !

KomnbloTepHaa Tomorpadus opraHoB rpyAHON KNEeTKU U aHrnorpadusa neroyHom apTepum u ee
BeTBen

KomnbtoTepHas Tomorpadusa (KT) opraHoB rpyaHOM NOAOCTM C BHYTPUBEHHbBIM 60NHOCHbBIM
KOHTPACTUPOBAHMEM — LUMPOKOAOCTYNMHbIN METOA UCCNef0BaHMA, C NOMOLLbIO KOTOPOro
MOXHO MOJIYYUTb BAXKHYO MHPOPMALMIO O MATONOMMKN COCYA0B, cepALLa, MAPEHXUMbI NETKUX U
OpraHoB cpefocteHmsa. o pesyabtatam KT moXKHO 3anogo3putb Hanunuume JT,
naeHTnoumumnpoBatb Npuunny J1I, Takyto Kak XTI/ nan 3aboneBaHme Nerknx, BbissiBUTb
npu3Haku JIAM-accouMMpPoBaHHbIX COCTOSHWUI (Hanpumep, annataums nuwesoga npu CCA nnum
HannuMe BPOXKAEHHOrO MOPOKA CEPALLA), @ TaKXKe NoAYYUTb MHPOPMALMIO O NPOTHO3€e



3abonesaHua [80]. MokasaHo, YTO TakKMe NPU3HAKK, KaK yBEIMYEHNE AMaMeTPa IErOYHOM
apTepuu (= 29 Mm), COOTHOLLEHNE ANAMETPOB JIEFOUYHOM apTepPUK K Bocxoaallen aopte = 1,0 n
COOTHOLLEHME AMaMeTpa CErMeHTapHOM apTepumn K anameTpy 6poHxa 6onee yem 1:1 B Tpex
WU YETbIPEX A0NAX NIETKMX, UMEIOT BbICOKYO cneunduyHocTb ana amarHoctuku /I [81, 82].
MCKT no3BsonaeT getasibHO BU3Yya/IM3NPOBATb MAPEHXUMY U OLEHUTb MHTEPCTULMANbHbIE
N3MEHEHMUA NErkKnX y NyJIbMOHO/I0MMYECKMX NALLMEHTOB, NOMOraa TeM CaMbiM NPABUIbHO
MHTEPNPETUPOBATb PE3Y/1bTaTbl KOMMNIEKCHOM OLLEHKN PYHKLUMN BHELWIHErO AbixaHus. [lomnumo
3TOro, My/1bTUCPE30BasA KOMMbIOTEPHAA TOMOrpadusa — 3TO OCHOBHOM METOoA ANArHOCTUKN
BOBJ1. XapaKTepHble N3MEHEHUA B BUAE UHTEPCTULMANBHOIO OTEKA IETKUX C LLEHTPANbHbIMMU
3aTEMHEHUAMW B BUZE KMATOBOIO CTEKNA» U YTONLLEHUEM UHTPANOOYNAPHbIX NEepPeropooK
YKa3blBatoT Ha anarHo3 BOBJ1; K 4,ONOAHUTENBbHBIM HAaX04KaM caleayeT OTHECTH
nMmdaaeHonaTuIo 1 BbIMNOT B NieBpanbHoM nonoctu [83, 84]. B KauecTBe A0MNO/IHUTEIbHbIX
Haxo40K, XapaKTepHbix ana JII, HepeaKo BbIABAAKOTCA KasbUUPUKaLns U U3BUTOCTb JIETOYHO M
apTepun, BLICTPOE ee cyXKeHue K nepudepun, rmneptpodua n aunatauma MK, ysennyeHune
COOTHOLLEHMUA ANAaMETPOB NMNPaABOro U 1EBOTO KeJy04Ka, pacluMpeHmne 6pPoHXmnaibHbIX
apTepwuii, a TakKe 3abpoc KOHTpacTa B nevyeHo4YHble BeHbl. MCKT opraHoB rpyAHOM KNeTKu ¢
KOHTPACTHbIM YCUIEHWMEM U BbINOJIHEHMEM BEHO3HOM M apTepmanbHoOM a3 asnaeTca
OCHOBHbIM MeToaom anarHoctnkm BMC, XTI/ n cocyanctbix manbdpopmaunis. Mpu atom B
cnyyae XTIIT AaHHbIM MeToA BM3Yyain3auum pycia 1eroYHom apTepmm NnomoraeT B
onpeaeneHmn onepabenbHOCTM NALMNEHTOB, OLLEHNBAA MOPGOIOrMi0 TPOMOBOTUYECKOrO
Nopa*KeHuaA pycna NErO4HOM apTepUn: HaMYME OKKNO3UIM OCHOBHbIX UK A0NeBbIX BeTBen JIA
WKW NPEeBaINPOBAHNE CErMEHTAPHOrO U cybcermeHTapHOro YpOBHSA NOPAXKEHMA C HANYMEM
BHYTPUCOCYOMUCTBIX TAXKEMN, CETEN UNU NEPETAXKEK.

Ype3BeHO3Has KaTeTepmsaumsa cepaua

L‘|pe3BeHO3HaF| KaTeTepunsauma cepaua ABnAeTcA MeTtoaom AnAa noarsepXaAeHnAa gnarHosa nr.

Hopma

Cucronuyeckoe Al 15-25 mm pr.cT.
[Ouacronunueckoe Al 8-10 mm pT.CT.
CpeaHee ALl 8-20 Mmm pT.CT.

¢dopma BonHbl B JIA

- Kanunnapsl MKK

_ - bannoH saknnHuBaetca 8 setsmn J1A

MNpasoe npeacepaune
®dopma BO/IHbI 3aKNMHUBaHUA JIA

¢dopma BonHbi B MM

Hopwa A4

1-5 mm pr.cT.

Hopma

M\N/ 8-15 MM pT.CT.

dopma BonHbl MK

Hopma pgasneHus B MXK:
Cucronmyeckoe 25 mm pr.CT.
MpaBbii )enyaouek [uacronunyeckoe 5 Mm pT.CT.

CornacHo pesyabtatam YKC no remogmMHammnyeckMm nokasatenam onpegenatot smg Jir
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JleroyHasa runepTeHsusa

MpekanunnapHaa nerovHas
rmnepTeHsna

U3onmposaHHaa
NOCTKaNUANAPHAA Nero4Has
runepTeHsua

KombuHuposaHHas npe- 1
NOCTKaNMANAPHAA NerovHas
rMnepTeHsus

CpegHee OJ1A 225 mm pT.CT.

CpegHee /1A 225 mm pT.CT.,

[O3/1A £ 15 mm pr.cT.
JICC 2 3 ep, Byp,

CpeaHee /1A 225 mm pT.CT.,

[O371A >15 mm pr.cT.
JICC<3 ean. Bypa

CpepHee [I/1A 225 mm pT.CT.,

AO3/1A>15 mm pT.CT.
JICC 2 3 epn, Byp,

Anroputm gmarHoctmkm J1I

OueHKa BEpOATHOCTKH

BbiABneHUe NaLUeHTOB
BbICOKOTO PUCKa

[uarHocTuKa YacTbIxX
npuuuH JIT

[MarHocTuka peakmx
npuymH NI

AH®, ENA CKpuH,
®-50, Y31 6p. nonoctu

Bce BapuaHTbl NerovyHom rMnepTeH3numn

1. JleroyHasn apTepuanbHas runepTeHsus.

3. Jlero4Has runepTeH3nsa BCNeACTBUE NAaTONOTUU NETKUX.

4. XpoHuyeckan Tpomboambonuyeckan neroyHas
runepTeHsua.

5. Jlero4Has runepTeHsuns ¢ HeACHbIMU U/unu
MHOXECTBEHHbIMU MeXaHU3mamu

1. /lero4Has runepTeH3na BCAeACTBUE NAaTONOTMM NEBbIX
Kamep cepaua.

2. Jlero4Hasn runepTeH3uns ¢ HeACHBIMU U/unu
MHOXECTBEHHbIMM MEXaHU3MamMmn

[ AHamHes, CUMNTOMBI, yKa3blBawowme Ha ST ]

3xoHKlr

Huskan
BEPOATHOCTE

MNouck ap. NpPUYKH
unu HabnopeHme

BbicTpoe
HanpasneHue
BhIABAEHHBIX
naunueHTos

MNpomexyTouHan uan

BblCOKaA

¥

V/Q ckaH B HauecTee
ckpuHmAHTa XT3

V/Q HecooTeeTCTBME

r

MerniounTe NaTonorue
NeBbIX Kamep cepaua uan
Nerkmx

Matonorus neseix kKamep
CEpALE WK NETKMX
noATeepHAeHa.
BepeHwe B COOTBETCTBMK C
ANTOPUTMOM 0018 3THX
sabonesaHmin

l V/Q ckaH Hopma

HeT KAMHUHECKM 3HHHUMOR
Natonorin AeBbIX Kamep
CEPALA MK NErKUX

JKCNepTHBIA
LLeHTP

HcxogHo Kamabl Kamapie Yepes 3-4 mecaua nocne B cayuae
3-6 mecaues 6-12 mecAues M3IMEHEHUA Tepanumn YXYAWEeHNA

KnuHu4veckas oueHka u onpegeneHue ®K

IKT +
T6LUX/wkana bopra +
MynbcoKcMmeTpuUa +
KaguonynbMoHanbHbIi Tect +
Ixokapamorpadua +
CraHaapTHoe nabopatopHoe +
obcnegoBaHue

BNP/NT-proBNP +
KaTeTepu3auma npaebIx Kamep cepaua +

* - MmoeT obcyRaaTbea

+ + +
+ + +
i ok ek
+
+ +
+ + +
- + +
+* +¥*

1
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JNleyeHune:

B npuHATOM B HacToALEe BPeMA CTpaTerMm segeHma naumeHTos ¢ JIAT MOXKHO BblgenunTb Tpu
OCHOBHbIe cocTaBaAlLWME: 0bWMe peKOMeHAAUNN, NOAAEPKUBAIOLLYHO TEPANUIO U
cneundmryeckyto Tepanuto JIAT [6, 116]. MpumeHeHne npenapaToB NOAAEPKUBALOLLEN Tepannu
He OKa3bIBaeT BAMAHUA HA BbIXXMBAEMOCTb NaumeHToB ¢ JIAT, Torga Kak Mcnosib3oBaHue
cneundryecknx NpPenapaToB NPUBOANT K YBEIMYEHUIO NPOLAOIKUTENBHOCTU XKNU3HU
NaLMeHTOB, yMEHbLUEHWUIO KOIMYECTBA FOCMMUTAIN3ALLUIN N YBEZIMYEHNIO BPEMEHW A0
KNMHWUYECKOTO yXyALWeHUA U TPAHCNIAHTaLUK.

HemegnKkameHTO3HaA Tepanua:

C naumMeHToM HeobxoaMMO 0BCYKAaTb ero exxeAHeBHY0 Paboyyto aKTUBHOCTb, N1IAHUPOBaHNE
CEMbM, KOHTPALLENUMIO M MOCTMEHOMNAaY3a/1bHY TOPMOHO3aMECTUTENbHYIO TEPanUIo,
NOArOTOBKY K NJ1aHOBbIM XMPYPrMyecKMm BMeLIaTe1bCTBaM, NPOPUNAKTUKY MHPEKLMOHHbIX
3a60/1€BaHNM, NCUXOCOLMANbHYIO NOAAEPKKY, MYTELIECTBUSA, MPUBEPKEHHOCTb IEKAPCTBEHHOM
Tepanuun n HeobxoaMMOCTb Hab o AEHMA CNeunanmMcTamm sKCNepTHoro LeHTpa r.

NI — He3aBUCUMDbIN NpeanKTop 3aboneBaeMocT u netanbHocTu (4—24%) npm
HEeKapaAMOXMPYPruyecknx BMeLlaTenbCcTeax. MpuHUMNMANbHbIM ABAAETCA COOTHECEHNE PUCKA U
NONb3bl AN1A KOHKPETHOro NauMeHTa Npu NAAHUPOBAHUM XMPYPTrUYECKOro NeYeHms.
Hanbonblume pucKM neTanbHOCTU U TPYAHOCTM NepruonepaunmoHHOro BeaeHnsa Habatoaatotes y
NaLuMeHTOB C BNepBble BbIABAEHHON Ha MOMEHT onepaTMBHOro BmewwaTtenbctsa /1. B nogo6Hoi
CUTYaLLMM NO BO3MOMKHOCTM HEODOXOAMMO NepeHecT Bpemsa BbINOJIHEHWA NIAHOBOrO
XUPYPrMYeCcKoro BMeLaTeNbCTBa U HaNPaBUTb NALMEHTA B SKCNEPTHbLIN LLEHTP ANA
nosHoueHHoro ob6cnenoBaHma ¢ BbinonHeHnem YBKC 1 Ba3opeaKTMBHOIO TecTa No NOKasaHUAM
c nocneayroumm noadopom crneunduyeckomn Tepanmm [6].

MaumeHTsbl ¢ JIAT yyBCTBUTENBHBI K BOSHUKHOBEHMIO MHEBMOHWUU, KOTOPAA B 7% cny4vaes
ABNAETCA NPUUYNHON cmepTU. HecmoTps Ha oTcyTcTemne PKU, pekomeHayeTca npoBoaUTb
BaKLMHaLMIO NPOTUB BMpPYCa rpMnna U NHEBMOKOKKA [6, 116]. MckntoueHne coctaBnstoT
nauuneHTbl ¢ C3CT n BUY-nHbeKumen, pelweHme o BaKUMHaALUKU, Y KOTOPbIX LOKHO
NMPUHMMATbLCA C y4eTOM aKTUBHOCTU OCHOBHOIO 3ab0neBaHuA.

MauneHTbl ¢ AT 111-IV ®K (BO3) 0b6bI4HO HyKAat0TCA B Npueme 601bLOro KoanyecTsa
npenapatoB. Kpome Toro, noboyHble apPeKkTbl NEKAPCTBEHHOM TEPANNKN, CHUKEHNE NAMATH Y
NaUWEHTOB C TAXENOM CEPAEYHON HeA0CTaTOMHOCTBIO MOTYT BAMATb HAa MX KOMMNAAEHTHOCTb.
Kpome Toro, cylectBeHHOe HeraTUBHOE BAUSAHUE MOXKET MUMETb KOPpPeKUusa obbema u
XapaKTepa Tepanmm Kak CaMmMmu NaumeHTamu, Tak U 4pyrmmm Bpavyamm, He UMEOLWMMM ONbITa
BeAeHMA NauneHTos ¢ JIAl. Pa3bacHeHWe Lenen Tepannm, MexaHnm3ma 4enNCcTBMA OCHOBHbIX
rpynn NeKapCcTBEHHbIX CPEACTB, BO3MOXKHbIX MOOOYHbIX 3pDHEKTOB HENOCPEACTBEHHO MNALUEHTY
MOMET CYLLLECTBEHHO YBENNYUTb NPUBEPKEHHOCTb TEPANUN.

MeguKameHTO3HaA TeEpanuAa:

BblaenatoT ABa KOMMNOHEHTa NeKapCTBEHHOM TepanumM y nauymeHToB ¢ JIAl: noaaeprmsaroLlas
Tepanua (aHTUKOoaryaHTbl Henpsmble (aHTaroHUCTbl BUTamuHa K), AMypeTukun, cepaeydHble
rNMKO3UAbI, OKCUreHoTepanua) u cneunduryeckas Tepanusa, BKarYatowan 610katopbl
«MeANIeHHbIX» KanbumeBblix KaHanos (BEKK), aHTurMnepteHsnBHbIe cpeacTBa ANA IeYeHUn

12



JIeroyHoM apTepuanbHon runepteHsum (CO2KX, 603eHTan**, maunuTeHTaH**, ambpuseHTaH**)
WHransUMoHHbIM nnonpocT, pocdoamnacrtepasbl MHIMOUTOPLI (MDAD-5), puoumryat** un
cenekcunar

BnauaHune 6a3osoii Tepanuu JIAl Ha BbIXKMBAEMOCTb NAaLUEHTOB MEHEE U3YYEHO B CBA3U C
otcyTcTBnem PKU. Tem He meHee, B NOBCEAHEBHOMN NPAKTUKE Bpaya XOPOLLO U3BECTHO BAUSHUE
AVNYPETUKOB HAa CUMMMTOMbI NMPaBOXKeYA04KOBOWN CePAEUYHOMN HEAOCTAaTOYHOCTH, 3PPEKTUBHOCTD
NPUMEHEHUA KNCIOPOA0TEPANUN NPU COMYTCTBYIOLLEM NAaTONOMMU NETKUX UK
NHTEPKYPPEHTHbIX 3ab0N1eBaHMAX.

CoBpemeHHas cneunduyeckas Tepanus JIAT ocHoBaHa Ha NpeACTaBNE€HUM O PON
3HA0TENNANBHON ANCHYHKLUN B PEMOETMPOBAHUN JIEFTOYHOM apTepun. [lencTeume TapreTHomn
Tepanuu cBsi3aHo ¢ 6/10Kkaf0M PeLEenTOPOB Ba3OKOHCTPUKTOPHbIX CYBCTaHUUIA U CTUMYAALMEN
OCHOBHbIX NMyTel, onocpeoBaHHbIX MOLLHbIMK Ba3ogunataTopamm, Takumm kak NO n
NPOCTaUMKAMH. B HacToswee Bpema cneunduyeckan Tepanmns BKIOYaET 6 OCHOBHbIX KNaccoB
JIeKapCTBEHHbIX NPENapaToB, A0Ka3aBLWMX CBOK 3GGEKTUBHOCTb y NaumeHToB ¢ JIAT u
04,06PEHHbIX K MPUMEHEHMIO.

Tepanua BKK npoaemoHcTpupoBana cBoto 3GpPeKTUBHOCTb Y 04eHb HEBObLLOM rpynnbl
naumeHToB ¢ JIAT 6€e3 KNMHUKM NPaBOXKeNyA04KOBOM cepaeYHOM HeAOCTAaTOYHOCTH, @ UMEHHO,
y naumenToB ¢ AT, HacneacTteeHHom JIAT n JIAT, accoumMmnMpoBaHHOM C NPUEMOM
NIeKapCTBEHHbIX NPenapaToB, MMEOLLMX NONOXKMUTE/IbHbI Ba30PeaKTUBHbIN TecT
(«Ba3opecnoHaepos») [147, 163]. K coxkaneHuto, NauMeHTbl, 4AUTENIbHO OTBEYatoLWMe Ha
Tepanuto BKK, BcTpeyatoTca KpaitHe peako U TpebytoT NpuctanbHoro HabaaeHus ana
CBOEBPEMEHHOro NepeBoa Ha Apyr1e npenapaTbl cneunduryeckon Tepanuu.

Yepes 3—4 mecsua oT Hayana Tepanun BKK naumeHTbl ¢ N0N0XUTENbHBIM Ba30PEAKTUBHbBIM
TECTOM L,0/13KHbl LOCTUTHYTb NOKa3aTesiell HU3KOM 30Hbl PUCKA IETa/IbHOCTM U NPAKTUYECKM
MONHON HOPMA/IM3aLMM NOKasaTenen remogMHamMmuKKM, sepuounumposaHHol YBKC.

JIAT cneundmnyeckme npenapaTbl:

MyTb NpOCTaUMKAMHA

X - |
Arachidonic acid :@:{> Prostaglandins
]

Prostacyclin

&
"d°'he//u,,,

Basoaunataumsa: L JICC

{ nponndepaumu u runeprpodum MK neroyHoit aptrepmu
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CrapTtoBas tepanua JIAl cneundunyeckon Tepanmm:

Knacc pekomeHgauvm — YPOB€Hb OOKa3aTenbHOCTH

Tepanusa
@K Il no BO3 @K lll no BO3 ®K IV no BO3
ambBpuaeHTaH + Taganacdun’ | B I B lIb
apyroii AP3 + u®[13-5 lla c lla C 19] C
B603eHTaH + cungeHadun + B/B aNONPOCTEHON - - lla C lla C
B603eHTaH + B/B aN0ONpPOCTEHOI - - lla G lla (o
apyroit AP3 unn n®3-5 + n/K TpenpOCTUHUN b (6 lIb (=
Opyron AP3 unn n®13-5 + gpyrow B/B aHanor b c b c
npocTaunKiuHa
Anroputm nevenua J1IAT
stianessh —> [1AT BepupMUMpOBaHE B BKCNEPTHOM LEHTpE —3 TR Sl
RALMEHTY Moanepiusatowan Tep.
)
BasopeakTueHbIf naument <— BasopeaktueHulit Tect AT/ WNAT/ANAT [1-111
\ b
BKK «-» BazopeaktvoHocTs
\ 1
Huakuit  [MpomencyTouHsii puck Beicokuin puck
¥ 1 ‘1' Pacemotpets
Peaway pPOonk Mol D Mepop. ) P H koMBM-Tep. ¢ Bf8 NpocTaHongamy  —> TRAHCANAHTALMID
| nerkix / KoMnnexe

Yepea 3-6 mec. neveHus

MNauuenT yre MpormexyTounsii puck  Boicokuii
“2 Tepanuu l /ﬁ J’
Huziemid puck TpoiiHas nocneaosaTensHas Tepanna
Perynapras ouerka \L

\F\A Yepes 3-6 Mec. nexeHus

MaKcuManeHas TEPaNKMA 1 B NWCT DKMAEHNA HA TPaHCNAaHTaUMD <—  [MpomMexyTounsii puck  Boicokui

BbiBOA,

Takum 06pa30M, Mbl pa306panM noaxoabl K ANarHoCTuke n ne4eHuto NeroyHom rmnepTeH3nn, 4To
NO3BOJIUT HAM CHU3UTb CMEPTHOCTb, YBE/IUYUTL o6u.|,yro NPOAONTHKUTENNIbHOCTb XXU3HWN, YNYHLUUTb
Ka4ecCTBO XWMU3HU NaunNeHTOB.
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