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enaTonynbmoHanbHbIn cuHapom (IMC) aBnseTcs YacTbiM OCMOXHEHUEM TepMUHarnbHbIX 3abonesaHuii neveHn. B
ocHoBe TIC nexwuT pa3suTre gunartaumm NerovHbIX COCYA0B B OTBET Ha MOBbILLIEHWE KOHLIEeHTpauum
LIMPKYMMPYIOLLIMX Ba30aKTUBHBIX cybcTaHumi. Ans noctaHoBku anarHosa MC Heobxoguma Tpuaga Nnpu3HaKos:
3aboneBaHve neveHn n/unu nopTanbHas rMnepTeH3uns, gunataums NerovHblX CocyaoB v runokcemmusi. OCHOBHbIMMU
neyebHbIMU MeponpuaTuaMu npu ITIC sBRATCS KMCNopodoTepanus U OpTOTONMYecKasi TpaHCNNaHTaUmWs NevyeHn.
KntoueBble cnoBa: renatonynbMOHanbHbI CUHOPOM, MMNOKCEMUS, LIMPPO3 NEYEHN.
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Hepatopulmonary syndrome
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Hepatopulmonary syndrome (HPS) is a frequent complication of terminal liver disease. The HPS is based on the
development of pulmonary vascular dilatation in response to the increase in the concentration of circulating
vasoactive substances. To diagnose with HPS, the triad of symptoms is required: liver disease and/or portal
hypertension, pulmonary vascular dilatation, and hypoxemia. The main therapeutic measures in HPS are the oxygen
therapy and orthotopic liver transplantation.
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BBegeHue

enaTtonynbmoHanbHbIi cuHapom (IM1C) BkntovaeT cebs Tprady npusHakoB: 1) 3abonesaHne neveHn n/mnm
nopTanbHasa rmnepTeHsund; 2) aunatauns NerovHbliX CocyaoB; 3) rmnokcemnst (napumansHoe AaBneHune Knucnopoaa B
apTepmanbHon kposu — PaO2<70 MM pT. CT.) Npu OTCYTCTBMUN KapAavMopecnupaTopHbix 3abonesanun [1].
PacnpoctpaHeHHocTb MIC y 60MbHbIX LMPPO30M NeveHn BapbupyeT oT 4 [2] 0o 47% [3]. Takon wnpokuin pa3bpoc B
nokasarensax pacnpoctpaHeHHOCTU [M1C MoXeT ObITb OOBbACHEH pa3HbIMU KPUTEPUSMU ONpeaeneHnsa apTepnansHon
rmnokcemun B pa3nuyHbIx nccnegosanusax. IMC no ceoew npypoae ABNSeTcs NaTonornen neroYHbiX cocynos,
KOTOpasi NPMBOAUT K 3HAYMMOMY YXYLLUEHUIO Ka4EeCTBa XKU3HW 1 BbKMBAEMOCTM NaLMEHTOB € 3aborneBaHnsIMM
nevexHn [4—6].

BnepBble B3anMoCBA3b Mexay 3aboneBaHusiMy neveHn u nerknx ooina otmedeHa M.Fluckiger [7], onucaswumnm
KNMWHMYeckoe HabnoaeHne NaumneHTKM C COMETaHMEM LiMpPO3a NevYeHu, LLMaHo30M U N3MEHEHMEM KOHLIEBLIX dhanaHr
nanbLeB B Buae «bapabaHHbix nanoyek». MpnbnuantensHo 4yepes 100 net T.Kennedy n R.Knudson [8] onncanu
I'MC kak KNMUHUKO-NATONOrMYecKoe COCTOsIHME, BKITOYAIOLLLEE MMMOKCEMMIO U AMnaTaLnio BHYTPUIETOYHbIX COCY0B.
Cnepyert Takke 0oTMETUTb, 4YTO pa3suTue [TIC He 3aBUCKT OT BbIpaXKeHHOCTM naTtonorum nedenun, T.e. [MC moxeT
ObITb OGHApYXKEH Y NALMEHTOB C HETHKENbIMU 3aboneBaHnaMu nevenu [9].

KnuHnyeckas kapTuHa

Knunudeckas kaptuHa TIC BkntovaeT B cebd B NepByt0 oMepenb pecnvpaTopHble NpusHaku 1 cumntomel. Hanbonee
yacTton xanobon nauneHToB ¢ MIC aBnsgeTcs ogpilika, 0OHaKO ee BbIPKEHHOCTb 3HAa4YMTENbHO BapbupyeT. Kpome
TOro, y 60sbHbIX LMPPO30OM NPUYMHAMMN OObILLKM MOTYT BbITb acuuT, atpodus 1 cnabocTb NonepeyHo-NonocaThiX
MbILLILL, B TOM YMCIie 1 AbIXaTenbHbIX, CONYTCTBYOLLAA NaToMorMsa Co CTOPOHbI cepaua v nerkmx. [JosonsHO
cneundnyHbIM NpusHakom MC aBnseTca NNaTMnHO, T.€. yCUrneHne oAbILLK/N B BEPTUKaNbHOM NOMOXEHWUN (Mn
cnast), U yMeHbLUeHVe — B MOSNOXEHUN nexa. Hepeako nnaTtunHos conpoBOXAaeTcs OPTOAEOKCUEN, T.e. CHUKEHNEM
apTepuanbHOW OKCUreHaummn B BepTrkanbHoM nonoxeHuu [10]. OpTogeokcuen NpMHATO cumTaTb yMeHblueHne PaO2
Ha 5% v 6onee, unu Ha 4 Mm pT. cT. 1 6onee, npy nepexofe 60NbHOIO U3 FOPU3OHTANBHOIO MOMOXEHNS B
BepTukanbHoe [11]. B ocHOBe OpTOAEOKCUM NEXUT NpenMyLLecTBeHHasn nepdysns 6asanbHbIX OTAENOB Nerkux, T.e.
BHYTPUIEro4YHOe LLUYHTUPOBAaHME KPOBW BO3pacTaeT, KOrga NauneHT HaxoamMTcs B BEPTUKaNbHOM NonoxeHuu [12].
Kpome pecnunpatopHbix MP13HakoB, y 6onblumHcTBa 6onbHbIX ¢ ITIC Takke o6HapyXnBaloT CUMNTOMbI Y MPU3HAKN
XPOHUYECKUX 3ab0NeBaHNN NeYeHu.

A.Alizadeh n coaBrT. [13] npy n3y4eHun koropTbl 54 NaUUEHTOB C LLUPPO3OM NEYeHN 0BHAPYKMIMN KITMHUYECKN
BbipaxeHHbIN [TIC y 10 (18,5%) 60nbHbIX 1 cybknuHndeckyto doopmy MMC —y 7 (13%). XKanobbl Ha oabILLKy
npeabsasnany sce naunenTbl ¢ [MIC, ny 90% 6bin BbisBMNEH LMaHO3. VIsmeHeHve KoHLEeBbIX hanaHr nanbLues B BUae
«BbapabaHHbIX Nanoyek» MMeno BbICLLYIO NMONOXUTENbHYIO Npeacka3aTenbHyo LeHHOCTb (75%), a ogbllwka —
BbICLLYIO OTPULATENbLHYIO NpeAckasaTenbHyto ueHHocTb (100%) ans IMC.

TunuyHon Haxopakom y 6onbHbIX ¢ [TIC aBNAOTCS cocyauCTbIe TENEaHIMIKTa3nmn («3BE3A0HKUY UMK «Nayykmy») Ha
KoxXe BepxHen nonosuHbl Tyrosuwa [14, 15]. R.Rodriguez-Roisin u coaBT. [16] 0TMeTUnM AOCTOBEPHYHO
B3aMMOCB$3b MeXAY BbIPKEHHOCTbIO COCYANCTbIX TENeaHrMaKTa3nn 1 aunataumen NeroyHbIX CoOCy40B, BO3MOXHO,
«3BE3J04KM» ABMATCHA KOXKHBIM MapKepoM AunaTtaumm Nero4HbiX cCocyoB.



TeyeHue 3aboneBaHUsA

MporHo3 6onbHbIX ¢ MIC goBonbHO noxo. Mo AaHHbIM NPOCNEKTUBHOIO UccnegoBaHus P.Schenk n coaBr.,
Hanuune 'MIC cTano oCHOBHbLIM HE3aBUCUMbIM (DaKTOPOM feTanbHOro ucxoga y 6orbHbIX LMppo3oM nevenn [17]. B
[aHHOM MccrnenoBaHnn MeavaHa BebkBaemocTy naumeHToB ¢ TIC coctaBuna 10,6 mec, B TO Bpemsi kak Y BOrbHbIX
6e3 'TIC — 40,8 mec. 3a nepuog B TeveHue 2,5 roga netanbHocTb cpeamn nauneHToB ¢ MIC coctasuna 63%.
Benywiein npuymnHon cmepTy 605bHBbIX ObIN reMopparMyeckuii LWOK BCNEACTBUE XKeNYA04YHO-KULLEYHOTO
KpoBOTEYEHMS.

B opyrom peTpocnekTMBHOM UCCNeaoBaHuy, BKoYasLem 22 naumeHTta ¢ [T1IC, netanbHOCTb 3a Te e CPOKM
HabnogeHus (2,5 roga nocne yctaHoBNeHNs amarHosa) coctasuna 41% [18]. Ha BepkuBaemocTs 60nbHbIx ¢ [TIC
npsiMoe BNUsiHWE OKa3blBaET BblPaXXEHHOCTb apTepuanbHOM runokcemmnn. B nccnegoBaHnm «crnyqyam—KOHTPOmbY,
BkntoyaBLem 61 naumenTa ¢ I'MC, K.Swanson u coaBT. [4] npoaeMoHCTpupoBanu 6oree BbICOKYHO fleTanbHOCTb
60nbHbIX Npu bonee BblpaXxeHHON rmnokcemun — PaO02<50 mm pT. CT.

MaToreHes

MatoreHes 'MC n3yyeH HegocTaTouHo. Mopdonoruyeckon ocHoom MMIC aBnaeTca gunataums
MUKPOLIMPKYNATOPHOIO 3BEHA CUCTEMbI NTErOYMHOrO KpoBoobpaLleHus. innaTaums neroyHbIX Cocy40B NPUBOAUT K
HapyLUEeHNIo BEHTUNSALMOHHO-Nepdy3noHHoro (V/Q) 6anaHca, aHaTOMUYECKOMY U (DYHKLIMOHANBHOMY
BHYTPWIErOYHOMY LUYHTUPOBAHMIO KPOBU 1 Pa3BUTUIO TMIMTOKCEMUMN.

ElLe B npoLlunom Beke MHOIMMe UccriegoBateny npeanonarany, Yto dyHKLMoHansHasi Basogmnartauusi cocyaos
NEero4HOro KPOBOTOKA CBsid3aHa C HeadeKBaTHbIM CUHTE30M MIN MeTabonM3MOM NOBPEXAEHHON NEYEHBIO
Ba30aKTVBHbIX cybcTaHumii [19-21].

B HacTosiLLee BpeMs npeanonaraeTcsl, YTo cpeay AaHHbIX BAa30aKTUBHbLIX areHTOB BaXKHelLlee 3HavyeHne nveet
okeung asota (NO). B Heckonbkmx uccrnegoBaHmsax OTMeYeHo, 4To y 6onbHbIx ¢ T1C nosbiweH yposeHs NO B
BblbIXxaeMoM Bo3ayxe (OTpaXKeHne NPOoAyKLUMM B NErknX), HO Nnocre TpaHcnaHTauum neYeHn NpoMcxoauT ero
CHWXKeHWe 0o HopManbHbIX 3HaveHun [22, 23]. Y nauymenToB ¢ [TIC B cucteme nero4Hon MUKPOLIMPKYNALMA
oBHapy>xeHbl NOBbILLEHNE 3Kcnpeccumn kak sHagoTenumansHo NO-cnHTasbl, Tak 1 nHayundenbHon NO-cuHTasbl [24,
25].

Bonee Toro, B ogHou 13 paboT 6bIno nokasaHo, 4To UHrMbrposaHue npogykumm NO ¢ nomoLsto npenapata NG-
LNAME y 60nbHbix ¢ M1C npuBOauT K BPEMEHHOMY YIyYLLEHWNIO TONEPaHTHOCTU K (PU3NYECKUM Harpy3skam 1
nosbiweHnto PaO2 [26]. B gpyrom HebGonbLUOM UCCreaoBaHum, BKIoYasLLeM 7 naumeHToB ¢ uupposom u MG,
O[HOKpaTHOE Ha3Ha4YeHne MeTUNEHOBOIO CUHEro — nHrmbuTopa BrnsaHuss NO Ha pacTBOpMMYIO ryaHunaTuuknasy —
NpVBEro K JOCTOBEPHOMY YTyYLLEHUIO NoKa3aTenen ra3oobMeHa 1 NOBLILLEHWNIO TEFOYHOIO COCYAUCTOro
conpoTuBnenuns [27].

MprynHOM N3BBLITOYHON NEroYHON BasoaunaTaumm Takke MOXeT ObIiTb 1 KMLWEYHas SHOOTOKCEMUS, pa3BMBatoLLasca
BCMNeACTBME 3HTEpPanbHON TPaHCNOoKaLumM rpaMoTpuLaTenbHbiX 6akTepuin B yCrOBUAX NOpTanbHOM runepTeHsmun. B
CBOIO ovepeb, KiwevyHas 3HO0TOKCEMUS NPUBOAMT K NOBbILLEHHOMY BblicBOOOXAeHMIO NO 1 NoBbILLEHHOM
npoaykummn cpaktopa Hekpo3sa onyxonu (PHO-a) [28]. B ogHOM uccrnenoBaHum 66110 OTMEYEHO YrydLleHne
okcureHaumn y 6onbHbix ¢ I'IC nocne Kypca aHTubrnoTmkoTepanum [29].

B apyrmx uccnenoBaHusix, nocesiweHHbix IT1C, Taioke 0TMeYeHO, YTO onpeaeneHHbI BKnag B pa3Butue
BasoamnaTaLlmmn NeroYHbiX CoOCya0B MOTYT BHOCUTb Takue hakTopbl, Kak BA30aKTVBHBIN MHTECTUHANBHbLIN NenTua,
cybcraHumsa P, npeacepaHbin HaTpuiypeTudeckmn nentug [30-32].

OpaHako Basogmnartauusi He ABMseTCsl QUHCTBEHHBbIM MexaHu3amom passutus IMC. B HegaBHO NpoBEAEHHOM
nccreaoBaHum ObINo nokasaHo, YTo HasHaveHue nHransaumonHoro L-NAME y 10 naumeHToB ¢ I'TIC npueeno k
YMEHbLLUEHUIO NErOYHON U CUCTEMHOW BasoaunaTaumm, Ho He K ynydwennto V/Q gucbanaHca u aptepmarnsHom
runokcemun [33]. Takum o6pa3om, pesynbTaTbl JaHHOW paboTbl CBUAETENLCTBYIOT O TOM, YTO AEOKCUreHauus y
6onbHbIX ¢ ['TIC cBsizaHa He TONbKO C MPOAOIPKALLMMCS Ba3ogunaTaTtopHbiM 3heKTOM NOBbILLEHHBLIX
KoHueHTpaumin NO. [lencTBuTENbHO, OOHN TONbKO Ba3oamiaTatopbl HE B COCTOSIHUM NPUBECTU K bornee yem 10-
KpaTHOMY YBENUYEHMIO AnameTpa neroyvHbix kanunnsapos npu [MC, ocobeHHO ecnn y4ecTb, YTO HOpMarbHbIe
neroyYHble Kanunnsipbl cogepXat o4eHb Mano rmagkoMblleYHbIX KneTok [34].

OTHOCKTENLHO HEAABHO NosiBUNack HoBas runoTesa passuTus MMIC, cornacHo KOTOpO Anst Nero4Homn
MUKPOLIMPKYNALUUN Y BOMbHBIX LMPPO30M MEYEHN XapaKTepHa CHKEHHAs rMnoKcn4eckas nerovyHas cocygucras
Ba30KOHCTPUKLUUS, YTO M MPUBOAUT K AMnaTaummn nerovHbix cocynos [33, 34].

MexaHU3Mbl rMNOKCeMUM
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[unnaTtaums neroyYHbIX cocyaoB sIBNSIETCS OCHOBHOWM NPUYMHOM Pa3BUTUS TMIIOKCEMUK Y NaLMEHTOB ¢ 3aboneBaHusIMn
nedenun [35, 36]. Hannyme MHOXECTBEHHbIX BHYTPUIErO4HbIX apTEPMOBEHO3HBIX aHaCTOMO30B Y NauMeHTa ¢
IOBEHUMbHBIM LIMPPO30M NeYeHn 1 LmaHo3oM 6bino Bnepsble onucaHo R.Rydell n F.Hoffbauer [37]. Bnocnegctaum
auvnaTtaums NeroYHbIX CocyjoB Ha YPOBHE apTepros 1 KanunnsipoB y 60MbHbIX LIMPPO30M neyeHn bbina
noaTBepXXaeHa PeHTreHoNnorM4eckuM MeToA40M Mpu UCMOSb30BaHUN KOHTPACTHOro mMaTtepuana [38].

B Hopme anameTp kanunnsipoB B anbBEOSSIPHON Neperopoake CoCTaBNAeT okono 7—15 MUkpoH [35] n yactuubl
pa3mepamm 6onee 15 MUKPOH 0BbIYHO 3a4epXXMBAOTCA B NEroYHbIX cocyaax. B Heckonbkux nccnegoBaHmsax 6uimno
nokasaHo, 4YTo MakpoarperaTbl anbbymMuHa, MeYeHHble pagnoakTUBHOW MeTKOW, pasMmepamm 6onee 20 MUKPOH npu
HanM4uMm gunaTaummn NeroYHbIX CoOCy40B MPOXOAAT Yepes HMX 1 NonagarT B CUCTEMHYO LMpKynsumio [39-41].
[lokasaHo, 4To Npu Aunataunm NeroYHbIX COCYA0B AMaMETP NEroYHbIX Kanunnsapos MoxeT ObiTb paBeH 500 MMKpOH
[42].

B ocHoOBe rnunokcemunn nexar Tpu MexaHu3ma: BEHTUNALMOHHO-Nepdy3noHHbIN ancbanaHc (aunaTtaums neroyYHbIxX
COCY/Z0B NPVBOAMT K MOBbILLEHHOW Nepdy3un); Anddy3noHHO-nepdy3noHHbIM AncbanaHc (Npy gunartaumm
NEroYHbIX apTepron NPONCXOAUT yBENNUYEHne AMCTaHLumM TpaHenopTa kucropoga — O2 oT anbBeonsl 4o
aputpoumnTa) n WwyHT [43]. AnddyanoHHo-nepdy3noHHbIi (D/Q) aucbanaHc SBNsSeTcs yHUKanbHbIM MeXaHU3MOM
rMnokcemumn, Tak kak Bctpevaetcs Tonbko npu [MIC [35]. CyTblo 4aHHOro MexaHn3mMa siBNgeTCd To, YTO npu
pacLUMPEHUN NEroYHbIX KanunnspoB yBeNnYnBaeTca auctaHums TpaHcnopta O2 oT anbBeonbl 4O LieHTpa
Kanunnspa, rge npoxoauT OCHOBHOM MOTOK 3pUTPOLMTOB, COOAEPKALLMX reMOrnobuH, 1 Takum o6pasom
HeaJeKkBaTHas OKCUreHaums remornobrHa NpuBoanT K Pa3BUTUIO CUCTEMHOW runokcemmm (puc. 1).

®usmyeckas Harpyska y 6onbHbix ¢ [TIC cokpaluaeT Bpems TpaHanTa O2 n yBenuumBaeT (OYHKUMOHAMbHbBIN LUYHT,
yTO elle BonbLue ycyrybnsaeT runokcemuto [44].

KnucnopogoTepanusi cnocobHa komneHcnpoBaTh runokcemuio Beneacteme D/Q- n V/IQ-gucbanaHca, B TO BpeMs Kak
OHa ManoadEeKTVBHA NPU FTMNOKCEMUW BCNIEACTBME LUYHTA.

C TOYKM 3peHnst MOPONOrMYECKNX N3MEHEHNIA B CUCTEME NTErO4YHOro KpoBoobpalleHus, MC moxeT ObiTb pasaeneH
Ha aBe rpynnbi [45]. Mepsbin TvN MIC aBnseTcs HaMbonee YacTo BCTPeYaLLMMCS NaTTepHOM 3aboneBaHuns,
xapakTtepusyetca 6onee Auddy3HbIM MOPAKEHNEM NErOYHbIX COCYAO0B, OOMNbHbIE NONOXKXUTENBHO OTBEYAIOT Ha
nHransaumo 100% O2. B npotuBononoXHocTb aToMy Ans 2-ro Tuna MC xapakTepHbl 6ornee nokanbHble N3MEHEHNS
B BME apTEPMNO-BEHO3HbLIX COOBLLEHMI 1 NNOX0oM OTBET Ha MHransumio 100% O2.

OwnarHos

npl/l obcnegoBaHny 60MbLHOTO LMPPO30OM NEYEeHn n rMNoOKCeMMEN HeEOOXOAUMO UCKINOYEHNE OPYrnMx BO3MOXHbIX
NPUYNH TMNOKCEMUN, TAKNX KaK aTeneKkTasa Jierkoro, acuur, I'IJ'IeBpaJ'IbeIVI TpaHCCyaaT, XpOHN4YeCKad OGCprKTVIBHaﬂ
©onesHb Nerknx n ap. TwaTtenbHbIn 060p aHamHesa 1 om3nKanbHbI OCMOTP MOryT NOMO4b B BbIACHEHUN NMPUYNH
OAbILLKN Yy NAaLUNEeHTOB C 3ab0neBaHUAMN NEYEHN.

Onpogenesms Tweecrs (MO (47]
Cragm PIA-2)0;, weu pr. cT. Pa0y, weu pr, CT.
Norvae 13 280
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Oussa. TexpcTme »ns

a30BbIN aHaNU3 apTepuanbHOW KPOBY SIBMSIETCS «30M0TbIM CTaHAAPTOM»» OLeHKM runokcemun. P.Schenk v coasr.
OTMETUNMU, YTO B PasHbIX UCCIEeL0BaHMAX Gbln MCMOMNb30BaHbl PasnuyHble KpUTepun runokcemun [46)]. NMpumeHeHne
pa3HO06pa3HbIX MOPOroBbIX 3HAYEHUI TUMOKCEMMI MPUBETO K TOMY, YTO CTaTUCTHKa pacnpocTpaHeHHocT ITIC y
NaLMeHTOB C LLMPPO30M NMEYEHM B pasHbIX UCCNeA0BaHWsIX JOBONbHO CUIbHO BapbupyeT. ABTOPbI JaHHOMO
“ccrnefoBaHWsi Nokasanu, YTo Npu BeIGOpe B Ka4eCTBe KPUTEPUS TUNOKCEMUI 3HaueHnst PaO2<70 MM pT. CT. unu
HUXe rpaHuL, Bo3pacTHOM HopMbl anarHo3 [MC siBnsieTcst Hanbonee JOCTOBEPHBLIM MPU YCIIOBUM OTCYTCTBUS
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COMYTCTBYIOLLMX KapAnopecnupaTopHbix 3aboneBaHuii. Munokcemus y 6onbHbix ¢ [TIC 06bl4HO NporpeccupyeT, 1 ee
TSXKECTb HE KOPPENMPYET C TSXKECTbo 3aboneBaHnsi eYeHun.

Hannyywmm MHCTPYMEHTOM CKPUHWUHIA TMMOKCEMUM Y NaLMEHTOB ¢ 3aboneBaHusAM neyveHn ABNsSeTcs anbBeosno-
apTepuanbHbIi rpagmeHT — P(A-a)O02 [47]. Paclumpermne P(A-a)O2 obHapyuBatoT paHblLUe, Yem NPONCXOANT
cHwkeHne PaO2. B.Lima 1 coaBT. B CBOEM NPOCMNEKTUBHOM MCCreaoBaHMM nokasanu, 4To P(A-a)O2 sensetcsa 6onee
HaZeXHbIM nokasatenem ans anarHoctukun MC no cpaBHeHMo ¢ PaO2 gaxe y NaLMEHTOB C yXXe UMELLIeNcs
runokcemuen [15]. Kpome Toro, auarHoctuieckas akkypatHocTb P(A-a)02 (91%) ans avarHosa I'MC 6bina
CYLLECTBEHHO BblILLE MO CpaBHEHWIO ¢ ANdy3noHHON cnocobHOCTLIO nerkux (41%) [15]. Knaccudwmkauwms I'MIC no
CTeneHu TSHKeCTn, OcCHoBaHHas Ha nokasatensax PaO2 u P(A-a)02, npeactaBneHa B Tabnuue.

Ecnu y 60nbHOro umppo3omM obHapyXeHbl U3MEHeHWs nokasarener rasoobmMmeHa, To UCnonb30BaHNEe METOAOB
UMUOXK-OUArHOCTMKN 1 PYHKLMOHANbHbIX NIETOYHbIX TECTOB MO3BOMSET YCTAaHOBUTL MX MPUYMHY. [nsi oLeHKn
Avnartaumm nNerovHblX CocyAoB U OYHKLMOHAMBHOIO LyHTa B KIMHWUYECKOW MPaKTUKe UCMOMb3YoTCH crieaytoLime
MeToAbl: ABYXMepHas axokapauorpadums (OxoKI') ¢ KOHTpacTHbIM ycuneHmeM, nepdy3noHHasa CUMHTUrpadorst Nerkmx
C NPUMEHeHVEeM MakpoarperaToB anbbymuHa, mevyeHHoro99mTc, aHrmonyneMoHorpadwms n npoba ¢ uHransumen
100% O2.

Pac. 2. IR 20000 506MR C DYIRDLLOIMM S0NTDACTOM.
KOHTPACT SREOH & AORA KAVSD IE CUDALLE POMMLS Yeped § 0o~

KPAael MO0 NOTARIHER & 5O SRS KIMS I CODLE |J. Ofer
wcoaer., 2015) (48]

CreTpacts cwes

OcHOBHbIM 1 Hanbonee AOCTYMNHLIM METOAOM BbISABIIEHUS AunaTauum ferodHbIX cocyaos sensetcs OxoKI ¢
KOHTpacTHbIM ycunenunem [48]. aHHbIn meToa AaeT BO3MOXHOCTb NMOMYKONMYECTBEHHON OLIEHKN BbIPaXKEHHOCTU
AvnaTtaumm NerovHblX COCyAoB, B Takke AnddepeHLmMpoBaTh BHYTPUIErOYHbIN 1 BHYTPUCEPAEYHbIN LWYHTHI. B
KayecTBe KOHTpacTa Yalle BCEero NCnomb3yTca MUKPOMy3blpbKM BO34yXa, Nonyyaemble npu B3d6anTbiBaHWM
U3MONOrM4ecKoro pacTeopa, ux AvameTp coctaBnseTt okono 15—20 mukpoH [49]. B Hopme Mukpony3bipbku
3agepuBaloTcs n abcopbmpyoTcs B MUKPOLIMPKYNATOPHOM pycre nerkvx. [Npu Hannuum BHyTpukapamansHOro
LIyHTa cnpaBa Harneeo MUKPOMY3bIPbKU MNOSIBASIOTCS B NEBbIX Kamepax B TEYEHNe Tpex CepAeyHbIX LIMKIOB Nocre ux
nHdy3anm [50]. Y naumenTos ¢ MIC Mnkpony3bipbkn BUAHBI B FIEBbIX Kamepax nocrne 3-ro CoKpalleHusi, 06bI4HO
mexay 3 1 9-m cepAeyHbIMM Lyknamu (puc. 2).

OxoKI™ Takke NO3BONSAET BbISIBUTb M ApYyrue KocBeHHble npuaHaku MC, HanpymMep AMacTonu4ecKyo AUCHYHKLMIO
NpaBoro Xenyaoyka, koTopasi 4OBONbHA YacTo BeTpevaeTcs y 6ombHbIx ¢ [T1C [51]. Kpome Toro, npoctbim n
[oCTynHbIM 3xo-npusHakom [MIC y naumneHToB € LMPPO30M NeYeHn ABMSETCS yBenuyeHne obbema nesoro
npeacepavsa Ha 50 mn u 6onee [52].

OpHako ncnonb3oBaHne OxoKI™ ¢ KOHTpaCTHbIM ycurneHmeM anst auarHoctuky MMC nmeet n psaa orpaHndeHnii [53]. B
nepByo ovepenb AaHHbI METOA, HE NO3BONSAET AaTb KONMMYECTBEHHYIO OLEHKY LyHTUpoBaHusi. Kpome Toro, OxoKI ¢
KOHTPaCTHbIM YCUINIEHNEM HE B COCTOSTHUN AnddepeHLMpoBaTh MexXay AunaTtaumen NeroYHbix CocyaoB u
apTeproBEHO3HbIMM aHacTomo3amu. M HakoHel, pe3dynbTaTtbl OXoKI -nccnenoBaHns obnagatT HEBLICOKOW
cneundUYHOCTBIO, TaK Kak MoroXuTenbHas npoba ¢ KOHTPACTOM MOXET ObiTb 0OHapyxeHa 1 'y 60MbHbIX C
HOpMarnbHbIMU 3HAYEHVAMW ra3oB KPOBU, T.€. Npu oTcyTcTBUmM Kputepues TIC [3].

MepdyanoHHas cumHTUrpadus Nerkux ¢ NCNonb30BaHMEM MakpoarperaToB anbbymuHa, MevyeHHoro99mTc,
sBnseTcs 6onee CNoOXHbIM METOAOM C TOYKU 3PEHUS MHTEPNPETALMM Pe3ynbTaToB, TaK Kak 3aBUCUT OT MHEHUS
cneuuanucTa, npoBoadaLlero nccnegosaHue. MNepdyanoHHasa cumMHTUrpadmsa Nerkmx No3BonseT Aath
KONMMYECTBEHHYHI OLIEHKY BENUYMHE BHYTPUIErodHoro wyHTa [54]. MNpu oTcyTCTBMM NaToNornM makpoarperarbl
anbbymuHa pa3amvepamu 6onee 20 MUKPOH 3a4epXXUBAKOTCA B MUKPOLMPKYTISITOPHOM pycCrie Nerkunx, Ho y 60nbHbIX ¢
BHYTPUCEPAEYHBLIM UMW BHYTPUIErOYHbIM LUYHTUPOBAHUEM 3TW YaCTULbI BEIXOAST B CUCTEMHYIO LIMPKYMALMIO U MOTYT
«3a[epXXMBaTbCsi» B HEKOTOPbIX OpraHax, B NMepByto ovepeab NoYKax, Cerie3eHke 1 ronosBHoOM mMosre (puc. 3).

B Hopme B ronosHom Mo3re 3agepxusaetcs He 6onee 5% mnsotonos, a npu IMC — 6onee 6%. Kak n OxoKT,
N30TOMHbIN METOA HE NO3BOJSET Pa3NUYNTL BHYTPUCEPAEYHbIV UIN BHYTPUIErOYHbIN LWYHTHI. 10 AaHHbIM HEOABHO
npoBeneHHoro uccregoBaHust M.Ferreira n coaBT., cCUMHTUrpadnYecKMin MeToa 0ObIMHO NEPEOLEHNBAET UCTUHHBIN
LWYHT [55].
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AHrvonyneMoHorpadus 06bI4HO UCMofb3yeTcs y 60MbHbIX ¢ Moxmum otBeTom Ha 100% O2, T.e. Npu NOBbILLEHUN
Pa02 o ypoBHsi meHee 300 mm pT. cT. [49]. [JlaHHbIA MHBA3UBHBIN METOZ, MO3BOSISIET BbIABUTL aHATOMUYECKUIA TWN
IMC. OAns 1-ro Tvna IMC xapakTepHbl U3MEHEHNS1 COCYAO0B B BUAE AnnaTauuv npekanunnsapHbix aptepuon 6e3
apTepUOBEHO3HbIX aHACTOMO30B, a AN 2-ro TUNa — fokarbHble apTePUOBEHO3HbIE co0bLLeHns [56, 57].
AHrvorpaduyeckas kapTvHa npu 1-m Tune IMC MoXeT BapbupoBaTe OT MUHUMATbHbLIX U3MEHEHUI A0
pacnpocTpaHeHHbIX Anddy3HbIX «MaykoobpasHbIX» UK «rybkonogobHbIX» nameHeHui [18, 58]. MaumeHTsl ¢
Anddy3HbIMU COCYaNCTBIMU M3MeHeHMsAMM Moxo oTeeyatoT Ha 100% O2 [18]. Y 6onbHbIX co 2-m Trnom MMIC ans
3aKpbITVS apTEPUOBEHO3HBIX COOOLLEHMI MOXET ObITh MpoBeaeHa ux ambonusaums [57, 59].

Mpw peHTreHorpadwun rpyaHon knetku y naumeHToB ¢ [T1C 06bI4HO BbISIBAAOT ABYCTOPOHHUE PETUKYISIPHbIE
n3meHeHns B 6asanbHbIX OTAENaX, NerovHble 06beMbI, Kak NpaBuno, He 3MeHeHbl. [lJaHHas kapTuHa oTMevaeTcs y
5-13,8% nauMeHTOB C XPOHUYECKMMU 3aboneBaHnaMmU nedeHn n'y 46—100% c gokasaHHbim T1C [60]. Mpu
komnbtoTepHow Tomorpadum (KT) rpyaHon knetkun y 60nbHbIX ¢ ITIC TMNMYHOM HaxoQkow ABNseTcsa avnaTtauus
NeroyHbIX apTepuii, kak NpaBumo, Takke B 6a3anbHblx otgenax nerkux (puc. 4).

B Hopme neroyHble aptepumn Ha KT He BUAHBI, HO Y 6onbHbIX ¢ [TIC OHM AOCTaTOYHO NErko BU3yanusnpytoTcs B
cybnneBpanbHbIx oTAenax. JuaMeTp AMcTanbHbIX CerMeHTapHbIX apTepuit y 6onbHbIx ¢ ITIC MoxeT B 2 pa3a
NPEBOCXOANTb AUAMETP COMPOBOXAAOLLMX X BPOHXOB [61]. IMEHHO pacluMpeHHbIe NeroyHble cocyabl SSIBASOTCS
NPUYUHOW TEX U3MEHEHNWIN, KOTOPblE OOHAPYXMBAKT HA PEHTreHorpamMmmax rpyaHon kneTkn y nauueHTtos c ITIC.

Tepanus
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Cnepyet npusHaTh, YTO B HACTOSALLEE BPEMS He CyllecTByeT adhdekTuBHOW MeaukameHTo3Hon Tepanum MIC.

Kak yxxe rosopunocs, ansa tepanum I'MC y otaensHbix 60nbHbIX ncnonb3oBanuce aHtaroHncTsl NO, Takne kak NG-
nitro-l-arginine-methylester (L-NAME) n MeT1uneHoBbIN CUHWIA, U AaHHbIE NpenapaThl NPUBOAMNM K HEOOMbLLIOMY
ynyJlieHuto razoobmena [10, 27]. Kpome TOro, MCnonb3oBanucb aHanory comatoctaTuHa, UHrMbnTopsl
LIMKIOOKCUreHasbl, rMIOKOKOPTMKOCTEpouabl, umknodocdamma, ogHako pesynbTaTbl Tepanum AaHHbIMU
npenapartaMy okasanucb pasovapoBbiBatolmmm [18, 62, 63].

Y psaga nauneHToB ¢ [TIC MOXeT ObITb 3hEKTUBHONM Tepanusi anbMUTPMHOM BrmecunaTom [64]. ANbMUTPUH
SIBNSAETCA CEeNEKTMBHbIM NEroYHbIM Ba30KOHCTPUKTOPOM, U MO3TOMY TEOPETUYECKM MOXET YMEHbLLUTb
dyHKLUMOHanbHbIM WyHT npu MC. OgHako onaTb e npenapat 3ddeKTUBeH NuyLLb Y HEOOMNbLLIOW JONM BOMbHbLIX C
MC, no gaHHbIM M.Krowka n D.Cortese [65], — nvwb y 1 U3 5 naumneHToB, NpU4eM yrny4lleHne oKcureHaumm Ha
doHe Tepanum anbMUTPUHOM ObINo BeCbMa CKpOMHbIM (MpupocT PaO2<10 mm pT. CT.). A MO AaHHbIM eLle O4HOro
HebonbLoro nccrnegoBaHus (6 60MbHbIX), anbMUTPUH OKasarcsa HeaddeKTMBHBLIM NpenapaTom y 6onbHbIx ¢ ITC
[66].

AHTUbGaKTEpMNanbHasa Tepanus y HEKOTopbIX naumeHToB ¢ [TIC Takke NpMBOAUT K yry4dLLEHUO okcureHauum [67]. Ha
XMUBOTHbIX MOAENsX ObIN0 NOKa3aHo, YTO Tepanusa NEHTOKCUMUITIIMHOM — HECNEeLMUYECKUM MHIMOUTOPOM
docoaunacTtepasbl 1 6riokatopom PHO-a — MOXKET YMEHBLUNTL BHYTPUIIErOYHYIO0 Basoaunataumio v ynyyiinTb
razoobmeH [68]. OgHako NMMNOTHOE OTKPLITOE UCCEeNOBaHNE MO U3yYeHUo 3PEEKTUBHOCTM NEHTOKCUUNIMHA Y
6onbHbIx ¢ I'MC HegaBHO ObINO NpekpaLleHo BCreACTBMUE NIIOXON NEPEHOCMMOCTH NpenapaTa nauMeHTamm 1
©0nbLIOoro Yncra nobo4HbIX 3ddekToB [69].

B ogHOM coobLueHnr onvcaH nonoxuteneHbln adekT Bazogunartaropa mnonpocrta y 6onsHoro ¢ I'MC —
YMEHbLLUEHNE TMMOKCEMUN, OOBILLKU U NOBbILLEHNE TONEPAHTHOCTU K (PU3NYECKNM Harpy3kam, NpeanorioKmTerNbHO,
UNONPOCT YMEHbLUUIT NErOYHBIN LUYHT U TPAH3UTHOE BPEMSA 3PUTPOLIMTOB B NEroYHbIX Kanunnspax [70].
HepoctaTkoMm Bcex AaHHbIX paboT, MOCBALLEHHBIX 3dEKTUBHOCTU TOTO UK MHoro npenapata npwu [TIC, aBnaeTca
TO, YTO OHM OCHOBaHbI MO0 Ha ONMCaHUW EAMHUYHBIX CITyYaeB, MO0 HEGOIbLIMX HEKOHTPONUPYEMbIX
uccrnenoBaHuax. na noareepxaeHnsa acpdeKTMBHOCTH HOBbIX NpenapaTos Ans Tepanum [MC Heobxoaumo
npoBeAeHNE PaHAOMU3NPOBaHHbIX UCCNENOBaHNI C OCTATOYHbLIM YUCIIOM BOSbHBbIX.

PasBrTne nopranbHoOM runepTeH3nn UrpaeT BaxkHyo posb B natoreHese [MIC. B psige coobLueHnii rosopunocs o
TOM, YTO CHWXEHWE NOoPTarnbHOro AaBMNeHNs C MOMOLLBIO CO3AaHNS TPAHCIOTYNAPHBIX BHYTPUMEYEHOYHbIX
noptocucTeMHbIx WwyHToB (TBILU) npuBoanno K yny4diieHuno coctosiHust naumeHToB ¢ TIC [71-73]. OnaTb e He Bce
uccnegoBaTtenu noaTeepannmu adMeKTUBHOCTL AaHHOMO MeToAa [74], 1 NO3TOMY B HacTosiLee BpeMsi HeT
pekomeHaaumin no nposegeHunto TBIML y 6onbHeIx ¢ ITIC.

K Opyrvm peHTreHo-Xnpypruyeckmm onepauusiM, Kotopble BbinonHstotcs npu [MC, cnegyet 0THECTU YPECKOXKHYHO
TPaHCMIOMUHArNbHY0 6annoHHYH KaBanonnacTuKy, KOTOPY 0ObIMHO BhIMOMHSOT NPY HAANEYEHOYHOM 0BCTPYKLNM
BopoTHoW BeHbl (HOBB) [75]. B ogHOM COOOLLEHUM ONMCaHO YMEHbLLIEHWE OABILLKK, LiaHO3a 1 TMMOKCEMUN NocIe
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kaBanonnactuku y naumenta c I'MC n HOBB [76]. B nocneaytolleli paboTe Ta e rpynna aBTopoB coobLyuna oo
YCMELHOM YCTPaHeHNW BHYTPUErOYHOrO LUYHTa Nocre Takon npouedypbl Y 5 n3 6 6oneHbix ¢ [TIC [76].

Ons naumeHToB co 2-m Tvnom MC addpekTnBHBIM MeponpusSTUEM SBNSIETCSA TpaHcKaTeTepHas aMbonmaaums
apTepuroBEHO3HbIX dncTyn [77, 78]. OmbonoTepanuto y 6osbHbIX ¢ ITIC YacTo paccmaTpuBatoT Kak «MOCTUK K
TpaHcnnaHTauumy. dmMbonusaumsi MoxXeT bbiTb addekTBHA Takke y 6onbHbIX ¢ 1-M TMnom MMIC npu Hanu4un
BbIP&XEHHbIX AU PY3HBIX COCYANCTLIX U3MeHeHun [57, 59].

Puc. 4. I0C y wyrnees 61 roga, Ma KT neroms & sssomsx otge-
A AN D RCND AN SHCTARAMAN A TEPm

OcHoBHbIMM nevebHbIMKU MeponpuaTuaMu npu IMC aBnsTCA KMCNopogoTepanus U OpTOTONMYecKas
TpaHCcNnaHTauusi NevyeHu.

HecmoTps Ha To 4YTO kucnopogoTepanus y naumeHToB ¢ [T1C He B COCTOSHUM NOMHOCTBLIO YCTPAHUTL FMNOKCEMUIO,
TEM HEe MEHee OnncaHbl Criydaun BbIPaXXEHHOTO KNMMHMYeCKoro addpekta kucrnopogoTepanuu y 6onbHbix ¢ I'MC [79]. B
HacTosLwee BpeMs AnuTenbHasa Kucnopogotepanvs pekomeHgosaHa BceM naumeHtam ¢ IMC, HecMoTps Ha To, 4TO
HeT 4oKa3aTenbCTB YNy4yLlleHNss BbhKMBAEMOCTH BONbHbIX HA hOHE AaHHOM Tepanuu.

Mo paHHbIM M.Krowka n coaBT., rocnuTanbHasa netanbHOCTb Cpeamn peumnnmeHToB nedenn ¢ MC goctatoyHo BbicoKa
(16%), 1 BbINO OTMEYEHO, YTO Y YMEPLUMX peumnueHToB nokasaTtenn PaO2 6binv 3HaunTensHoO Hwke (37 MM pT. CT.)
MO CPaBHEHUIO C BbPKUBLLUMMW peuunueHTamm (55 mm pT. cT.) [80]. Takmm obpasom, opToTonuyeckas
TpaHCnaHTaumsa nevyeHn MoxXeT BblTb pekoMeHaoBaHa 60MbHBIM C NPOrpeccupyoLLmnmM, HO He Tsxkenbim TC [81].
Mo npeaBaputenbHbIM AaHHbIM, Y 85% 60onbHbIx ¢ [TIC TpaHcnnaHTaumsa neYeHn NpmMBoAnT K 3HAYUTENbHOMY
YNYYLIEHNIO U NOMTHOMY MCYE3HOBEHMIO rurnokcemun [82]. [laHHoe ynyuylueHne obbl4HO HAacTynaeT He cpasy,
MHOr4a nepuof BOCCTaHOBMEHMS ra3oobmeHa 3aHnmaeT 1 rog [24]. JletanbHocTb 6onbHbIX ¢ [TIC gaxe nocne
TpaHCcNnaHTauMmM NeYeHn ocTaeTca JOCTAaTOYHO BbICOKOM, roAMYHas BbPKMBAEMOCTb B OQHOM KOTOPTHOM
nccrnegoBaHum coctasuna 71% [83]. MNpy paccMoTpeHnn nokasaHum K TpaHCMnaHTauum neYeHn cerogHs
yYnTbIBAETCA CTeneHb runokcemun y 6onbHbix ¢ IMMC. Paboyas rpynna ERS no renatonynbmoHanbHbIM COCyANCTbIM
paccTponcTBaM pekoMeHAyeT NpoBeaeHVe TpaHecnnaHTauum nedeHn 6onbHbIM ¢ I'TIC npn Pa02250 n Pa02<60 mm
pT. CT. U MHOVMBMAYANbHO paccMaTpuBaTh Kaxabl crydan, ecrnv PaO2<50 mm pT. cT. [47]. Taknum obpasom,
opToTONMYecKast TPaHCMNAaHTaUMs nevYeHn MoxXeT BblTb peKkoMeHAoBaHa nauneHTam ¢ NPporpeccupyoLLMM, HO He
Tsokenoim MC [81].

3aknro4veHue

['TIC aBnsieTcst YacTbiM OCMOXHEHVEM TEPMUHANbHbLIX 3abonesaHui neveHn. B ocHoee TIC nexurt passuTtne
AvnaTtaumm nNerovHbIX CoCyI0B B OTBET HA MOBbILLEHVE KOHLEHTPALMI LIMPKYMPYHOLLMX Ba30AKTUBHBLIX CYOCTaHLMA.
[na noctaHoBku amnarHosa 'T1C HeobxoamMma Tpuaga Npu3HakoB: 3aboneBaHne neyveHn u/unu nopTansHas
rMNepTeH3nst, aunartaums NerovHbiX CocyoB U runokcemms. OCHOBHbIMU NeYebHbIMK MeponpusaTuamu npum IMC
SBNATCS KUCMOPOAOTEPAnuUsl U OPTOTOMNMYECKas TPaHCMaHTaLUNs NeYeHu.
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