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BeedeHue

PykoBoacTBa v aKkCnepTHbIE CornalleHns co34atTca Ans Toro, YTobbl NMOMOYb Bpayam
B3BECUTb MONb3Y U PUCK OMArHOCTUYECKUX MK NevebHbIX npoueayp Ha OCHOBaHWUN
COOTBETCTBYIOLUMX JOKA3aTeNbCTB. TN JOKYMEHTbI JOMMKHbI UCMOMNb30BaTbLCS B
noBceaHEBHOW KNUHNYECKOW NpaKTUKe.

B nocnegHue rogsl EBponerickum obwectsom kapaunonoros (ESC) n gpyrumm
opraHusaumnamm n obuiectsamm pa3paboTaHO OrpOMHOE YMCNO PYKOBOACTB U
9KCNepPTHbIX cornawieHun. Mpn aTom M306mMnmm BO rnaey yrna crnegyeTt CTaBuUTb
aBTOPUTETHOCTb N O6BEKTUBHOCTL PYKOBOACTB. QTN KayecTBa MoryT bbITb
rapaHTMpOBaHbIl, TOMBbKO €CNv AOKYMEHTbI Bbinn pa3paboTaHbl HA OCHOBE €ANHOrMacHoO
NPUHATBIX peLleHnin. 3To oaHa u3 npuydnH, nodemy ESC u gpyrme opraHmsauum
nNyGnuKkyoT pekomeHgaumm no opmMynmpoBaHUIO U U3LaHUI0 PYKOBOACTB U 9KCMEPTHbIX
cornalleHun.

HecmoTp4a Ha TOT dakT, YTO CTaHAapThl CO34aHNSA Ka4eCTBEHHbIX PYKOBOACTB U
9KCNEPTHbIX COrfalleHnn YeTKO YCTaHOBIEHbI, HeA4aBHO BbINOSHEHHbIE 0630pbI
PYKOBOACTB M 3KCNEPTHbIX cornawleHni, onybnukoBaHHbix mexay 1985 n 1998 rr.,
nokasanu, 4To B OFPOMHOM KOJIMYECTBE CriydaeB MeTOL4ONOrMYeckme CtaHgapThbl He
cobntogatotcs. Takum obpasom, NpeacTaBnAeTca O4eHb BaXkHbIM, YTOObI pyKOBOACTBA
N pekoMeHaauum nMenu AoOCTYMNHYK NOHMMaHUIo dopMy, a NporpamMMbl NX BHELPEHUS
B NpakTuKy 6binn ocyLecTBMMbl. B HacToswee Bpemsa NpeanpvHMMatoTCa NomnbITKA
onpeaenuTb, YNy4dwaroT N pyKOBOACTBA KAYeCTBO KIMHUYECKOW NPaKTUKA K
NCMonb30BaHME PECYPCOB 34PaBOOXPAHEHUS.

KomuteT ESC no npaktnyeckum pykoBoACTBaM OCYLLECTBNAET Hag30p U KOOPAUHUPYET
NoAroTOBKY HOBbIX PYKOBOACTB M 3KCMEPTHbLIX COrnalleHnin, co3gaBaembix Pabounmm
rpynnamu, rpynnamm 3KCnepToB Unu cornacutenbHbiMy rpynnamu. Nepeg n3dpaHHbIMM
3KcnepTaMmu B 3TUX aBTOPCKUX KOMNEKTUBAX CTaBUTCA 3aadva Co3faHus 3asiBNEHUN,
BCKpbIBaOLLMX BCE B3aMMOCBSA3N, KOTOPbIE MOrYT OblTb BOCMPUHATLI KaK peasnbHbI Unn
noTeHUmManbHbI KOHQNKT MHTEPeCOB. Takada OTKpbITas hopma nogaepxnsaeTcs
Esponenckum JJomom Cepaua, wrab-kBaptupon ESC. KomuTeT Takke OTBETCTBEHEH
3a YTBEPXKAEHME 3TUX PYKOBOLCTB N SKCMEPTHbLIX COrMalleHnin N 3asiBNEHUNA.

Pabouyas rpynna onpegenvna u knaccudpuumpoBana pekoMeH4oBaHHbIe
AnarHocTnyeckmne n neyedbHole meponpuaTus no nx 3PEKTUBHOCTU K
LenecoobpasHOCTU MU YPOBHIO JOKa3aTENbHOCTH.

Kaccel pekoMengaui
Knacc | [okasaTtenbcTBO 1 / nnu obuiee cornawieHme, KOTOpoe aenaet
AnarHoCTn4eckyto npouenypy / nedyeHue BbirO4HbIM, NONE3HbIM U 3(PEKTUBHBLIM




Knacc Il CnopHoe gokasaTenbCTBO M / unn pacxoxgeHme MHEeHUn o
uenecoobpasHocTn / aPPEKTUBHOCTU NEYEHUS

Knacc lla [lokazaTenbCTBO / MHEHUME CKINOHSAETCS B Nonb3y LenecoobpasHocTu /
apeKkTnBHOCTU

Knacc lIs LlenecoobpasHocTb / 3dhEeKTUBHOCTb MEHbLLE NoATBEPXAEHA
JokasatenibctBaMmn / MHEHUSIMU

Knacc IlI?  [okasaTenbcTBo unu obLuee cornatleHune, YTo nevyeHune
HeuenecoobpasHo / HeAMEKTMBHO U B HEKOTOPbLIX Cryvasix MOXET NPUBECTU K
HeXxenaTenbHbIM pesynibTaTtam

MpumeyaHue: ? — ncnonb3oBaHve pekoMmeHaaumii knacca lll He ogobpsietca ESC.
YpoBHM JoKa3aTeNbHOCTH

YpoBeHb gokasaTenbHocTM A [laHHble NosTyYeHbl B MHOrOYUCHEHHbIX
PaHOOMU3NPOBAHHbIX KNMMHUYECKNX nccnegoBanuax (PKW) nnn metaaHanuaax
YpoBeHb fokasaTtensHocTn B [laHHble nonyyeHsl B eAnHUYHBIX PKA unn KpynHbix
HepaH4OMU3NPOBAaHHbIX NCCNEeLOBaHUSAX

YpoBeHb foka3atensHocTn C  Pe3ynbTaT cornaweHns 3KkCnepToB 1 / Ui Merkux
nccnegoBaHUin, peTpPoOCNeKTUBHbLIX NCCNefOBaHWUI, AaHHbIE PErMCTPOB.

BeedeHue

JlerouHas apTepuanbHaga runepteHauns (JTIAIN) onpepenseTtca kak rpynna 3abonesaHum,
XapaKkTepusyrLNXCHa NPOrpecCnBHbLIM MOBbILLEHNEM NErOYHOro COCyaNCTOro
conpotuenenus (JICC), yTo BegeT K NnpaBoXenyao4koBOW HEAOCTAaTOYHOCTU U
npexagespemeHHon cmepTh [1]. CpeaHsas NpoaoMKUTENBHOCTL XN3HU B cepeanHe 80-x
IT. MPOLUSIOro BEKa OT MOMEHTAa YCTaHOBMNEHNS AnarHo3a y 60MbHbIX C nanonaTn4eckom
JIAT (UITAT), paHee n3BecTHOM Kak nepsudHaga nerodHasa runeptenaus (M), oo
NosIBNeHns cneundunyeckon HanpasneHHon Tepanum 6bina 2,8 net [2]. JIAI BkntoyaeT
WNAT [3] n neroyHyto runepteHaunto (JIN) npu pasnnyHbiX pyrnx COCTOSIHUSX, TaKMX Kak
3aboneBaHusa coegnHuTensHon TkaHu (3CT), BpOXAEHHbIE WWYHTbI MEXAY CUCTEMHbBIMU
N NeroYHbIMnN cocygamu, noptaneHas runepteHsuna u BUY-undpekums [4]. MNMpu Bcex
9TUX COCTOSIHMAX Pa3BUBAOTCA OANHAKOBbIE OOCTPYKTUBHBIE M3BMEHEHUS B CUCTEME
NeroyHon MUKpoumpkynsumm [5, 6], 4To npegnonaraeT paBHO3HaYHbIE
natobuonornyeckme npouecchl Npu Bcex 3abonesaHusax, conpooxagaemblix J1AIM [7].

B nocnegHee gecatnneTne AOCTUHYThI BonbLuMe ycnexu B N3y4eHum naToreHesa, B
anarHocTtuke n nedenum J1ATl.

Bonbwnm goCTUXEHNEM B BbISCHEHUU NOCHeA0BaTENbHOCTU NaTOreHeTUYeCKnX
cobbiTui npu JIAI ctano obHapyXeHne myTaumi peLenTopHOro KOCTHOro
MopdoreHeTnyeckoro npotenHa 2 (BMPR2) B 6onblunHCTBE criydaeB cemenHom J1AI
(CNATI) [8, 9]. OnncaHbl pazHoObpa3Hble KNETOYHbIE MUBMEHEHMS B NIErOYHbIX COCyAax
BOonbHbIX, KOTOPbIE MOTYT UrpaTb BaXXHY pOfb B pa3BuTUM 1 nporpeccuposaHum JTAI
[7]. K HMM OTHOCATCA neroyHas aHgoTenvansHaa aucdyHkums [10],
XapakTepusyrLiascsa HapyLleHeM CMHTe3a okcuaa asota, TpombokcaHa Ay,
NpoCTauMKNnHa U 3HO0TENNHA, NaToNIorMen KanmesblxX KaHanoB U HapyLleHnem
TpaHcnopTa CEPOTOHUHA B MMaAKOMbILLEYHbIX KNeTKax, a Takke YyCUneHnem npogyKumm
MaTpuKca B agsBeHTuumm [7].

B HacTosiee BpeMs pa3paboTaHbl HOBas KNMHUYECKas Knaccudukaums n KOHCEHCyC,
OCHOBaHHbIE Ha anropuyTMax pasfnuyHbIX AMarHOCTUYECKUX MEPONPUSATUNA, KOTOpbIe
NO3BONSAIOT UCKMNIOYNTL APYrMe NpuymnHbl U obecnednBatoT TOYHbIN anarHos JIAI [11].
Kpome Toro, npeanoxeHbl HEMHBa3NBHbIE MapKepbl TAXXECTU 3aboneBaHus,
Buomapkepbl NN GU3nonornyeckne TecTbl, KOTOpPble MOTYT LLUMPOKO MPUMEHSATLCS U
NO3BOSIAIT HAAEXHO MOHUTOPMPOBATL KIMHUYECKOe TeyeHne 6onesHu [11, 12].



HakoHeLl, MHOrouYncneHHble KOHTpoNupyemMble KnmHudeckue nceregosanma no J1Al,
NpoBeAeHHbIe B NocrnegHee BpeMs, No3Bonunim otkasaTtbCa OT Tepanuu,
BasupyloLwencs Ha KNUHNYECKON KapTUHE, N MPUHATL CTpaTernio, OCHOBaHHYIO Ha
JokasaTeribCTBax, KoTopas BKMOYaeT HOBbIE KNacChl NleKapCTBEHHbIX NpenapaTos,
Takue Kak npoctaHomnabl [13], aHTaroHUCTbl AHAOTENMHOBLIX peuenTopoB (ASP) [14] n
NHrMbUTOpLI hocdoamacTepasbl 5-ro Tuna (PO3-5) [15].

HacTtoslee pykoBoACTBO COAEPXKNUT YETKNE MOKa3aHUA K NPaKTUYECKOMY NPUMEHEHWIO
HOBOW KIMMHUYECKOWN Kraccudumkaunm, KpaTknin BapnaHT HOBOW NaToreHeTU4Yeckou
Knaccudukaumm 1 HOBbIW B3rNsi4 Ha naToreHes aToro 3abonesaxus. Npu obcyxaeHnn
ONarHoCTN4ecKoro npouecca NoCTpoeHa fiormyeckasi nocnegoBaTenbHOCTb
MEepOoNpPUATUIA ANSA BbIABNEHNS 3TUONOMMYECKOM MPUYNHBI, OLLEHKN TSXECTU U
AanbHenwero HabnoaeHms 3a 6onbHbIM. Ocoboe BHMMaHMe obpallaeTcs Ha anropuTm
neyeHns, OCHOBaHHbIN Ha JoKa3aTenbCTBax, B COOTBETCTBUM C npeanoxeHmamm ESC
Mo YPOBHAM JoKa3aTesllbHOCTU U Knaccam pekomeHgauun [16] ana 4OCTynHbIX METOA0B
neyeHus.

KnuHu4deckasi knaccucpukayus Jil

JII onpependeTcs kak cpegHee apTepuanbHOe JaBfiEHNE B JIETOYHOW apTepun
(cpegHee OJ1A) > 25 MM pT. CT. B nokoe unu > 30 MM pT. CT. Npu (Ppn3nN4eCcKon Harpyske
[17]. CywecTBytowas knaccudukauma JIIN npegcrasnena B Tabn. 1. OHa npeacTaenseT
cobon pe3ynbTaT LWMPOKON OUCKYCCUM U KOHCEHCYC, CYMMUPYIOLLMIA HaLle
COBpPEMEHHOE MOHMMaHWe NaTtoM3noNoruKn, a Takke KInMHNYeCKne pasnmyms m
cxoacTsBa pasHbix BapuaHToB J1. [ToHMMaHuIo 1 NpaBUNbHOMY KIMHUYECKOMY
NPUMEHEHNIO Knaccudukaumm NOMOryT CrieayroLume paccy>XaeHus.

Panee JII" pasgenanack Ha 2 kateropuu: MNJ1I n BTopryHas JII' B 3aBUCMMOCTY OT
HaNM4Ynsa UM OTCYTCTBUSA BbISIBIEHHOW NPUYMHBI MK oakTopoB pucka [3, 17]. muarHos
MJIT 661N AMarHo30M UCKNOYEHMS NOCIE UCKoYEeHUs BCexX Apyrnx npuymH JI.

B 1998 r. Bo Bpems || BcemnpHoro Cosewyanmsa no J1IN, npoxoguseLiero B r. 9BnaHe
(PpaHums), 6eina npeanoxeHa knaccudpukaums J1IT, ocHoBaHHaA Ha KNMHUYECKMX
nposieneHusx [18]. Llenb "OBuaHckon knaccudmkaummn" 3aknioyanach B BblaeNeHnN
BapuaHToB J1I', umetoLwmnx cxogHble NaTtopunsnonormiyeckme MexaHnambl, KIimHu4eckme
nposaBneHns n neyebHole noaxoabl. Takasa KnMHMYeckas knaccudukaumsa Heobxoguma
Ans o6CcyKaeHNa KOHKPETHbIX BONbHbIX, CTaH4apTU3auUumn guarHosa n neveHus,
NpoBeAEHUN UCCreaoBaHUM Ha FOMOMeHHbIX rpynnax 60nbHbIX U, HAaKoHeL, ANs
aHanmaa natobnonorM4ecKnx N3MeHEHN B XOPOLLO NOAOBPaHHbIX NONYNALNAX
B6onbHbIX. O4eBNOHO, YTO KIMHMYECKast Knaccuukaumsa He UCKoYaeT CyLLLECTBOBAHNSA
Apyrux Knaccudukaumim, Taknx Kak natosiormyeckas Krnaccuukaumsa, OCHOBaHHas Ha
MMCTOMNOMMYECKNX NPU3HaKax, Unm oyHKUNMoHanbHas Knaccudukaums, OCHOBaHHas Ha
Tshkectn cumnToMoB. |l BcemupHbin cumnosuym no JIATT, npoBeaeHHbin B 2003 1. B T.
BeHeuun (UTannsa), oueHnn 3HayeHue 1 LuenecoobpasHoCTb MCNOSb30BaHNUSA
"OBMaHCKON Krnaccudukaummn” n Nnpearioxkunsi HEKOTopble U3MEHEHUS.

Bbino pelweHo coxpaHUTb OCHOBHYIO MAEK U CTPYKTYpPY "OBMaHCKOM Knaccudgukaumm”,
HO B TO e Bpems Obin NpeanioxXeH pag M3MeHeHUM, OCHOBHBbIMU U3 KOTOPbIX SIBUITUCh
OTKa3 OT TepMMHa "NepBrYHas nerovyHas rmnepTeH3na” u sameHa ero TeEpMMHOM
"nanonaTtmnyeckas ferodHas aptepuanbHasa runepTeHsuns”, nepecMoTp MecTa nero4yHom
BEHO-OKKIT03m1BHOM 6ones3Hun (JIBOB) n nero4yHoro kanunnsapHoro reMmaHrmomartosa
(JIKI") B knaccudmkaumm, nepecmoTp oakTopoB puUcKa N COCTOAHWNI, cBA3aHHbIX C J1AT,
a Takke yCcOBepLUEHCTBOBaHME Knaccugukaunum BpoXaeHHbIX CUCTEMHO-NEM0YHbIX
WyHTOB (CM. Tabn. 1).



Tabnuua 1. KnuHnyeckas knaccudukauusi nerovHon runepteHsum — r. BeHeuus, 2003
r.

1. JlerouHas aptepmanbHas runepteHaus (J1AIN)

1.1. Mgnonatnyeckas (AIAIN)

1.2. CemenHas (CJ1AIN)

AccouunmnpoBaHHas (AJ1Al') — cBss3aHHas C:

3aboneBaHUAMU COeANHUTENBHON TKaHU

BPOXAEHHBIMU LLYHTaMN MEXAY CUCTEMHBIMU N NETOYHBIMU COCYAaMM
noptanbHOW rMNepTeH3nen

BUNY-nHpekumen

1.3.5. nekapcTtBaMmn U TOKCUHaMWU

1.3.6. ApyrMmMmn cocTtosiHuaMM (NaTonorns WMTOBNOHOW Xernesbl, 3abonesaHus,
CBSI3aHHbIE C HapyLleHneM obmeHa rnukoreHa, 6onesHb [owe, HacneacTBeHHas
remopparnyeckas TeneaHrmoakTasng, remornobuHonaTm, MmenonponugepaTmBHble
3aboneBaHus, CNNEHIKTOMUSA)

1.4. CBA3aHHas CO 3HAYNUTENbHBLIMU U3BMEHEHUAMN BEH NN KanUnAapoB:

1.4.1. nero4Hasa BeHO-OKKM03mnBHas 6onesHb (J1IBOB)

1.4.2. neroyHbIn KanunnapHeii remadrnomatos (J1KI)

1.5. nepcuctmpyrowias nerovyHasi rmneptTeHsna HoBopoxXaeHHbIX (MJTT7H)

2. JleroyHas runepTeH3ns, CBA3aHHaA C NaTonornen neBoro Xenygodka

2.1. 3aboneBaHna NeBoro Npeacepans Unu NeBoro Xenygodka

2.2. NaTonorusa knanaHHOro annapara fieBbIX OTAENO0B cepaua

3. JleroyHasi rmunepTeH3uns, cBsi3aHHas C NIEro4YHON pecnupaTopHOM naTonornen n / nnm
rmnokcuen

3.1. XpoHun4yeckasa obCTpyKkTMBHAA 6oNes3Hb nerkmx

3.2. HTepcTnymnanbHble 3aboneBaHns nerkux

3.3. HapylweHus abixaHus BO BpeMs CHa

3.4. AnbBeonsipHasi rMNOBEeHTUNALMNSA

3.5. XpoHunyeckoe npebbiBaHne Ha BONbLUMX BbICOTaX

3.6. MaTonoruna passutna

4. JlerovyHas rmnepTeH3ns, obycrnoBneHHasa XpoOHUYECKUM TPOMBOTUYECKUM U / unn
ambonu4yeckum 3abonesaHmem

4.1. Tpomboambonuyeckas oOCTPYKUMS MPOKCUMArbHbIX JIEFOYHbIX apTepui

4.2. Tpomboambonuyeckas o6CTPYKUMS ANCTanbHbIX JIEFOYHbIX apTepUin

4.3. HetpomboTnyeckas nerodHasa ambonua (onyxonesasi, napasutapHas, UHOPOAHbIM
Tenom)

5. CmeluaHHble NPUYMHbI

Capkongos, ructmoumtos X, numdaHrmnomaTos, caaBrieHue ferodHbiX CocyaoB
(nMmdoageHonatus, onyxonbs, UOPO3NPYIOLLMIA MEANACTEHNT).

1.3.
1.3.
1.3.
1.3.
1.3.

A WON -

Llenbto aTnx nameHeHun 6bino caenatb BeHeumaHckyo KNMHUYECKYHO Knaccudukaumno
BceoObemnowen, 6onee NpoCTon B UCMONb30BaHMM N pacnpoCTPaHUTbL ee Kak
NPaKTUYECKNA NHCTPYMEHT.

ManonaTuyeckasa nerovyHasi aptepmasibHas runepTeH3uns

TepmuH M1 661N NPUHAT "OBUAHCKOW KNMHUYECKOW Knaccudukaumen" ns-3a
NOBCEMECTHOrO ero NPMMeHeHUs 1 NPMBLIYHOCTU, @ TakKe 13-3a Toro, YTo B nocnegHue
50 neT OH LWMPOKO UCNONb30Bancs B Hay4HbIX U KITMHUYECKNX nccnegosaHunsax. OgHako
CnoBo "nepBuyHas” nogpasyMmeBaeT UCMONb30BaHME TEPMUHA "BTOpUYHasa", oT
KOTOPOro OBMaHcKas Bepcusa oTkasanacbh M3-3a TOro, YTo OH 06beanHAN OYeHb



pasHoobpasHyto rpynny natosnorni. Bo nsbexaHune nobbix HegopasyMeHUn B T.
BeHeuunn 6b1no pelweHo, 4To 1-9 Kateropus, HasbiBaemasi "nepBUYHON JIErOYHOM
rmnepTeHaunen - MM, gormkHa BkntovaTth creaytowme 3 rpynnol: [1.1] nanonatnyeckas
nerovHas aptepuarnbHas runepteHsus — UJTAT, [1.2] cemenHas neroyHas
aptepuanbHas runeptenaus — CJI1Arl, [1.3] nerouHas apTepuanbHas runepTeHs3ng,
CcBsi3aHHas ¢ pakTopamMu pucka unm gpyrmmm COCTOSHUSMN (accoummnmpoBaHHas
nerovHas aptepuarnbsHas runepteHaus — AJ1AIN).

®DakTopkl pucka u ceg3aHuble ¢ JIAL cocTosHUS
dakTopom pucka gns JIAI agnaetca nobon akTop UM CoOCTOSHNE, NOTEHLMAaNbHO
npegpacnonararoLwmi nnu cnocobCcTByOLWMIA pas3BuTUO 3aboneBaHus. PakTopbl pucka
BKITHOYAIOT fiekapCcTBa M XMMMYECKNE BeLecTBa, 3abonesaHns n ¢oeHoTunsl (BO3pacT,
non). TepmuH "coctosHus, cesdaHHble ¢ JIAI™ ncnonb3yeTcd, ecnv BbisiIBNSIETCA
CTaTUCTMYECKM O0CTOBEPHOE Bo3pacTaHue YactoTbl JIAIT npy BAUSAHUM AaHHOTO
npegpacnosnaratowiero gakropa, Ho Nnpu oTcyTCcTBUM "noctynaTta Koxa" ona cny4vyamHbix
B3amMMocBs3en. [1ockonbKy abCcontoTHbIN PUCK N3BECTHbIX hakTopoB pucka anga JIAl B
LefIoM HU3KUIN, BEPOSITHO, BAXXHYIO POJSib UTPaT MHANBUAYaNbHAsA BOCMPUMMYMBOCTb
NN reHeTnyeckas npegpacnonoXeHHoCcTb. Bo BpeMst 3BmaHckoro coselaHus B 1998
r. pasnu4yHble akTopbl pUcka U COCTOSHUS, cBA3aHHbIe ¢ JIAI, Obinu
KnaccuduumpoBaHbl COOTBETCTBEHHO cune ux B3anmocessu ¢ JIAIT n nx BeposaTHoON
npuynHHoM ponu. "OnpeaeneHHbiMn" BbINM Ha3BaHbl B3aMMOCBSI3U, BbiSIBIEHHbLIE B
HECKONbKNUX OAHOHAaNpaBfeHHbIX HAbNIAEHMAX, BKIOYAs KPYNHOE KOHTponMpyemoe
NN ANMAEMNONOIrNYECKOEe UCCrefoBaHNe ¢ OAHO3HaYHbIM pe3ynbTaTtoM. "O4veHb
BEPOATHbIE" B3aMMOCBA3M O3Ha4Yanu pesyrnbTaTbl HECKONbKUX O4HOHAaNPaBneHHbIX
nccnegoBaHni (B TOM YMCTE KPYMHbBIX CepUii HabnogeHU 1 nccnegoBaHum), HO B
KOTOpPbIX Npu4nHa 3aboneBaHus He Bbina yctaHoBrneHa. "BepoaTHbiMn" cuMtanmch
B3aMMOCBSI3U1, BbISIBIIEHHbIE B CEPUAX CIyYaeB, perucTpax Unm Ha OCHOBaHUN MHEHUI
akcnepToB. "ManoBeposTHbIMK" Ha3biBanNnCh npegnonaraemole akTopbl puUcka, CBA3b
koTopbIx ¢ JIAI He Bbina ycTaHOBMNEHa B KOHTPOSIMPYEMbIX UCCNeaO0BaHUSX.
B Tabn. 2 B COOTBETCTBMM C YPOBHEM [4OKa3aTENbHOCTU CyMMUPOBaHbI hakTopbl pUcka
N COCTOSAHUSA, cBA3aHHble ¢ JIAlT, n3BecTHble paHee, a Takke U HOBble, KOTopble
yCTaHOBMEHbl HEaBHO B HECKOMbKNX Cepusix HabniogeHnn nnm B otaenNbHbIX
OMUCAaHHBIX CnyYasx.
Tabnuua 2. dakTopbl pUcKa 1 COCTOAHUSA, cBA3aHHble ¢ JIAIT B 3aBUCMMOCTM OT YPOBHSA
AokasaTesibHOCTU
1. JlekapcTBa 1 TOKCUHbI
1.1. OnpeneneHHble
AMUHOpEKC
deHdnopaMuH
[ekcheHdpnopammH
ToKCHMYHOe pancoBoe Macno
1.2. O4yeHb BEPOSATHLIE
AMdeTaMnHbI
L-tpunTtodhaH
1.3. BeposiTHble
MeTa-amgeTamumHbl
KokawnH
XvMmunotepanesTU4eckne npenapaTbl
1.4. ManoBeposiTHblE
AHTMOENpeccaHTbl
OpanbHble KOHTpauenTuBbI
OCTporeHoBLIE Npenaparhl




KypeHue Tabaka

2. lemorpacunyeckme n MeguuUMHCKNE COCTOAHUS

2.1. OnpeneneHHble

Mon

2.2. Bo3MOXHble

BepemeHHOCTb

CuctemMHas runepTeHaus

2.3. ManoBeposiTHble

OxupeHune

3. 3aboneBaHus

3.1. OnpegenexHble

BNY-nHpekums

3.2. OyeHb BEpPOATHbIE

MopTanbHasa rmnepTeH3uns / 6onesHn nevyeHun

3aboneBaHns coeanHUTENBbHON TKaHU

BpoxaeHHble LWYHTbI MeXay CUCTEMHBIMU U JTIErOYHbIMK COCyAamm
3.3. BeposTHble

MaTonornsa WMTOBNOHOW Xenesbl

emaTonornyeckune 3aboneBaHns:

- AcnneHna nocre Xxupypru4eckon CririeHaKToMnm

- CepnoBngHOKIeToYHas aHeMus

- B-Tanaccemus

- XpoHunyeckne meunonponundepaTtnBHblie 3aboneBaHuns
Penkue reHeTnyeckne n metabonmyeckne HapyLleHus

- HapyweHune obmeHa rnmnkoreHa tuna 1a (6onesHb oH 'mpke)
- BornesHb [Nowe

- HacneacteeHHas remopparmyeckas TeneaHrnoaktasms (bonesHo Pengto-
Bebepa-Ocnepa)

Mpumeyanue: BUY — Bupyc nmmyHoaeduumTa YenoBeka.

HoBble BO3MOXHbIE (DaKTOPbl PUCKa BKITOYAOT remaTonornyeckne sabonesaHus, Takme
Kak acnneHus nocne xmpypriudeckom cnneHaktomum [20], cepnoBUAHOKIETOYHAsA
aHemus [21], #B-Tanaccemus [22] n XpoHuYeckmne muenonponudepaTuBHble
3aboneaHus [23] (MCTMHHAs NONUUMTEMUSA, SCCEHUMAnNbHaa TpoMbounTeMns n
Mrnenogunbpos ¢ MMenongHon meTtannasmen Ha PoHe XPOHNYECKOro MUeNosenkosa
NN MMEeNOANCNNACTMYECKOrO CUHAPOMA). K BO3MOXHbBIM (hakTopam pucka Takke
OTHOCATCA peaKue reHeTu4eckne nnm obMeHHble HapyLLeHUs!, Takue Kak HapyLleHne
obmeHa rnukoreHa Tuna 1a (6onesHb oH Mmpke) [24], 6onesHb [Nowe [25] n
HacrneacTBeHHasi remopparmyeckasl TeneaHrmoakrasma (bonesHb Pengo-Bebepa-
Ocnepa) [26].

JleroyHasi BeHO-OKKNIO3MBHas BOMNe3Hb N NierodHas KanunnsipHblA remaHrmomMaTos

Mo "3BmaHckom knaccudukaummn" JIBOB oTHECEHa K NTErOYHON BEHO3HOW MMNEPTEH3UN,
KOTOpasd BKOYaeT NpenMyLLecTBeHHO 3aboneBaHus nesbix otaenos cepgua; JIKM
BKIOYEH B MOCNEAHI0 pasHopoaHyto rpynny JIIT, BbiaBaHHON 3aboneBaHnaMM,
nopaarLmmmn HenocpeacTBEHHO NneroyHble cocyabl. CxoacTBo
NaToMopONOrnyecknx YepT N KINMHUYECKNX NPOSBNEHNA, HAPSAY C BO3MOXHbIM
pasBUTUEM OTeKa Nerknx Bo BpeMsi Tepanmm 3rnonpoCcTeHOIOM, JaeT OCHOBaHUSA
NPeAnonoXunTb, YTO 3TU COCTOSIHUSA MOTYT BCTpeyaTbca BMecTe. COOTBETCTBEHHO
aToMy npefcrasnsaeTcs nornyHbim o6bveamHnTe JIBOB u JIKI B ogHy kateroputo J1AT.
daktnyeckn knnHndeckune nposiereHms JIBOB n JIKI B uenom noxoxun Ha UIAT.
dakTopbl pucka n cocTosiHus, cesdaHHble ¢ JIAI n JIBOB / JIKT, Takke cxogHble u
BKNIOYatoT cknepogepmuio, BUY-nHdekumio, ncnonb3oBaHme aHOPEKCUreHoB. Taknm



obpasom, B HOBOW KIMHMYECKOM Knaccudukauum (cm. Tabn. 1) rpynna 1
knaccudukauum JIAI nmeeT B coctase noarpynny "J1Al, cBA3aHHasa CO 3HAYUTENbHbLIMU
N3MEHEHNSMUN BEH Unn Kanunnapos" (knacc 1.4).

KHaCCI/Id)I/IKaHI/ISI BPOXIACHHBIX CUCTCMHO-JICTOYHLBIX IITYHTOB
Mpepnaraemas knaccudukaumst BPOXOEHHbIX CUCTEMHO-IIErOYHbIX LUYHTOB YYUTbIBAET
TUN 1 pasmep gedekra, Hanmune CBA3aHHOM C 3TUM JKCTpakapamanbHOW NaTonormm u
COCTOSIHWE KoppeKuun (Tabn. 3).

Tabnuua 3. Knaccudmkaums BpOXAeHHbIX CUCTEMHO-MErOYHbIX LLUYHTOB

1. Tvin

lNpocTon

HedexT mexnpencepaHon neperopogku (AMIIT)

HedekT mexckenygoykoBon neperopoakm (AMXKIT)

OTKpbITbIN apTepuanbHbI NPOTOK

[MONHBLIN MM YaCTUYHbBI HEOBCTPYKTUBHBI aHOMarbHbIA NEroYHbI BEHO3HbI BO3BpaT
KomMBuHMpOoBaHHbIN

OnucbiBaeTca kKoMBUHaUKUA 1 onpegensaeTca Nnpesanvpyowmi aedekT
KomnnekcHbIn

ApTepuarnbHbI CTBOS

EOunHbIN Xenyaoyek ¢ HEOBCTPYKTUBHBIM JIErOYHBbIM TOKOM KPOBM
[edeKkTbl MexnpeacepHon N Mexokernyno4koBOW Neperoposok

2. Pa3mepbl

ManeHbkun (OMIMM < 2 cm n AMXIT < 1 cm)

Bonbwon (OAMI >2 cm v OMXIT >1 cm)

3. CBaA3aHHag C LWyHTaMKN 3KCTpakapamanbHas naTtonorms

4. COCTOsSIHME KOppPEKLMMn

HeckoppeKkTupoBaHHbIN

YacTn4HO CKOppEKTUPOBaHHbLIN (BO3pacT)

CKOppeKTUPOBAHHBIN: CMOHTAHHO UNKW XMPypruyeckn (Bo3pacT)

Bce aTn dhakTtopbl UMEKT OTHOLIEHME K pa3suTuio J1IN, cuHapoma Gn3eHmeHrepa u
NPOrHoay.

CunHapom BnseHMeHrepa MoXeT ObiTb Bbl3BaH Kak MPOCTbIM, TaK U KOMMSIEKCHbIM
(okono 30 % cnyyaeB) BpOXAEHHbLIM NOPOKOM cepaua [27].

Cpean NpocTbIx NOPOKOB Hanbonee 4acTo BCTpeyarnTcs AedeKTbl MEXOKENYA04KOBOM
neperopogku (OMXKIT), nocne Hux — gedekTbl MexnpeacepaHon neperopoaku (AMIIT)
N He3apalleHue apTepmanbHoro npoTtoka [27]. PaccunTtaHo, 4to y 10 % 60MbHbIX C
OMXKT1 noboro pasmepa ctapLue 2 neT MOXET pa3BUTbCA CUHOAPOM QM3EHMEHrepa, a 'y
6onbHbIx ¢ AMII - B 4-6 % cny4aes [28, 29]. JIAI' 1 3a6oneBaHus fleroYyHbIX COCy40B
pa3BmBaloTCs Yy 60MbHbIX C NOpokamMm 60NbLUMX pa3MepoB, NOYTH Yy BCEX BOSbHbIX C
apTepvanbHbiM cTBOMOM, B 50 % cnyyaes AMXXITn y 10 % 6onbHbix ¢ AMIIT [30].
Cpeam 6onbHbIx ¢ AAMIIM yacTtoTa JIAI Bbiwe y 605bHbIX C AedekTaMn BEHO3HOMO
cuHyca (16 %) no cpaBHeHUIO ¢ AedekToM ostium secundum (OTKpPbITOE OBarbHOE
OKHO) (4 %) [31].

Passutue JIAIT ¢ naTonormemn neroyHbIX CocyaoB, NO-BUAUMOMY, 3aBUCUT OT BESNTUYMHDI
aedekra. PakTnyeckun, Tonbko y 3 % 60nbHbIX ¢ HeGONbLIUM UK cpeaHero pasmepa
OMXT1 passusaetcs JIAI [32, 33]. HanpoTus, npu 6onbliom pasamepe gedekta (> 1,5
cm B anametpe) JIAI passuaetca B 50 % cnyyaes. Npu HeGonbwom gedekre (OMXKI
<1 cm, AMIM < 2 cm adhdekTMBHOrO gnameTpa, OLeHMBaeMOoro npu



axokapauorpagun) ToyHasi natoomsnonorndeckas posib NoOpoka cephua B passutum
JIAl He BbIsicCHEHA.

Y HekoTopbIx 6onbHbIX Tskenas JIAIT pasBmBaeTca nocrne "ycnewHon" Koppekumm
nopoka cepaua. Bo MHOrMx Takmx cnyyasx oCTaeTcs HEACHbIM, UMENUCH N
HeobpaTMMble NOBPEXAEHUS NETOYHbIX COCYA0B 40 XMPYPrMYecKoro BMeLllaTenbCcTea
nnun 3abonesaHne NEroYHbIX COCyA0B NPOrpeCccMpoBasno, HECMOTPS Ha YCMNELLHYHO
koppekuuto. OBbIMHO paHO NPoBeAEHHAas KOppeKLMs npeaoTepallaeT nocnegyollee
passutne J1AT.

lMamomopdaponoaus JIAI

JIAI BkntovaeT pasnuyHble opmbl JIIT ¢ pasHOM 3TUONOrMen, HO CO CXOAHbIMU
KNMMHUYECKUMU MPOSBNEHNAMMN U BO MHOMMX Cry4asix CO CXOAHbIM OTBETOM Ha feyeHune.
'McTonaTonornyeckne n3aMeHeHnsa npu pasHoix opmax JIAI kKayecTBEHHO O4MHAKOBbIE
[5], HO MMEIOT KONMYECTBEHHbIE Pa3nNnyuns B pacnpeneneHum n npeobnagaHmn
NaTonorMyecknx N3MeHeHNn passinyHbIX KOMMNOHEHTOB COCYANCTON CUCTEMBI NErknx
(apTepuonbl, Kanunnapbl UK BeHbl). [puBeeHHast HUXe yCcoBepLUEHCTBOBAHHAS
natomopdonornyeckas knaccudpumkaumnsa 6oina npegnoxeHa Ha lll BcemmpHom
cumnosuyme no JIAI B r. BeHeuwnn (Tabn. 4) [6].

Tabnuua 4. NaTomoponormyeckas knaccmukauma BackynonaTtuin Npu JIEro4HoN
rMNepTeH3nn

(1) NlerouHas aptepuonatuns® (Npe- 1 UHTpaaUMHapHbIe apTepum)

Mogrpynnol

*  [leroyHasi apTepuonaTtms ¢ U3onMpoBaHHOM runepTpoduen megmum

* fleroyHas aptepuonaTtus ¢ runepTpoduen Mmegumn n yTornweHnemMm MHTUMBI
(kneTo4Hoe, hmMbpoTryeckoe)

- KOHLIEHTpUYeCKoe nnactuH4yaToe

- 9KCLIEHTPUYECKOe, KOHLIEHTPUYECKoe HennacTuH4aToe

* fleroyHas apTepuonartus ¢ nrnekcuopMHbIM NOBpeXAeHNEM 1 / unu gunatauuen
NN apTeEPUNTOM

* fleroyHas apTepmonaTtus ¢ U30nMpPOBaHHbLIM apTEPUNTOM

(1a) OnuncaHHoE BblILEe, HO C COMYTCTBYOLWMMUN U3MEHEHUAMM BEH U BEHYN® (KNETOYHOE
n / unn pmnbpoTndeckoe yToneHne MHTUMbI, MyCKynapusaums)

(2) NeroyHas okkno3MBHasi BeHonatusi® (BEH pasnvM4HOro pasmepa v BeHyn) ¢
conyTcTBytOLWEeNn aptTepmuonatnen unm 6es Hee

(3) NeroyHaa MukpoBackynonaTusi® ¢ ConyTCTBYIOLLEN apTepuonaTmen 1/ unm
BeHonaTuen unm 6e3 Hux

(4) He knaccuduumpyemblie U3MeHeHUs

ATUMWYHbBIE TMCTONATONOMMYECKNE YepTbl NN HeJOCTaTOYHbIM 0Bpas3eL, NeroyYHbIX
cocyaos

MpuMeyaHue: ? — 3Tn nsmeHeHns TunudHbl Ana rpynn 1.1. UNAL, 1.2. CITAT 1 1.3.
ANAT KnuHMYeckon knaccudukauum (cm. Tabn. 1); ® - 3T U3MEHeHUa TUMUYHbLI AN
rpynnbl 1.4.1. JIBOB knuHuyeckon knaccudmkaumm (cm. tabn. 1); © - 3T nameHeHust
xapakTepHbl gna rpynnbl 1.4.2. JIKIT knnHndeckon knaccmdukaumm (cm. Tabn. 1).

JlerouHas apTtepuonaTus



OCHOBHbIMM rMCTONATONIOMMYECKNMUN YepTaMn Nero4Hon apTepuonaTum siBrsrTCS
rmnepTpodus Meauu, yTonweHne MHTUMbI U afBEHTULNA N KOMMNITEKCHOCTb
NoBPEXOEHUN.

MnepTpodua megun — 3To yBennyeHue nnoLwianm nornepeyHoro ceveHna npe- u
WMHTPaaLMHapHbIX JIErOYHbIX apTepuin. ATO 0BYCrOBMAEHO Kak runepTpodumen, Tak n
rmnepnnasven rnagkoMblleYHbIX BOMOKOH, a Takke yBernnyeHnem coeauHUTENbHO-
TKAHHOrO MaTpuKca 1 3racTUYECKMX BONTOKOH B MeMN MblLLEYHbIX apTepun.
YTonweHne NHTUMbI MOXET ObITb KOHLEHTPUYECKMM NNaCTUHYaTbIM, 3KCLEHTPUYECKUM
N KOHLEHTPUYECKNUM HennactuH4aTtbiM. [pu ynbTpacTpyKTYPHOM 1
MMMYHOTrMCTOXMMUYECKOM UCCNEeLOBaHUSAX KNEeTKNU UHTUMbI UMEIOT YepThl
dmbpobnacTtoB, MModnbpobnNacToB 1 rMaaKOMbILLEYHbIX KITETOK.

YTonuweHue agseHTUUMA nossnsetca B 6onbunHcTBe cnyyvaes JIAlT, HO TpyaHO
noagaeTcs OueHKe.

KomnnekcHoe nospexaeHue. [NnekcngpopmHoe noBpexaeHne — 3To fokanbHas
nponudepaums aHgoTennasnbHbIX KaHanos, 3anofiHeHHbIX Muodunbpobnactamu,
rMagKOMbILWEYHbIMU KneTKkamMu 1 COeaANHNTENbHOTKAHHBIM MaTPUKCOM. OTH
NOBPEXAEHUS NOKaNM3yTCA B MeCTe BETBIIEHUS apTepUin NN B MeCTe OTXOXAEHUS
AOMNONHUTENBHOW apTepun, guctanbHee MecTa BblpaXeHHOro 0bnuTepupyoLero
YTONLLEHUS MHTUMbI OCHOBHOW apTepuun. HacTtoTa nnekcngopMHbIX NOBpEXAEHUN NpU
JIAT octaeTtca HeBbIACHEHHOW. C NnekcMdOpMHbIMU MOBPEXOEHNAMN MOXKET BbITb
CBSI3aH apTEpPUNT, KOTOPbIN XapaKTepmu3yeTCa HEKPO3OM CTEHKM apTepun C
PUBPUHONOHBIM NPONUTBIBAHNEM U UHPUNBbTPaAUMEN BOCMANUTENBbHBIMU KNETKaMM.
Bce BbiweonucaHHble 3aMeHeHus SBRAsaTCa TUNuYHbIMK ansa rpynn 1.1. (UNAI), 1.2.
(CNATI) n 1.3. (ANAIN) knnHnyeckon knaccudpmkauum (cm. Tabn. 1).

JlerouHas okkno3mMBHasi BeHonatus (fleroyHasi BeHO-OKKNo3nBHasa 60nesHb)

Ha ponto nero4YHon OKKNI3NBHOW BEHONATUN NPUXOAUTCA OTHOCUTENbHO HebonbLuas
YyacTb Bcex cny4yaes J1I'; OCHOBHbIE rMCTONATONOrMYeckne YepThbl — pacnpocTpaHeHHas
AndpysHas OKKNIO3UA NErovHbIX BEHYI U BEH pasnuyHoro pasmepa. OKko3uns
npoceeTa cocyaa MOXeT ObITb CMMOLWHOM UNKN 3KCLEHTPUYHOW. Kpome Toro, MoxeT
HabnogaTbea yTonweHne meguun. Npn NeroYHom OKKNO3NBHON BEHONATUN
obHapyxuBaeTca 6onbLIoe KONIMYEeCTBO remocuaepuHa Kak B uMtonnasme
anbBeOoSIAPHbIX Makpodaros 1 anbeeosiounTos |l Tuna, Tak n B UHTEPCTULUN.
Kanunnapbl nepenosiHATCA KPOBbHO M BbIOYXatoT, OHU MOTyT BbITb HACTOMBKO
N3BUANCTBIMK, YTO MHOrA4a co3aaroT nogobue NeroyHoro KanunnsapHoOro
remaHrmomaTto3sa. JleroyHble apTepmosnbl MOryT UMETb YepThbl peMogennMpoBaHns ¢
rmnepTpoduen megmum n pmnbpo3om NHTUMBI. [1NEKCNPOPMHBbIE NOBPEXOEHUS U
GnbprHONOHbLI apTEPUNT NPU NErO4HON OKKITHO3UBHOW BEHOMNATUM HE OMUCaHbI.
JIeroyHbIn MHTEPCTULMI B MEXO0SBbKOBbIX Neperopogkax 4acto OTEYHbIN, Npn
NporpeccnupoBaHnUn MOXeT pa3BMBaTbCA MHTEpPCTULManbHbI onbpos. Jlumdatnyeckne
cocyAbl B NErknx n nneBpe Takke paclunpeHbl. TN U3MEHEHUSA TUMUYHbI 4518 rpynnbl
1.4.1. knuHn4eckon knaccudpukaumm (J1IBOB, cm. Tabn. 1).

JlerouHast MmukpoBackynonaTus (NeroYHbIi KanunspHbIN reMaHrmomMaTtos)

INeroyHasa mukpoBackynonaTua — Apyroe pefkoe COCTOsIHUE, XapakrepuayloLLeecs
nokanbHOW Nponudepaumen erovHbIX Kanunnsapos. PacnpegeneHune neroyHom
MUKpOBacKyfionatum obbl4HO naHnobapHoe n oyarosoe. [laTonornyeckn
nponngepupyowmne Kanunnispbl MHOPUNLTPUPYIOT CTEHKM apTepuin 1 BeH, npopacrtas
MbILLEYHbIV CITOM N NepeKpbiBasi NpocBeT cocyaa. B yyactkax nponudepauum
KanunnsapoB Takke NPUCYTCTBYET NEroyHbli reMocuaepos B Buae Mmakpodaros u
anbeeonounToB Il TMNa, Harpy>XeHHbIX remocnaepuHoM. AHanOrM4yHO NeroYHoOn
OKKIMO3MBHOW BEHOMATUM, MPU NTErOYHOM MUKPOBACKYNonaTum apTepum nerkux MMetoT
BbIp@XXEHHY0 rMNepTPOPUI0 MbILLEYHOIO CNOS U YTONWEHNE UHTUMbI. QTN U3MEHEHNSA
XapakTepHbl ona rpynnbl 1.4.2. knuHmnyeckon knaccendpmkauumn (JIKI, cm. tabn. 1).



lTamozeHe3 ne204YHOU apmepuasibHOU 2unepmeH3uu

[lo HacToALLEero BpeMEHM TOYHO HEM3BECTHbI MPOLECCHI, UHULMMPYOLLME
naTonornyeckne naMeHeHud, xapakrepHole ana J1AIN, HeCMOTpA Ha TO, YTO CerogHsi Mbl
3HaeM ropasgo 6osblle 0 MeXaHM3Max, BOBSIEYEHHbIX B 3TOT NPOLECC. YCTaHOBMNEHO,
470 JIAI UMeeT MHOro(akTOpHYH NaToU3NONOrNI0, BKITHOYAKOLLYIO pasfnyHble
BrMoxnmMmyeckme peakuumn n Tunbl KNeTok. MNosbiweHne JICC cBA3aHo ¢ pasnuyHbIMU
MexaHu3Mamu, B TOM YMCNe C BA30KOHCTPUKLMEN, OBCTPYKTUBHBIM
peMoAenMpoBaHMEM CTEHKM NEroYHbIX COCyA0B, BOCNaneHmem n Tpomobo3om.
JleroyHasi Ba3OKOHCTPUKUNSA, BEPOATHO, ABNSAETCH PpaHHUM KOMMOHEHTOM rpoLiecca
dopmmpoBanus JII [34]. N36bITOuHaAs Ba30KOHCTPUKLMS CBSI3aHa C NATONIOMMYEeCKOm
JyHKUMEN KanueBbiX KaHanoB B rMagKkoMbILLEYHbIX KreTkax [35] u ¢ aHaoTenuansHou
ancdyHkumen [10]. Y 6onbHbIX € JIAI B nniaame cHWXaeTcsl ypoOBEHb
BasogunataTupyroLwero n aHTunponmdepaTMBHOro BeLLecTBa, Kakum aBnseTcs
Ba30aKTUBHbIN MHTECTUHArNbHbIN nenTtug [36].

OHpoTenuanbHas ANCAHYHKUUSA NPUBOAUT K XPOHUYECKOMY CHVXKEHWIO NPOAYKLNN
Ba3oaunaTaTtopoB, Takmx Kak okeua aszota (NO) n npocTaumknuH, Hapsagy ¢
n36bITOYHOW BbIPABOTKOWM Ba3OKOHCTPUKTOPOB, Takmx Kak TpoMmbokcaH Az (TxA2) n
angotenuH-1 (ET-1) [10]. MHOrMe 13 aTnx HapyLeHUn NOBbILLIAKT COCYAUCTbIN TOHYC U
CcnocobCTBYIOT pEMOAENNPOBAHNIO COCYAOB.

Mpouecc pemoaenMpoBaHns NerodYHbIX COCy40B OXBaTbiBAeT BCE CIOM COCYaMUCTOMN
CTEHKWN N XapakTepusyeTcsa NponndepaTmBHbIMU U OGCTPYKTUBHBIMU U3MEHEHUAMMU C
y4yacTueM HECKOSTbKMX TUMOB KIETOK, BKIOYas aHAoTeNMarnbHble, rMagKoMblleYHble
KneTkn n pubpobnactel [6, 7]. Kpome Toro, B agBeHTULMN NOBbILLIAETCHA NPOAYKUNS
9KCTpaLEennionapHOro MaTpukca, B TOM YMCne KonnareHa, anactmHa, ombpoHeKTnHa u
TeHacuumHa [17]. MNo-eBuanmomy, npu J1IN B 3aBMCMMOCTUN OT TAXKECTU 3aboneBaHns
CTUMYNUPYETCA NPOAYKUMNSA aHrMONO3TUHA-1, aHrMoreHHoro goaktopa, Heobxoammoro
Ons pasBuUTUS COCYOUCTON cUCTeMbl nerknx [38].

Takke B pa3sutum JIAIT urpatot ponb BocnanuTenbHble KIeTKN N TPOMOOUUTbI.
dakTnyecku, BocnanuTernbHble KNeTKM y4acTBYOT BO BCEX NATONOMMYeCcKnx
nameHeHusx npu J1Al, n B nnasme 6onbHbIX ¢ JIAI NnoBbILLaeTCa ypOBEHb
nposocnanuTenbHbIX LMTOKNMHOB [39]. Takke y 60nbHbIX JIAIT BhIsBNAETCA HapyLueHne
mMeTabonuama cepoTOHMHA, NNEro4HOro BA30KOHCTPUKTOPHOIO BELLECTBA,
AenoHMpoBaHHoro B TpomboumnTtax [40].

Y 6onbHbIX JTAI BbIsiBNAIOTCA NpoTpomMboTnyeckmne HapyieHms [41], n TpomOGbl
NPUCYTCTBYIOT Kak B MUKPOLIMPKYNSAITOPHOM PYCrie, Tak U B 3N1aCTUYECKUX NTErOYHbIX
aptepusx [6]. PakTmnyecku, y 6onbHbix AJTAIT noBbieHbl YpoBHM Kak dombponentunaa A,
YTO OTpaXkaeT akTUBHOCTb TpoMOuHa [42], Tak n TxA, [43].

HecmoTtp4 Ha BbisiBneHne myTtaumi B BMPR2 B 6onblinHcTee cnyydaes CIIAT [8, 9],
natobmonornyeckme CBA3N MeXay reHeTUYECKUMMU HapyLLIEHNSIMU U pa3BUTUEM
NEro4YHoro CoCyamcToro runepTeH3MBHoOro 3aboneBanuns He noaTeepxaeHsl. C apyron
CTOPOHbI, BblCOKasi YacTtoTa "nctmHHon" cnopagundeckon UINAIT n cHmxkeHne
pacnpocTtpaHeHHocTn CJIAIT (nposiBneHnsa 3abonesaHna passmatoTcs Tonbko B 20 %
cnyyaeB myTtaumm reHa BMPR2) no3BonsaioT npeanonoXxuTb, Y4TO AN9 pas3BUTUS
3aboneBaHus TpebylTCs AONONHUTENBbHbIE TPUITEPbl. ATUMU MEXaHU3MaMu MOryT
ObITb BTOPUYHBIE COMATUYECKNE MyTauum npu HectabmuneHom BMPR2 [44],
nonuMopdunam reHoB, ceasaHHbIX ¢ JIAI (reH-TpaHcnopTep cepoToHnHa SHTT [40], reH
NO-cuHTasbl (ec-NOS) [45] n ren kapbamun-cocdatcnHtasel (CPS) [46]) nnn nobble
BO34eNCTBM1S, CNOCOOHbIE HapyLlaTb KOHTPOSIb POCTa KINETOK NerodHbIX COCyA0B.
Kpome TOro, MoryT cywiectBoBaTb Apyr1ne, noka HEM3BECTHbIE reHbl, UMeKLMe
oTHoweHwue K uenoyke BMP / TGF-#(3,. Ha camom gene mytauuun peuentopoB TGF-#3,,

10



aKTUBUH-peuenToponogobHon knHasbl 1 (ALK-1) n aHaornmHa BbISBNAKTCA Y BOMbHbIX
JIAT ¢ vHanBMAyanbHbIM UM CEMENHBIM aHaMHEe30M HacreaCcTBEHHOM
remMopparm4yeckon TeneaHrnoaktTasmm, unm bonesHn Penat-Bebepa-Ocnepa [26, 47].
HecmoTps Ha To, yTo npu JIAIT ycTaHOBNEHbI MHOTME Natobmnonornyeckne MexaHn3mbl B
KneTkax u TKaHsX, TOYHble B3aMMOLENCTBUSA 3TUX MEXAHNM3MOB B MHMLMALMK U
nporpeccnupoBaHnUN NaTONOrMYEeCKNX NPoLLECCOB U3yYeHbl HE4OCTAaTOYHO XOPOLLO.
BeposTHble TeopeTnyeckme B3aMMOCBSA3M BKITHOYAKOT KnacCcnyeckne B3anMoOTHOLLEHMS
MexXay reHeTn4ecKon npenpacrnosfioXXeHHOCTLIO U dakTopaMmn pucka, KoTopble MoryT
NHOYUMPOBaTb N3MEHEHUS B KNETKax pasfnyHbIX TUMNOB (rMagKoMbILeYHbIE,
aHAOTENnanbHble, BOCNanuTernbHble KNeTKN, TPOMOOLMTBI) U B SKCTPaLENONIAPHOM
MaTpUKCe NIErOMHON CUCTEMbBI MUKPOLMPKYNAUMK. ucbanaHc mexgy TpoOMOOreHHbIMH,
MUTOreHHbIMU, MPOBOCMANUTENBbHLIMU U Ba30OKOHCTPUKTOPHBLIMU dakTopamMun B
NPOTUBOMONOXHOCTb aHTUKOArynsHTHbIM, aHTUMUTOTUYECKUM 1 Ba30aUNaTUpyoLLMM
MexaHu3mMam MOryT MHULMNPOBATL U 3aKpennATb Takme npoLecchl, Kak
Ba30KOHCTPUKLMS, nponudgepaumsi, TPomb03 1 BocnaneHne B CUCTEME JIErO4HON
MUKPOLMPKYINALMU. TN MEXaHN3Mbl OTBETCTBEHHbI 38 BO3HUKHOBEHUE U
nporpeccupoBaHne NaTonorn4yecknx 06CTPYKTUBHbLIX U3MEHEHUI, TUNNYHBLIX Ans JIAT .
Mocnepytowee HapacTaHue JICC BegeT K neperpyske rnpaBoro Xenygodka n saatem K
NpaBoOXeryg04KOBOW HELOCTAaTOYHOCTM U CMEPTW.

[ns BbIACHEHUS, Kakne U3 3TUX HapyLleHUn aBnaTca npudmHon J1AI u Ha kakue
nydule BCero HanpaensTh fie4yeHne 3aToro 3aboneBaHuns, TpebyoTcs ganbHenwmne
nccrnenoBaHms.

OunarHoctuka

Mpouecc anarHoctuku JII TpebyeT npoBeaeHns psaga uccnegoBaHUn, HanpaBeHHbIX
Ha yCTaHOBNeHWe anarHosa, onpegenenue knmHndeckoro knacca J1I v tuna JIAI n
OLEHKY PYHKLMOHANbHbIX U reMOANHaMNYECKNX HapyLleHnin. B npaktuke yaobHo
ncnonb3oBaThb NocrnegoBaTenbHbIA NOAX0MA, COCTOALWMA U3 4 3TANOB:

I. KnuHnyeckoe nogospexue o J1II

Il. YctaHoBneHune gmnarHosa J1Ir

[ll. Onpegenenune knuHn4yeckoro knacca J1I

IV. OueHka tuna J1AIlN, dmsnyeckon TofepaHTHOCTU, FreMOANHAMUKN

Knuanueckoe nogospenue o JII'
KnunHnyeckoe nogospeHune o JIIN 4omkHO BO3HUKATL B fto6OM crydae ogbilkn 6e3
SIBHbIX NPU3HAKOB CEpAEYHOro Unu nerodHoro sabonesaHns nnu y 605bHbIX C
nmerowmmcsa 3aboneBaHMemM cepaua Unm Nerkux Npy HapactTaHUm O4bILLIKN, KOTOPOe
Henb3s 06BACHUTL 3TUM 3aboneBaHnem. Cumntomsl J1IT [48] Takke BKoYaloT
YyTOMMASIEMOCTb, CraboCTb, aHMMHO3HbIE BOMN B rPYAHON KNeTKe, CUHKONanbHbIE
COCTOSIHMSA 1 B3ayTUe xumBoTa. CUMNTOMbI B NOKOE NOSABASAIOTCH TOSMbKO B Aaneko
3awewmnx cnyyasx.
®dusnkansHble npusHakm J1I [48] moryT noTpeboBaTb onpefeneHHoro onbiTa Angd nux
OLEeHKN. K HUM OTHOCATCA yCUneHne cepaeyHblX TOHOB MO f1ieBOW NapacTepHanbHON
NMHUK, YyCUNEHNE NEeroYyHoro KoMnoHeHTa Il ToHa, NaHCUCTONMYECKUIA LLIYM
TPUKyCcnuaanbHoOW peryprutaummn, Anactosin4eckum LWymMm HegOCTaTOYHOCTU NEroYHbIX
KnanaHoB 1 npasoxenygoykosbin |1l ToH. HabyxaHue WwenHbIX BEH, renatomMeranus,
nepudepunyeckme OTeKM, acunT U NOXON04aHNe KOHEYHOCTEN XapaKTepHbl Anst bonee
pa3BepHyTOM cTagmn 3aboreBaHusi C NpU3HakaMmy NpaBoXesyg04YKOBOM
He4OCTaTOYHOCTU B NOKoe. Takke MOXEeT UMETb MECTO LIEHTparibHbIN LMaHo3 (a nHoraa
nepugepuyeckun u CMeLLaHHbIN UMaHo3). AycKynbTaums nerkmx, Kak npasuno, He
BbISIBNSAET NU3MEHEHUMN.
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KnuHnyeckoe nogosperue o JlIIN nosesnaeTcs, korga 9Ty Npu3Hakyu BO3HUKAKT Ha OOHe
COCTOSIHUSA, KOTOpoe MoxeT conpooxaatbes JIAIN, Hanpumep, 3CT, nopTanbHOM
rmnepTeHsuun, BUY-nHpekumn, BpoXxXaeHHbIX NOPOKOB cepaLa C CUCTEMHO-IEroYHbIMU
wyHTamun. MNMpn Hannuumn aTMX NpeapacnonaratLwmx 3abonesaHnn HEKOTopbIe
9KCNepTbl BbICKa3bIBAOTCS 3a NEPUOANYECKOE CKPUHMHIOBOE obcrnegoBaHne Takux
BonbHbIX C Lenblo BbisIBNEHUs acumntomatmyeckon JIIM Ha paHHen ee ctagum [49] (cm.
Hwke pasgen "Ocobble cocTosaHua").

HakoHeu, JII" MOXxeT ObITb 3anofo3peHa Npu N3MeHEHNSIX ANeKTpoKapanorpamMmmbl,
PEHTreHorpaMmbl OPraHoOB rPyAHON KNETKM UK Npu axokapamorpagumn, Kotopble
BbIMOMHANUCH MO APYrMM KIUHUYECKUM NPUYNHAM.

YcraHoBieHue auaraosa JII°
OT0T aTan TpebyeT NpoBeAeHUs UccrneaoBaHnin, KOTopble CnOoCOobHbI NOATBEPANTD
aunarHos JII'. K Takum nccnegosanusam otHocatea OKIT, peHTreHorpamma opraHoB
rPyAHON KNeTkn n gonnnep-axokapanorpadus (O-OxoKI).
OKIr
OKI MmoxeT gatb NpeanonioXUTENBHYHO NK NoAgTBepXAaroLwyo nHdopmauuio o JII npu
NOSIBIIEHUN TMNEPTPOCOMM N PACTSKEHMSA NPABOro Xenyaodka u gunaraumm npaBoro
npencepaus. Mmneptpodus npasoro xenyaoyka BoissnseTcsa Ha Kl y 87 % 6onbHbIX,
a OTKIIOHEHWE AneKTpUYecKkon ocn cepgua Bnpaeo — Yy 79 % 6onbHbix ¢ VAT [48].
OpHako OKIM HegocTaTo4HO YyBCcTBUTENBLHA (55 %) U cneumdunydHa (70 %), 4TOBbI ObITb
CKpUHWHroBbiM MeTogom ans anarHoctuku JIAIC [50]. HopmanbHasa SKIT He ucknovaet
Hanuuusa Tsxkenon J1AT.

PeHTreHorpamma opraHoB rpygHOM KINeTku

Y 90 % 6onbHbIX ¢ WITAIT B MOMEHT NOCTAHOBKM AnarHo3a MMeKTCs N3MEHEHUS Ha
PEHTreHorpaMme OpraHoB rpygHon knetkm [48]. OHuM BKMOYAOT paclUMpeHne Nero4yHom
apTepumn, KoTopasi pyn KOHTpacTMpoBaHuKM "TepsaeT" nepndepnyeckne BeTBu. Takke
MOXHO YBUAETb YBENUYEHNE NPaBbIX NPEeAcCepans U XKenyaodka, Kotopoe
nporpeccupyeT B pasBepHyTon ctaguun 3abonesaHuns. PeHTreHorpacdusi opraHos
rPyaHOM KNeTKM NO3BOSISET JOCTAaTOYHO HaeXHO UCKITIOYNTL CBA3aHHble ¢ J1IT
cpegHeTsenble 1 TsKenble 3ab0neBaHns NerkMx U Nero4yHy BEHO3HYHO MMNepTEH3NIO,
obycnoBneHHyo naTtonorven nesbix otaenos cepaua. OgHako HopMarnbHas
pPEeHTreHorpaMma OpraHoB rpyaHOM KNETKN He UCKIOYaET Nerkyr NoCTKanunmsipHyo
NEroYHyr rmnepTeH3nto Ha hoHe 3aboneBaHnin NeBbIX oTaenos cepaua nnu J1IBOB.

[onnnep-axokapauorpadgus

[-OxoKI™ sBnseTca npeBOCXO4HbIM HEMHBA3UBHbLIM CKPUHUHIOBBIM METOA40M AN
B6onbHbIX ¢ nogo3peHnem Ha JI'. [-OxoKI no3BonsieT OUeHUTb CUCTONMYecKoe
nasneHue B nerovHon aptepun (CAJ1A) n MoXeT gaTb LOMNOMHUTENBbHYO MHOPMaLnio
o npuyunHe u nocneactauax J1I. Mpu oTcyTCTBUM OBCTPYKLMM BbIXOOQHOMO oTAena
npasoro xenygo4vka cJ1A aKkBMBaneHTHO CUCTONNYECKOMY OaBfEHUIO B NpaBoOM
xenypgouke (cOMXK). cAMK paccumTtbiBaeTcs Npy n3aMepeHnn CKoOpoCTn NoToka
CUCTONUYECKOW peryprutaumm Ha ypoBHE TPEeXCTBOPYATOro KnanaHa v v AaBneHus B
npasom npeacepavn (AMM) no gopmyne: cAMX = #4v? + OMN. Onn - nu6o
CTaHA4apTM30BaHHas BenMynHa, NMb0o paccumMTbiBaeTCA MO NapameTpam HWKHEN NOSIon
BeHbl [51] nnu BennymMHe paclumpeHuns rynsapHon BeHbl. [1oTok TpukycnnganbHON
peryprutaumm MOXHO namepuTb y 6onblimHceTBa 6onbHbIX J1I (74 %) [52]. B
BonbLIMHCTBE NCccnefoBaHW NonyyYeHa BoipaxeHHas koppenauus (0,57-0,93) mexay
BenuunHamu cJ1A, namepenHoimu npu O-OxoKl™ n npu kaTeTepmsaunmn npasbix
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otaenos cepaua (KrC) [53]. OgHako Anst MUHUMM3ALUKN TOXKHOMNOSTOXUTENbHbBIX
pesynbTaTtoB [54] BaxHO onpenenutb npu O-OxoKI cneynduyeckue nokasartenu,
noaTesepxgawwwmne gmarHos J1I.

Pasbpoc caIMXK y 300poBbIX N1, XOPOLLO U3y4eH. B 6onbLlion nonynsauum My>xxymH 1
XeHLWwmH B Bo3pacte oT 1 ao 89 net cIMX 6bino 28 £ 5 mm pT. CT. (pasbpoc 15-57 mm
pT. cT.). cOIMK noBbIlaeTca ¢ BO3pacToM 1 yBeNuUYeHneM nHaekca maccol Tena [55]. B
COOTBETCTBUM C 3TUMU JaHHbIMU fnerkyto JIIT MoxxHo onpegenutb kak cOMXK npumepHo
36-50 MM pT. CT. NN CKOPOCTb TPUKyCnuaanbHOW peryprutaumm B nokoe 2,8-3,4 m/c
(npuHMmasn 3a Hopmy AN 5 mm pT. cT.). CneagyeT 3amMeTuTb, YTO Takoe onpeaeneHne
BrieYyeT B HEKOTOPOM Ymucne crnyyaes runepamarHoctuky J1IT, ocobeHHO y NOXUNbIX, U
NpY HaNUuMK KNnHnYeckoi kaptuHbl J1T (knacc 1-111 no Hito-Wopkckon knaccudukaumm
Accoumaumm Cepgua - NYHA) HeobGxoanmo noateepanTb anarHo3 ¢ nomoubio Krc. Y
acumntTomaTudecknx 6onbHbIX (knacc | no NYHA) cnefyeT uckntodatb COnyTCTBYOLME
3CT n nosTopuTb AXOKI Yepes 6 mec. Heobxoanmo uMeTb B BMAY, YTO YCTaHOBMEHME
nosblweHHoro cAIMK He onpenenseT To4Ky, B KOTOPOW nosbileHHoe cAMK
CTaHOBUTCS KITMHUYECKM 3HAYMMBbIM, MPOrHO3MpyeT AanbHenwmne nocneacTemst 3Toro
noBbIWEHMSA 1 / unu TpebyeT cneunduryeckon Tepanun. Takke criegyeT NpyHUMaTh BO
BHMMaHMe BO3MOXHOCTb NOXXHOOTpULUaTeNbHbIX pedynbTaToB [-OxoKI™ gaxe npu
OONbLUNX KNUHMYECKNX NOO03PpEeHUsIX [56].

Mpn nogTeBepxaeHun amarHosa J1IM n oueHke ee TSHKECTU BaXKHYIO porib urpatoT
OONONHUTENbHbIE JONNNep-axokapanorpadudeckme napaMmeTpbl, B TOM Yucne
pasmMepbl 1 PYHKUUSA NPaBOro 1 fieBOro XesnyaoykoB, U3MEeHEeHUs TPUKYCNUOansHoro,
MUTparbHOro KrnanaHoB W KrnanaHa fero4Hon aptepum, gopakumnsa Boibpoca npasoro
Xenygodka n napamMeTpbl HAaNoMHEHUS SIEBOrO Xenyao4dka, pa3smepbl HUXHEN NONon
BEeHbl N nepukapamanbHbin BoINoT [57, 58].

Momumo BoisiBneHna J1IM, O-OxoKI™ no3songeT npoBecTu anddepeHumanbHyo
ONarHoCTUKY BO3MOXHbIX NpuynH J1I 1 HayaTb dhasbl Il u IV gnarHoctnyeckoro
npouecca. [1-OxoKIr MOXeT BbIsIBUTb NATONOrMIO KnanaHoB U MMOKapAa NeBbIX OTAEN0B
cepgua, KoTopble CTAHOBATCS NPUYNHON NTIErOYHOM BEHO3HOW MMNepPTEH3UN
(KnMHMYecknin knacc 2), BpOXAEHHbIE NOPOKM cepaLua C CUCTEMHO-NEroOYHbIMU LLYHTaMu
(knnHnyecknin knacc 1.3.2). BHyTpuBeHHOe BBeAEHNEe KOHTPACTHOro BELLLECTBA MOXeT
BbISIBUTb HE3apaLLeHHOE OBaribHOE OKHO nnun HebonbLon aedekt MMM no Tuny
BEHO3HOro CMHYyCca, KOTOPbIE MOXHO NMPOonyCcTUTb Npu ctaHgapTHon [O-OxoKT .
MoTpebHoCTb B TpaHca3odareansHom axokapaunorpadum (TO-3xoKIh) Bo3HMKaeT
penko, 3To uccnegoBaHne 0bbIYHO NCNONb3YEeTCa ANA NOATBEPXKAEHUSA HANMMYns 1
OLIEHKM TOYHOro pasmepa maneHbkoro gedekra MIM.

OnpeneneHue KIMHAYEeCKOro kiacca JIIK

Cnepyowmm warom nocne yctaHosneHusa guarHosa J1I sensetca onpegeneHue
KIMMHWUYECKOro Kriacca B COOTBETCTBUM C BeHeLmaHCKOW KNMHMYECKOM Knaccudukaumnen
(cm. Tabn. 1) [1]. B3T10 TPebyeT NPUMEHEHNSA 06s3aTENBHBLIX METOAOB UCCNELOBaHMS,
Takux kak [1-OxoKI™ (kak onucaHo Bblilwe), NerovHbIX PYHKLMOHAIbHbIX TECTOB, B TOM
yucre uccrnegoBaHus ra3oBoro cocTaBsa apTepuanbHOW KPOBU, N BEHTUNALMOHHO-
nepgyaunoHHoro (V / Q) ckaHupoBaHus nerkmx. Npn HeobxogMmMocTh B OTAESbHbIX
CcUTyaumnsax MOryT UCMONb30BaTbCA AOMNOMNHUTENbHbIE METOAbI, TAKNe Kak
KoMmnbloTepHas Tomorpadusa nerkux (KT) nerkux Beicokoro paspewueHus (KTBP),
cnupanbHasa KT, aHrnorpadusa nerodHbiX Cocyaos.

JleroyHble doyHKLMOHarbHbIE TECTLI U UCCIefoBaHNe ra3oBoOro cocraBa apTepuansHom
KpOBMU

JleroyHble oyHKUMOHarbHbIE TECTbI U Fa30BbIA aHaNU3 apTepuansHON KPOBU MOTYT
OLEHNTb BKag nexawmx B ocHoBe J1IT 3aboneBaHuni gbixaTenbHbIX NyTen unm
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nerovyHon napeHxmmsbl. ¥ 6onbHbIX ¢ JIAIT 06bI4HO CHWXXeHa aAnddy3noHHas
cnocobHOCTb Nnerkmx no MoHookemay yrnepoaa (DLco) (kak npaBuno, B npeaenax 40-80
Y ponx.) U YMEHbLUEHbI NeroyHble 06 beMbl B FTIEMKON UKW YMEPEHHOW cTeneHn. B
pe3ynbTaTe anbBeONSAPHON MTMNEPBEHTUNALNN HANPSPKEHME KMCNOpoaa B
apTepuanbHon Kposu (PaO3) MOXET crnerka CHUXaTbCsl N OCTaBaTbCA HOPMarbHbIM,
a HarnpsbkeHue yriekucroro rasa B aptepuarnbsHon kposu (PaCO;) cHmxaeTcs.
XpoHuyeckasa obcTpykTuBHasa 6onesHb nerknx (XOBJT) kak npuynHa runokcmnyeckomn J1I
ANarHoCTUpyeTCcst Ha OCHOBaHUM HeobpaTmon BpoHxManbHOM 06CTpyKLmmM [59],
BblABNSieMON 0ObIYHO Npu n3mepeHnn obbema hbopcmpoBaHHOro Bblgoxa 3a 1-to ¢
(O®B,). Takne 6onbHbIE HApAQY C OrpaHMYEHNEM BO3AYLUHOMO NOTOKa N yBENUYEHNEM
OCTaTO4HOro o6bemMa 4acTo MMEKT HopMarbHoe nnu nosblweHHoe PaCO; n cHuxeHne
DLco. Omdunsema cerogHsa guarHoctupyetcs ¢ nomollbio KTBP. CHmkeHne neroyHbix
06beMOB Npy OAHOBPEMEHHOM CHUWXeHUN DLco MoXeT o3HavaTb Hanuune
nHTepcTuymnansHoro 3abonesaHus nerkux (M3J1). KTBP aBsnsetca ocHOBHbIM cnocobom
oueHkun Tshkectn N3J1 [60]. MNpu KNMHMYECKOM NOAO3PEHNN HA OOCTPYKTUBHOE anHoa /
MMNOMHO3 CHa M AecaTypauntio B HOYHOE BPEMSI NPOBOAUTCA CKPUHUHIOBasi OKCUMETPUS
N NoNMcoMHorpadunsa B TeHEHNe HOYM.

BeHTnnaumnoHHo-nepdyanoHHoe (V / Q) ckaHmpoBaHue nerkmx

Mpn NAT V / Q ckaHMpoBaHue MOXET BbITb MOMHOCTLIO HOpMaribHbIM. OgHaKo 3To
nccnegoBaHMe MOXET BbISIBUTb MarneHbkne nepugepudeckne HecermeHTapHble
aedekTbl nepdysnm. 3T y4acTKn HOpManbHO BEHTUINMPYIOTCS, CrieaoBaTenbHO,
cooTHoweHne V / Q 6yaeTt nameHeHo. V / Q ckaHnpoBaHWe Nerkmx siBrseTcs crnocobom
ANarHOCTUKN XPOHMYECKo Tpomboambonmyeckon nerodHom runepteHaumn (XTIJT,
KnuHnyeckun knacc 4) [61]. Mpn XTI gedekTbl nepdy3nn obbl4HO pacnonararoTcs
Ha OONEeBOM M CErMEHTapHOM YPOBHE, YTO OTpaXkaeTcsa CerMeHTapHbIMN gedekTamm
nepdyaum npu ee rpacdpmnyeckom n3obpaxkeHmmn. NMNocKonNbKy 3TN y4acTku
BEHTUNMPYIOTCA HOpMarbHO, TO AedekTbl nepdy3nn He coBnagatoT ¢ AedekTamum
BeHTUNAUMK. Mpn auddepeHumansHon guarHoctuke WA n XTI V/Q
CKaHupoBaHue nerkmx obnagaetT BbICOKOM YyBCTBUTENBHOCTLIO (90-100 %) 1
cneumdunyHocTbio (94-100 %) [61]. OgHako aedekTbl Nnepdysnn, He coBnagarowme ¢
BEHTUNALMOHHBIMK, TaKkKe MOryT BbiaBnATbCA npu JIBOB. Takne nauneHTbl HyXgarTcs
B TLWATENbHOM AanbHenwem obcnegosanum (cMm. pasgen no KTBP). Y 6onbHbIX €
napeHxnmaTo3HbIMK 3aboneBaHns MK Nerknx gedekTol nepdy3nmn coBnagatoTt ¢
BEHTUNALMOHHBIMKN fedeKkTamu.

KTBP nerkux

KTBP paet getanbHyto MHGOpPMaLMO O COCTOAHUN NIEFOMHON NapeHXnMbl 1 obneryaeT
anarHoctuky U3J1 n amdusembl. Hannume nHtepctmumnanbHbIX MPU3HAKOB, CXOAHbIX C
TEMW, YTO BCTPEYAOTCA MPU NEBOXENYA0YKOBON HEQOCTAaTOYHOCTH, TAKMUX Kak

AN dy3HbIE LieHTparibHble 3aTEMHEHUA MO TUMNY "MaToBOro ctekna" u ytonueHve
MEXO0STbKOBbIX NEPEropoaok, no3sondet 3anogo3putsb JIBOB; aononHUTeNnbHbIMN
npu3Hakamu sIBRSOTCA MM oageHonaTus, nnespasbHble 3aTeMHEHUS U BbINOT [62)].
[ndy3Hoe BYXCTOPOHHEE YTOrLLEHMNE MEXO0MNbKOBbIX NEeperopogok U Hanmyme
ManeHbKUX LeHTPUNOBYNAPHbBIX OKPYIMbIX 3aTEMHEHUIN C HEYETKMM KOHTYPOM faeT
OCHoBaHue npeanonoxutb JIKT.

CnupanbHas KT nerkmx ¢ KOHTpacTHbIM YCUMEHNEM, aHrmorpagus feroYHbIX CocygoB U
MarHUTHO-pe30HaHCHasa Tomorpadgus

CnupanbHas KT nerkmx ¢ KOHTpacTHbIM ycuneHnem nokasaHa 6onbHeiM ¢ J1I7, y
koTopbiXx V / Q cumHTUrpadums nerkmx BbiBuna cermeHTapHble unm cybcermeHTapHble
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aedekTbl nepgysnm Npy HopManbHOW BEHTUNALMK, T. €. NONy4eHOo nameHeHune V/ Q
COOTHOLUEHUS, YTO MOXET ObITb CBMAETENBCTBOM XPOHUYECKOM TpoMBoambonum
nerkux. KT npu3aHakaMn XpoHMUYeCcKon Tpomoboambonuyeckon 6onesHn SBnstoTcs
MONHasA OKKIHO3MS NErovHbIX apTepun, AedeKkTbl HANONHEHU nocne TpoM6oB,
pekaHanuaauusi 1 CTeHO3bI, UK ceTyaToCTb [63, 64].

TpagnumnoHHasa aHrmorpadusa nerkmx no-npexxHemy Heobxogmma B guarHoctuke XTSI
AN Nydwero BbisiBreHnst 60MbHbIX, KOTOPbLIM NOKa3aHa 3aHA4apTepPMoaKkToMmmsa [61].
JleroyHas aHrmorpadusa 6onee TouHasa 4ns BbISBNEHUS OUCTaNbHOM OOCTpyKUMn
COCY[IOB M1 TaKXe nokasaHa B Crlydasix COMHUTESIbHOro pesyribtata cnvparnbHon KT ¢
KOHTpPACTMpPOBaHNEM Y BOMNbHbIX C KIMMHUYECKUM U CUUHTUIPpaMYECKUM NOLO3PEHNEM
Ha XTJJII. OTta npoueaypa goctaTtodHo 6esonacHa gaxe onst 6onbHbIX ¢ Tshkenon JI
NPV BbINOMHEHUN OMbITHBIMU COTPYAHNKaMW. [onesHble TEXHUYECKNe aetTanm
BKIMOYAOT UCMOSNb30BaHME COBPEMEHHBIX KOHTPACTHbIX NpenapaTos, pa3fenbHoe
BBeZleHNe B NpaBylo U NEeBY BETBb U MHOXECTBEHHbIE CHUMKM.

C Bo3pacTatoLlen yactoton y 60mnbHbIX € JIAIT npuMeHaeTcss MarHMTHO-pe3oHaHCHas
ToMorpadus Anst OLEHKN NaToNorm4yeckmx N yHKUMOHaNbHbIX U3BMEHEHUIN KaK
cepaeyHon, Tak u nerovyHomn umpkynsumm [63]. OgHako HeoBXxoaMMO HakonneHme
OOMNOSTHUTENBLHOrO ONbITa, NPeXae Yem caenaTtb 3TO UccnefoBaHue PyTUHHBLIM A1
GonbHbIX ¢ JIAT.

OueHka JIAI" (Tun, pusndeckasn TonepaHTHOCTb, reMoANHaMumKa)

Mocne Toro, kKak onpeaeneH knnHndecknn knacc JIAIC (knHnyecknn knacc 1), moryT
notpeboBaTbCA AONOMNHUTENbHbLIE UCCNEAOBAHNA ANA TOYHOro onpeaenexHns tuna J1Al
N ONA OUEHKN PU3NYECKON TONEPaHTHOCTU N FreMOANHAMMKMN.

WccneposaHne KpoBUN N MMMYHOJ10InA

HeobxoanMbl pyTUHHBIN 00LLMIA 1 BUOXMMUYECKUI aHanNn3bl KPOBU N UCCnenoBaHne
PYHKUMN LINMTOBUAHOM Xenesbl. CneayeT Takke BbIMOMHUTb CKPUHNUHIOBOE
obcrnepoBaHne Ha TpoMbounuIo, BKNtoYatoLee aHTMdOoCHoNUMnNUaHbIe aHTuTena
(BOMYaAHOYHbIN @aHTMKOAryNAHT, aHTUTENa K kapanonunuHy). 3CT guarHocTupyrotcs
nepBOHa4anbHO NO KIMHUYECKMM 1 NabopaTopHbIM KpUTEPUSIM U NO ayTOMMMYHHOMY
CKPUHWHTY, BKIOYaloLWeEMy aHTUHyKNneapHble aHtutena (AHA), K KOTOpbIM OTHOCATCS
aHTUUEHTpoMepHble aHTuTena, aHtu-SCL70 n pnuboHykneapHbii npotenH (RNP).
Okono TpeTun 6onbHbIX ¢ AT MMEeoT NONOXUTENBHLIN, HO HU3KMA TUTP AHA (#< 1 :
80) [65]. BonbHbIE CO 3HAYNTENbHBIM NoBbIWeHneM AHA 1 / nnn ¢ KNMHUYeCKomn
KapTUHOWN, nogo3puTenbHon B oTHowweHnn 3CT, Hy)XaatoTca B AanbHENLWeM
ceposiormyeckom obcnegoBaHMn 1 KOHCYNbTauum pesmartosiora. HakoHel, Bce
B6onbHble AoMKHbI ObITb 06cnegoBaHbl Ha BUY-nHpekunto.

YnbTpassykoBoe obcrnegoBaHne opraHoB OproLLHOM NONOCTH

Lnppos neyenn n / unn noptanbHyO MMNEPTEH3NIO MOXHO HAAEXHO UCKNIOYNTD NpU
yNbTpa3ByKOBOM MCCregoBaHUM opraHoB GptolHon nonoctu. Micnonb3oBaHue
LBETHOro gonnnepa Takke NoMoraeT OTfIMYUTb NACCUBHYHO MOPTaribHY rMNePTEH3MNIO
B pe3ynbTaTte npaBoXenyao4koBOM HEAOCTAaTOYHOCTWN OT NOPTaNbHOW rMNepTeH3nn,
BbI3BAHHOM MOBLILLEHNEM TPAHCNEYEHOUYHOr0 BEHO3HOMO rpagmMeHTa Ha hoHe umpposa
neyeHu. Micnonb3oBaHne KOHTPACTHbIX BELLECTB ynydwaeT guarHocTuky [66]. uarHos
nopTanbHON rMNePTEH3MMN MOXHO NOATBEPAUTL, ONPEAENUB NOBbLILLEHHbLIV FPagneHT
Mexay cBob6OOHbIM AaBfEeHMEM U AaBNEHWEM 3aKNMHMBAHUSA B NEYEHOYHON BEHE MpK
KIMNC (cm. pasgen "lMopTo-nynbmoHanbHas runepteHsns”) [67].

dunsnyeckaa TonepaHTHOCTb
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O6beKkTMBHas OLEHKa TONEePaHTHOCTU K pmn3ndeckon Harpyske y 6onbHbix ¢ JTAT
ABNSAETCHA BaXXHbIM CNOCOOBOM yCTaHOBNEHNS TshkecTn 6onesHn [68, 69] n
ahekTnBHocTN nevenus [70, 71]. Hanbonee yacto npu JIIN ncnonb3yoTcsa Takue
Harpy3ouHble TeCTbl Kak TeCT C 6-MUHYTHOW xoabbon (6MT) n kapgnonynbMoHarnbHoe
Harpy3oyHoe TectupoaHue (KMNHT) ¢ oueHkon napameTpoB razoobmeHa.

6MT aBnseTcs HeQOPOrMM N TEXHUYECKU NPOCTbIM MeToAoM [72]. OH NnporHo3upyeT
BbhknBaemocTb npu UJIAI u oTpuuatenbHO KoppenupyeT ¢ OUeHKON PYHKLNOHaNbLHOIro
ctatyca no NYHA [68]. Npu npoBeaeHnn 6MT o6bl4HO ncnonb3ytoT Wwkany bopra,
KoTopasa onpenensieT CybbeKTUBHYIO CTEMNEHb TSXKECTU OAbILKN HA hOHE PMU3NYECKOMN
Harpy3ku. CHxXeHne catypauum aptepmansHon kposu > 10 % Bo Bpemst 6MT B 2,9 pas
yBefiM4MBaeT PUCK fieTarnbHOro ncxoaa B TedeHue 26 mec. B cpegHem [73]. 6MT
ABNAETCA TPaaULUMOHHBIM "NepBUYHbLIM" KOHEYHBLIM NoKasaTenemM B 60MbLUNHCTBE
KNMUHUYECKNX KOHTPONUPYEMbIX nccnenoBaHum y 6onbHbix ¢ JTAT [70].

KMHT no3sonsieT namepsTb Noka3aTenn BEHTUNALMN N ra3000MeHa BO BpeMS
om3NYECKOM Harpyskun, YTo AaeT AONONHUTENBHY NaTOU3NONOMMYECKYIO
MHpopMaLn0 MOMUMO TOWN, KOTOPYIO OBbIYHO NOSyYaloT NP CTaH4APTHOM
Harpy304HOM TecTMpoBaHuun. Y 60nbHbIX € JIAlT, Kak NpaBuo, CHUXKaKTCA NMKOBOE
VO,, nukoBas MOLLHOCTb paboTbl, COOTHOLWEHNe anHamMmukn VO, K AMHaMUKe MOLLHOCTH
paboTbl Ha YOHE Harpy3kn, aHaspPOBHbLIN NOPOT U NMUKOBbLIN KUCIOPOAHbLIN NYSbC; Y HUX
yBenuymnsarTcsa nerovyHas seHTunaumna VE n VCO,, oTpaxatowme HeadppeKTUBHOCTH
BeHTUNAUmMKM [69]. MNMukosoe VO, koppenupyeT ¢ NporHo3oM y 6onbHbix JIAT [69].

KMNHT ncnonb3oBanock B He4aBHO NPOBeAEHHbIX MYNbTULEHTPOBLIX UCCNefOoBaHUsX,
HO 9TOT TECT He NoATBepaun ynyyweHune, nonyyeHHoe npu 6MT [74, 75]. BoamoxHoe
06bACHEeHne aToMy hakTy coctouT B ToM, 4YTO KINHT TexHnyeckn Gonee cnoxHoe
nccnegosaHune, yem 6MT, un pesynbTaThl KINMHT mMornun 3aBnceTb OT onbiTa
nccneposartenen. [lpyroe o6bsacHeHMe 3aknoyanocb B He4OCTaTOYHOM
yyBcTBUTENBHOCTU KIMHT Npun oueHke adhdhekTUBHOCTM NeveHnd, kotopasa morna bbiTb
MEHEee BbIpaXXeHa Npuv MakCUMaribHbIX Harpy3kax no CPaBHEHUIO C
cybmakcumarsnbHbIMMU.

remognHamunka

[na nogreep)xaeHus anarHosa J1AlT, oLeHKN TSXKECTU reMoaNHaMUYECKUX N3MEHEHUI N
nccnegoBaHNs peakTMBHOCTU COCYA0B Marnoro Kpyra kpoBoobpalleHnsa Heobxoguma
KIC. MNpun aTom Bceraa cnegyeTt oueHnBaTb criegyowme napaMmeTpbl: YacToTy
cepaeyHblx cokpalleHun (UCC), A, AJ1A (cuctonmyeckoe, AnacTonnyeckoe u
cpegHee), faBreHne 3aknMHMBaHUS B NieroyHbix kanunnapax (J143), cepaoeyHbin
BbIOpoC (NyTem Tepmoaunounmn nnm metogom durka B Criyvyasix CUCTEMHO-JTEFOYHbIX
LWYHTOB), KPOBAAHOE AaBfneHne, Nero4Hoe N CUCTEMHOE COCYyaMCTOe COMPOTUBIEHNE,
caTypauuio Kncrnopoga aptepmanbHON U CMeLlaHHON BEHO3HOM KPoBU (M caTypaumio B
BEpPXHEW Moo BeHe B CrydYasx CUCTEMHO-NEroYHbIX LUYHTOB).

HwnarHos JIAI BbicTaBnsawoT npu cpegHem ON1A > 25 mm pT. CT. B nokoe unm > 30 MM pT.
CT. Npu pusundeckon Harpyske, J103 #< 15 mm pT. cT. 1 JICC > 3 M™m pT. CT./n/MUH
(eannHuubl Bypa). Katetepmsauus nesbix 0TAENOB cepaua Tpebyetcsa B peakux
CUTyaumsx, Korga Henb3s HagexxHo nameputsb J103.

MoaTtBepxaeHne gmarHosa nytem KINC tpebyeTtcsa y naumeHToB C KIMHUYECKOMN
kapTuHon J1I™ (knaccel Il v 11l no NYHA) ¢ nerkown J1I npu oueHke no O-OxoKI™ (cm Bbiwe)
C Uenbo BbIABNEHUS BOMbHbIX, KOTOPbIM HEOOXOAMMbI AanbHENLLME ANAarHOCTUYECKNE
nccnegoBaHns n nedenune. Nameperue J103 nomoraeTt pasnmyunTb apTepuanbHyo U
BEHO3HYH0 JIIM y BOMbHbIX C CONYTCTBYIOLUM NOPaXeHNEM NEBbIX OTAENOB cepaua.
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KINC Takke BaxkHa Ans 60MbHbIX C YK€ YCTaHOBEHHbLIM OMarHoO30M CpeaHeTSKENon n
Tshkenon JIAIT B cBSI3M C TEM, YTO reMogMHaMmU4eckme napameTpbl MMEOT
NPOrHOCTUYECKOE 3Ha4YeHue [2].

MoBbiweHue cpegHero AMMM, cpeaHero OJ1A, cHMXeHne cepaeyvHoro Boibpoca u
LleHTpanbHOM BEHO3HOW caTypauumn Kucnopoga csa3aHo ¢ Hambornee
HebnaronpmsaTHbIM NPOrHO30M Yy 6onbHbIX ¢ UTAT. MamepeHne remogmHaMmyecknx
nokasartenen no3eonsieT yctaHoBuTb natoreHe3 UJTAI y KOHKpeTHOro 60MbHOrO,
paccumMTaB (PopmMyny NporHo3a [2], KOTOpYyo Takke NPUMEHSIOT OS5 OLEHKU
OTAaneHHbIX pes3ybTaTOB HOBbIX METOA0B NIEYEHUSA UNN BbKMBAEMOCTU [76-78].
OpHako ata oopmyna 6bina BeiBegeHa novtn 15-20 neT Ha3ag n He BNonHe NOAXoAnNT
ANs HblHeLWHen nonynauum 6onbHbIX JTAT.

PesynbTaTbl HEKOHTPONUPYEMbIX UCCNegOBaHUM A0MNYCKaloT, YTO ANMTenbHoe
Ha3Ha4YeHMe aHTaroHMCTOB KanbLnS YBENNYMBAET BbPKMBAEMOCTb B PEOKMX Crydasax
"OCTpO" pearvpyoLmx Ha 3TO feyeHne 60NbHbIX MO CPABHEHUIO C HE OTBETUBLUMMM Ha
Tepanuio [79]. B uenom nNpuHATO, YTO BOSbHbIX, Y KOTOPbIX BO3MOXEH 6rnaronpuaTHbIN
NPOrHO3 B pesyrbTaTte ASIMTENbHOro NeYeHna aHTaroHMCTamMmm KanbLUns, MOXHO
BbISABUTb NPU OCTPOM BasoaunataumoHHoM TecTe Bo Bpemsi KINC [80]. Oanako
npeanonaraeTcd, Y4To A5 NOSIHON YBEPEHHOCTU B TAKOM NPOrHo3e Heobxogmma u
NONOXUTENbHAsA peakuns B OCTPOM TeCTe Ha Ba30OPeaKTUBHOCTb, N CTabunbHbIN
3(peKT OT ANUTENBLHOrO NeYeHNs aHTaroHMcTamu Kanobuma [81].

[na cHKeHs pucka BO3MOXKHbIX OCITOXHEHUI OCTPbIN BasoaunaTalMOHHbIN TeCT
cnegyeT NpPoOBOAMTb, UCMONb3YS TOMBKO NeroyHble BasoannaTaTopbl KOPOTKOro
nencteus Bo Bpemsi nepeon KINC B KNMHUYECKMX LEHTPAX, UMEIOLLMX OMNbIT TaKNX
nccneposaHui [82]. B HacTosiwee BpeMs ANs OCTPOro Tecta UCMNosib3yoT
BHYTPUBEHHbIN NPOCTALUUKIIMH U ageHo3nH 1 nHransumoHHbii NO [83, 84]. NMeproab!
nonyBsbIBEAEHMS, 0O3bl U ANMTENBbHOCTb BBEAEHMS NpuBeaeHbl B Tabn. 5.

Tabnuua 5. Cnocobbl BBeAEHWs, Nnepuog NonyBbiBeAeHUs!, [03bl U ANUTENbHOCTb
HasHayYeHus Hanboree YacTo UCMOoNb3yeMblX NPenapaToB Ans NTIEeroYHbIX
Ba3oaunaTaLuoOHHbIX TECTOB

Mpenapat MyTb Mepwuog No3bi® MoBbiWweHn | AnutenbHoc
BBELEHMS nonysbiBege e nos° Tb
HUSA BBeaeHus®
ONonpocTeH | BHYTPUBEHHO 3 MUH 2-12 2 Hr/kr/MyH | 10 MUH
on HI/Kr/MWH
AneHosuH BHyTpuBeHHO | 5-10c 50-350 50 2 MUH
MKI/KI/MUH | MKI/KT/MUH
NO nHransumonHo | 15-30 ¢ 10-20 - 5 Mun®
ppm

anMe‘-IaHI/IeZ a_ npmuBeaeHbl nepBoHa4varbHad U MakCuMaribHadA O03bl; °_
CTyneH4aToe noBblillEHNE O03bl HA YKa3aHHYIO BEJIMHNHY, | — ANUTENLHOCTb KaXXaoun
CTyneHwu; A_ ao3a NO nosbilaeTcs OOHOKPATHO B YKa3aHHbIX rnpeaenax.

Peakunsi B OCTpOM TeCTe Ha Ba30pPeaKTMBHOCTb CHMTAETCA NOMOXUTENBHOW, eCnn
cpegHee OJ1A cHmxkaeTca Ha #> 10 MM pT. CT. U gocTuraeT abCcontoTHON BENUYNHBI #<
40 MM pT. CT. NPU NOBLILLIEHWUN UM HEN3MEHHOW BENMYNHE CepAeYHOro Bbibpoca
(6onbHble ¢ nonoxutensHon octpon peakumen) [11, 81, 85]. Takon pesynbTaT
Habnogaetcs Tonbko y 10-15 % 6onbHbIX ¢ UTTAT [81, 83]. Y 60MbHbIX C
NONOXUTENBHOW OCTPOW peakumnen bonee BepoATEH CTabUNbHbBIN NONOXUTENbHbIN
3hbdeKkT OT ANUTENBHOrO NEeYEeHMs1 BbICOKMMIN JO3aMUN aHTaroHUCTOB Kanbuus, U 3TO
€[VHCTBEHHasa KaTteropus 605bHbIX, KOTOPbIX MOXHO 6€30MacHO NevnTb 3TUMK
npenapatamu. AMNMpUYECKOe Ha3Ha4YeHne aHTaroHMCTOB Kanbunst 6e3 npoBeaeHns
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OCTPOro TecTa Ha Ba3opeaKTUBHOCTb KpamHe HexenaTeslbHO U3-3a BO3MOXHbIX
TsbKenbIX NOBOYHbIX 3 EKTOB.

BonbHbIE C NONOXMUTENBHOW JONTOBPEMEHHOW peaKkumnemn Ha BbICOKME A03bl
aHTaroHUCTOB Kanbums — 310 60nbHble € | nnu |l pyHKkuMoHanbHbIM knaccom no NYHA
N NOYTU HOPManbHbIMW NoKasaTensaMmn reMoANHaAMMKK NOCIE HECKONbKNX MecsLEB
MOHOTEpPaNUN aHTaroHUcCTamm Kanbums. TONbKO OKONO NonoBuHbI 6onbHbIX ¢ UJTTAT,
NONOXUTENbHO OTBETUBLLMX HA OCTPbIA Ba3oaunaTaumoHHbIN TECT, NONOXUTENBHO
OTBEYaloT U Ha ANNTeNbHOE fievyeHne aHTaroHMcTamm Kanbums [81], n TONbKO B 3TUX
Cnyyasx gonyckaeTcs NPOAOIPKEHMNE NEYEHNA aHTaroHMCTamMmn KanbLmMs B Ka4ecTse
MOHOTEepanuu.

Llenecoobpa3HOCTb OCTPOro TecTa Ha Ba3opeakTUBHOCTb U ANUTENbHOIO fie4YeHns
aHTaroHnctamm kanbuma 6onbHbiX ¢ JIAI Ha ooHe 3CT unu BpoXaEHHbIX MOPOKOB
cepaua meHee nsydeHa no cpaBHeHuto ¢ AT [81, 86]. OgHako akcnepTbl nonarator,
4YTO y 9TMX BONbHBIX TaKKe cnegyeT NPOBOANTbL OCTPLIN TECT HA BAa30PEaKTUBHOCTb U B
COOTBETCTBYIOLLMX CyyasX oueHnBaTb 3GEKT ANUTENBHOMO NIeYeHnst aHTaroHNCTaMm
Kanbums.

Buoncusa nerkmx

OTKpbITas unyn Topakockonuyeckas GMoONcusa Nerkux CoNnPOBOXAAETCA 3HAYNTENbHBLIM
PUCKOM OCNOXHEHUIN 1 NeTanbHOro ncxoga. B cBs3n ¢ HU3KOW BEPOSATHOCTHIO BNUSIHUS
pe3ynbTaTtoB 3TOM NpoLeaypbl Ha ANarHo3 1 NeYeHne pyTMHHoOe nposefeHne Guoncum

JIErknx HexxenartesibHo.

O1LIeHKA TSHKECTH

MokasaHo, 4YTo onpeaennTb NPorHo3 6onbHbIX ¢ JTATT MOXXHO MO HECKOMNBbKUM
nokasartensm, oLleHEeHHbIM UCXOAHO M Nochne LeneHanpasfeHHoro nedenus [71]. Ans
apyrmnx sugos JIATT, Takmx kak JIAI Ha poHe 3CT, BpOXOEHHbIX CUCTEMHO-JTErOYHbIX
WwyHTOB, BUY-MHeKumM n noptanbHOW rmnepTeH3nn, NOy4eHO O4YEHb Mano
nHpopmaumn. B aTux cutyaumax Ha ncxoq 3aboneBaHnsa MoryT BNusATb
pononHuTenbHble haktopbl. akTnyeckn, 6onbHble ¢ JIAI Ha goHe 3CT nmetot 6onee
HebnaronpuaTHbIM NPOrHo3, Yem bonbHble ¢ VAT, a JIAT Ha poHe BpOXKAEHHbIX
CUCTEMHO-NEroYHbIX LWYHTOB Nporpeccupyet megneHHee, yem UJAT.

B npakTuke nporHocTMyeckoe 3HavyeHne OQUHOYHOrO nokasaTerisi y KOHKPETHOro
BGOMbHOr0 MeHbLLE, YEM HECKOSbKMUX KOHKOPAAHTHbIX Npu3Hakos (Tabn. 6).

Tabnuua 6. NporHocTnyeckne nokasatenu npu UJNAI

KnnHnyeckne nokasatenu

®dyHKUMOHanbHbIN knacc no NYHA

dyHKuMoHanbHbIN Kracc no NYHA Ha ooHe AnuTenbHOro neyYeHust anonpocTeHosIoM
[MpaBoxenygoykoBasi HEAOCTAaTOYHOCTb B aHaMHe3e

TonepaHTHOCTb K OM3NYECKON Harpyske

Pacctoganune, nponaeHHoe B 6MT

PacctogaHune, npongeHHoe B 6MT, Ha doOHe ONUTENbHOMo fie4YeHnst aNonpPoCTEHONIOM
Mukosoe VO,

Oxokapaunorpaduyeckme nokasarenu

MepukapgnanbHbIA BbINOT

Pa3mep npasoro npegcepans

MHOeKC aKCLLEHTPUYHOCTM SIEBOIO Xenyao4ka

[onnnepoBcknin NHOEKC NpaBoro xenyao4dka (MHaekc Tei)
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'emMoanHamumyeckme nokasatenu

[asneHue B npaBomM npencepaum

Cpeanee OJ1A

CepaeyHbin BbIbpoc

CmeluaHHas BeHOo3Hasi caTypauma Kkucrnopoaa

[MonoxutensHasa peakuus B OCTPOM BasogunaTaumoHHOM TecTe
CHwmxeHme JICC < 30 % 4vepes 3 Mec. nieyeHns anonpoCcTeEHONOM
[MokasaTenu kposwm

'Mnepypukemus

McxoaHbI ypoBEHb MO3roBOro HaTpPUNypeTU4ecKoro nentnga
YpoBeHb MO3roBOro HaTpumMypeTn4eckoro nentuaa Yepes 3 Mec. fevyeHus
3MNOnNpoOCTEHONOM

TpPONOHWH

HopagpeHanuH nnasmel

3HpoTennH-1 nnasmbl

KnuHnyeckue nokasartenm

Cpeom knnHnyeckmnx nokasatenen y 6onbHbix ¢ AJTATT, nonyyarowmx TpagnunoHHoe
ne4veHve, 4eTkoe NPOrHOCTUYECKOE 3HaYeHNEe UMeeT UCXOAHbIN (PYHKLUNOHANbHbIN
knacc no NYHA [2]. lporHocTnyeckoe 3HadeHmne 3Toro rnpmuaHaka coxpaHsieTca u yepes
3 Mec. neyeHus anonpocTeHornom [77, 87]. Hanuyue npaBoxenyao4ykoBon
HeJOCTaTOYHOCTU A0 Havana fieyeHus 3aNonpoCTEHONOM SBRSETCA HEraTUBHbBIM
nporHocTnyecknm aktopom [87]. Knaccudmkauyms BecemmpHon OpraHmsaumm
3apasooxpaHeHna (BO3), npeanoxeHHada B r. IsMaHe, agantuposarna Krnaccugukauuio
NYHA onga 6onbHbix JIAI (byHKkunoHanbHas knaccudpumkauma NYHA / BO3), u mHorune
KIMUHULMCTBI UCNOMb3YyT 006e Knaccuukaumm, Kotopble NoYTU NOEHTUYHbI (Tabn. 7)
[11,12].

Tabnuua 7. Knaccudukaumsa gyHkumMoHanbHoro ctatyca 6onbHbix ¢ JIM no NYHA/BO3
[11,12]

Knacc OnucaHne

I BonbHble ¢ JII 6e3 orpaHnyYeHnn oOblYHON PM3NYECKOM aKTUBHOCTU; OOblYHAsA
usnyeckas akTMBHOCTb He BbI3blBAET YCUIEHUS OObILKK, YTOMNSEMOCTH, bonen B
rPyAHON KneTke unm npeaobMopOYHbIX COCTOAHWUI

1 BonbHble ¢ J1I, nmetowme nerkoe orpaHnYeHne uranyeckom akTuBHOCTU. OHM He
owyuiatoT gMckomdopTa B NOKoe, HO HopMaribHas om3nyeckasi akTMBHOCTb Bbi3biBaeT
yCuneHue ofbILWKK, yTOMNAEeMOCTb, 601 B rpygHON KneTke nnn npeaobmMopoyHbie
COCTOSIHUS

1] BonbHble ¢ JII ¢ BblpaXeHHbIM OrpaHnyeHnemM punsnyeckomn akTuBHOCTU. B nokoe
AnckomdopTa HeT, HO NMpu Harpy3kax MeHbLUe OBbIYHbIX YCUNUBaeTCs OAbILLIKa,
NOSABNAITCS YTOMNAEMOCTb, 601 B rpy4HON KNeTke nnn npeaobmMopoyHblie COCTOAHUS
v BonbHble ¢ J1M, KoTopble He MOryT MEPEHOCUTb HUKaKYH (OU3NYECKYIO Harpy3ky U
Y KOTOPbIX B MOKOE MOryT BbITb NPU3HaKN NpaBoOXenyL04KOBOWN HELOCTaTOYHOCTH.
Opblwka v / nnn yTomnsiemMocTb Takke MOryT NPUCYTCTBOBATb B NOKOE, U1 CUMMTOMbI
yCUnmMBaTCsa NoYTN Npu Nobon hnanyeckorn akTMBHOCTU.

TonepaHTHOCTb K (OM3NYECKON Harpyske
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Heckonbko uccnegosarenein nokasanu, 4to 60nbLloe NPOrHOCTUYECKOE 3HAYEHME Npu
JIAT nmeet 6MT: Miyamoto et al. [68] npogemoHcTpupoBanu, 4to 6onbHble ¢ UTAT,
npoxoausLume meHee 332 M, UMenun 3Ha4nTernbHyo Gornee HU3KYH BbPKMBAEMOCTb MO
CpaBHEHMIO C TEMU, KTO npoxoaun 6onbluee pacctoaHne. B apyrom nccnegosaHmm
paccunTaHo, 4to y 6onbHbix ¢ AJTAT npu yBenMyeHnn NnporaeHHoro pacctosHms Ha 50
M PUCK NeTanbHOro ncxoaa ymeHoiuancsa Ha 18 % [73]. MNpeaBaputenbHble faHHbIE
nokasanwu, 4To gecatypaunsa aptepuansHoun kposu > 10 % Bo Bpemsa 6MT nosbiwana
PUCK NeTanbHOro ncxoda B Te4eHne cpegHero nepunoaa HabnogeHmsa B 26 mec. B 2,9
pasa [73]. Y 6onbHbIX ¢ Il nnn IV dyHkumoHanbHbiM knaccom no NYHA, npoxoamnsLumx
< 250 m 0o Havyana neYyeHus anonpocTteHonomMm unun < 380 m yepes 3 Mec. NneveHust
3MNONPOCTEHONOM, NPOrHO3 BbIN XyXKe, YeM y BOMbHbIX, NPOXOAMBLUMX BonbLuee
paccTtosiHune [87]. AGCONOTHOE N3MEHEHME B PACCTOAHUKN, MPONOEHHOM 3a 6 MUH, Ha
dooHe neyvyeHns aNONPOCTEHONOM, HE MMENO NPOrHOCTUYECKOrO 3HAYEHUS.

Mukosoe VO, < 10,4 mr/kr/muH, namepeHHoe npu KMNHT, koppenuposano ¢ xyawmm
nporHo3om y 6onbHbix ¢ JIAI [69].

Oxokapanorpadunyeckme nokasatenu

Hanuune nepukapamansHOro BeinoTa U ero pasmepsbl, oueHeHHble npu O-9xoKI, nmetot
YeTKoe OTHoLIEeHMe K NporHody y 6onbHbix AJTAT [88, 89]. Kpome Toro, pasmepsl
npaBoro npeacepauvs U MHAEKC SKCUEHTPUYHOCTU NEeBOro Xemnyaoyka NporHo3vmpyoT
ncxop y 6onbHbix ¢ VAT [89].

Honnneposckuin npaBoxenynoykosbi nugekc [90], unu nHaekc Tei, - nokasaTernb,
OLEHMBAIOLLNIA KaK CUCTONNYECKYIO, TaK U AUACTONNYECKYI0 (PYHKLIMIO NPaBoro
Xenygouka, Takke uMeeT nNporHoctuyeckoe 3HadveHue npu J1Al [91].

[MokasaTtenu remogmMHaMmnkm

McxoaHo nosblweHHble cpegHme OMM n OJ1A, Kak 1 CHUxeHne cepaeyHoro Bbibpoca u
LeHTpanbHOM BEHO3HOWM caTypauuun Kucnopoga, o3Ha4varot Hanbornee
HebnaronpuaTHbii nporHo3 npu UJ1AT [2]. BonbHbIe C NONOXUTENBHBIM OCTPbIM TECTOM
Ha Ba3opeakTUBHOCTb UMEIOT STyl NPOrHo3, Yem 6orbHbIe C OTpULaTENbHOM OCTPON
peakumen Ha Basogunarartopsl [79, 83, 92].

Mpn ogHOGaKkTOPHOM aHanmMse NCXOAHbIMU FreMOANHAMUYECKMMI NoKasaTensamu,
CBsi3aHHbIMK C HeBnaronpuaTHLIM ncxogoM y 6onbHbix V1AL, B nocnegytowem
nony4YyaBLUNX fieveHne anonpocTteHosiom, obinm AN > 12 mm pT. 1. 1 cpegHee OJ1A <
65 MM pT. CT. [87], make HECMOTPSA Ha TO, YTO NOCNeaHU NokasaTenb He Obin
nogTeepxaeH apyrumu nccnegosatensamu [77]. CHuxkeHune JICC < 30 % oTHOCUTENBbHO
MCXOAHOrO YPOBHS Yepesd 3 MecC. fieYeHnst ANOonpoCTEHONOM Takke 6bIflo CBA3aHO C
NAOXMM NPorHo3om [87].

MccnenoBaHume Kposu

Y 6onbHbIX ¢ JII YacTo BbISIBASETCSA rMNepypuKeMust, 4To Koppenupyer ¢
reMoagnHaMmnyYecKnmmn HapyLeHnamm (nosblweHmem A1) n noBbILEHHOM
netanbHocTblo npu UJTAT [93]. Mo3roBon HaTpuiypeTUdeckuin nenTua noBbiLlaeTcs
npv neperpyske gaBfieHneM NPaBoro Xenyaoyka n KoppenvpyeT CO CTENEHbBIO TSXKECTU
NpaBoOXeslygo4KoBOM AUCYHKUMM 1 neTanbHocTbio npu JIAT [94].

C BbPKMBAEMOCTbLIO KOPPENUPYIOT U LONOSTHUTESbHbIE HEMPOrOPMOHarbHbIE
nokasatenu nnasmbl, Hanpumep HopagpeHanuH [95] n 3T-1 [96]. HegasHo 6bino
nokasaHo, 4YTO YPOBEHb TPOMOHMHa [97], Kak UCXOAHbLIW, TaK N nocne
LeneHanpaBfieHHOro fie4yeHnsi, UMeeT NPOrHOCTUYecKoe 3HadeHne y 6onbHbIX ¢ J1AT.
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JleyeHue

Jleyenue JIAI TpagMUMOHHO NMMEET BCEr0 HECKOSTbKO TPYAHOOCYLLECTBUMbIX BapnaHTOB
[98]. CerogHs mbl Habnogaem nepexod OT MEeANEeHHOro nporpecca B 3Ton obnacTu,
3aHSABLUEr0 HECKOSbKO AecATUNeTUi, K 6onbwomy umncny PKWA, BbINONTHEHHLIX B
nocrniegHue HeCKonbKo neT. B To e Bpems CyLeCcTBYIOT pasnnyHble MeToAbl NeYyeHuns,
KOTOpble, COrnacHo BCeobLLeMy MHEHMIO, ABNAOTCA 3EKTUBHLIMU (Hanpumep,
nepoparsibHble aHTUKOAarynsaHTbl, KNCIOPO4, aHTaroHUCTbI KanbLus), XoTa ux
apPeKTMBHOCTL He aokasaHa B PKW, 1 koTopble doopmManbHO HE MMEIT
cneundunyecknx nokasaHum ons HasHadveHus npu JIAT .

Llenbto aaHHoro pasgena sisnseTcs o630p BCeX BUOOB fleYeHUs1 B COOTBETCTBUN C
Knaccudukauuen ypoBHen gokasaTenbHOCTH, kak pekomeHayetca Komutetom ESC no
npakTnyecknm pykosoacteam [16]. Kpome Toro, Mbl nyb6nmnkyem knaccudumkaumto
pekomeHgauun [16], yuntbiBaemMyto Npu oueHKe KNMHMYecKon adhdekTMBHOCTM MeTOL0B
neyeHuns, KoTopble No pasnuyHbIM NpudnHam He 6binn nccnegosaHsl B PKU, Hanpumep,
nepopanbHbIX KOArynsHTOB, KUCNOpOAa, aHTaroOHUCTOB Kanbuus, 6annoHHon
npeacepaHon centTocToMun 1 / nnu TpaHcnnaHTauum nerknx. B KoHue mMbl npeanaraem
anroputm nedenus JIAIN, ocCHOBaHHbIN Ha Aoka3aTenbcTBax [85], KOTOPbIN onNUcbIBaeT
NoKasaHusa A58 Kaxgoro Metoaa fneyveHus.

[Mpegucnosue K ypoBHAM JOKa3aTENbHOCTU U Kraccudumkaumm pekomeHgauunn
Cuctema onpeaeneHuns ypoBHsi AoKasaTeflbHOCTM BO MHOIOM OCHOBaHa Ha yucne PKU,
NOMNOXUTENBHO OLIEHMBAKOLLNX AaHHYIO CcTpaTermto nevenus [16] (tabn. 8), n yuntoiBaet
ocobble TpeboBaHUs Ans peako BCTpevaroLmxcs 3aboneBaHui.

Tabnuua 8. YpoBHM goka3aTenbcTBa 3adhPEKTUBHOCTHU

YpoBeHb JoKa3aTenbCcTBa

YpoeHb A [laHHble Nony4YeHbl N3 MHOXeCTBeHHbIX PKW unu metaaHannsos.
YpoBeHb B [laHHble nonyyeHbl N3 eanHcTBEHHOro PK nnu MHOXeCTBEHHbIX
nccnegoBaHU C reTeporeHHbIMU pesynbTatamum

YpoeHb C  CornaweHune (KOHCEHCYC) N MHEHME 3KCMEPTOB U / NN ManeHbKne
nccnenoBaHns, peTPoCneKTUBHbIE UCCeLOBaHUS, PErnCTpblI.

EovHcTBEHHaAsA pasHuLa COCTOUT B TOM, YTO Mbl HE BKITOYMNK B rpynny B
HepaHOOMU3MPOBaHHbIE UCCNeaoBaHUs, MOCKONbKY BCce uccnegosanHuns no JIAIC umetot
HebonbLluMe pa3mepsbl K, criegoBaTenbHO, OHW OTHeceHbl B rpynny C. B rpynny B
BKINtOYeHa kateropusa "MHoxecTBeHHble PKU ¢ reTteporeHHbIMU pedynbTaTtaMmmn”, Tak Kak
Takasi cMTyaums MOXeT BO3HUKHYTb (M BO3HWKana), 1 ata oopmynuposka 6onee
YHUBepcarnbHas, faxe ecnv nposefeHo eanHcTBeHHoe PKU ¢ nonoxutensHbiM
pe3ynbTatoM. AHanu3 yunteiean uccrnegosanusa n PKU ¢ yyactmem 6onbHbix ¢ J1Al,
onybniMkoBaHHbIe B pedpepaTUBHbIX XXypHanax unm npeacraBrieHHble Ha HeLaBHUX
KPYMNHbIX COBELLLaHUAX.

Cuctema knaccudmkaumm ypoBHeN AokasaTenbHOCTW, OCHOBaHHas Ha Yncne PKA,

MOXeT UMETb HEKOTOPbIE OrpaHUYeHus], KOTopble cneayeT y4uTbiBaTb U NO
BO3MOXXHOCTU KOppekTupoBatb [99]. ®akTuyeckm, no mepe npoBeaeHNs HOBbIX
nccnegoBaHU ypoBEHb JOKa3aTeNbHOCTU CO BPEMEHEM MOXET MeHATbCA. Kpome Toro,
cucrtema knaccudomkaumm He onpegensiet pasmep PKW kak maneHbkuin, ecnn ero Bec
Takon xe, kak PK/ 6onbliero paamepa. Kpome T0ro, B OTHOLLEHUN 3OPEKTUBHOCTH
YPOBHU JOKa3aTeNbHOCTWN He crnefyeT nyTaTb C YPOBHEM KIMHUYECKOWN
3P PEKTUBHOCTH, KOTOPLIN 3aBUCUT OT (papmakoanHamMuyeckmx apPeKTos
OENCTBYIOLLEro BewecTBa 1 OT ero BO3MOXHbIX NOBOYHbIX 3¢h(PeKTOB 1 HEQOCTATKOB
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(Hanpumep CrnoXHbI NyTb BBeAeHUs). Tak, MeToq neyeHus ¢ bonee xoponm
pe3ynbTaToM, HO OLEHEHHbIN TOSbKO B O4HOM Unn HY1 B ogHoM PKW, 6yaet oTHeceH
COOTBETCTBEHHO K rpynne B nnu C no cpaBHEHMIO C METOLOM, UMEIOLLINUM XYALLWIA
pe3ynbtaTt 1 6onblie NoboYHbIX 3¢PPeKTOB, HO OLlEeHEHHbIM Bonee Yyem B ogHom PKWU,
KoTopbI ByaeT oTHeceH K rpynne A. OpraHbl hapmMakonorm4eckoro KOHTpoOns MoryT
AaTb paspelleHne ansa Ncnofb3oBaHUA aHHOro nevyebHoro metoga Ha OCHOBaHUK
eanHcTBeHHoro PKW ¢ goctaTouHbIM pasmepom BbIOOPKN.

CoOoTBeTCTBEHHO 3TOMY Knaccudukaumns pekomeHgaumn (tabn. 9) ocHoBaHa Ha
YPOBHSAX KNUHNYECKON 3P EKTUBHOCTN.

Tabnuua 9. Knaccugpukauus pekomeHOayuti

Knacc | [okazamenbcmea u / unu obuwee coenaweHue, 4Ymo OaHHasi
OuacHocmu4yeckas npouedypa / Memoo rie4YeHUs S8IISH0MCS 8bI200HbIMU,
aghpeKkmuBHbIMU, MONE3HbLIMU.

Knacc Il lMpomueopeyvusbie dokazamernbcmea U / unu pacxoxoeHue MHeHUU O
uerniecoobpasHocmu / aghghekmusHoCmu Memooa JIeHEHUS.

Knacc lla  Bec Ookazamernibcmea / MHEHUSI CKITOHSIeMCS 8 10/1b3y
uerniecoobpasHocmu / aghgpbekmusHocmul.

Knacc I16  L{enecoobpa3Hocmsb / 3¢ghghbekmusHOCMb 8 MEHbLWEU CMEeneHu
nodmeepxxdeHa dokazameribcmeamu / MHEHUEM 3KCrepmaoas.

Knacc IIF [Jokazamernbcmeo urnu obuwee coenaweHue, Ymo fie4eHue He rnosie3Ho /
He3ghgheKmMuUBHO U 8 HEKOMOPbIX C/1y4asx MoXem fnpuHecmu epeo.

@ — ucnone3osaHue knacca lll He pekomeHdyemcs ESC.

HakoHeL, o6e cocTaBnsoLwme Knaccudukaumm pekoMmeHgaunm n ypoBHemn
AoKa3aTenbHOCTU AaloT NOMHYI0 XapakTepUCTUKY Kaxaoro suga neveHuns (tabn. 10).

Tabnuua 10. Knaccudukauusa pekomeHgaumi n ypoBHEN AOKa3aTenbCTB
adpdpekTmBHoCcTM Npun UITAI

Bug nevyenus Knacc pekomeHgaumm YpoBeHb
| lla 116 JoKasaTenbCcTB

Obwue X
MEpPONpPUATUS

lNepopanbHble X
aHTMKoarynaHTbI?

OuypeTtukum X

[nrokcuH X

Kucnopon’ X

AHTaroHucTbI X
kanbumsa®

AnonpocTeHon X

TpenpoCcTuHUN

x

WI>> OO0 O oOw

MnonpocTt X
(MHranAUNOHHLIN

)

@)

Wnonpoct X
(BHYTPUBEHHBIN)

BepanpocTt X

BoceHTaH

CwutakceHTan”

x_l
O|w>w

AmGpuceHTaH"
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CunpeHadoun X" A
KombunHmpoBaHH X C
as Tepanus

BannoHHnas X C
npeacepaHas

cenTocToMus

TpaHcnnaHTaums | x C
nerkmnx

Mpumeyvanue: ? — lla gna UNAT, 116 ana apyrux dopm JIAT;
®_ ecnin catypauus aptepuanbHon kposu < 90 %.

® — Tonbko y 60MbHbIX C NOMOXUTENBbHLIM OCTPbIM Ba3oaunatauuoHHbIM TecToMm, | ana
WNAT, 116 ansa gpyrux coopm JAT;
"—lla B npu IV doyHKumoHanbHom knacce no NYHA;
A — 3T npenapaTtbl B HacTosiLee Bpems uaydatoTcsa B PKW v knacc pekoMeHaauuii ans
HWX HE YCTaHOBJIEH.

Knacc pekomeHaaumii He ykasaH anisi NekapcTB, KOTOpPble B HACTOSILLIEE BPEMS TOJbKO
nsyyatotcs B PKW. Takke npvBeaeHbl NokasaHus Ans Kaxaoro Buaa neyeHus,

NPUHATbIE B OTAENbHbIX CTpaHax (Tabn. 11).

Tabnuua 11. NokasaHusa ona pasnMyHbIX BUAOB fNIEYEHNS, NMPUHATBIE B OTAENbHbIX

cTpaHax
Bug nevyenus CtpaHna MNokasaHusa
ATronorusa @PyHKUMOHAbHbIN
knacc no NYHA /
BOS3
[MepoparnbHble - - -
aHTUKOArynaHTbI®
OnypeTunkum - - -
OunrokcunH - - -
Kucnopop® - - -
AHTaroHucCTbI - - -
Kanbumnsa®
nonpocTeHon Espona® NNAC -1v
CUWA, Kanaga WIAT v JTAT npwu H-1v
3CT
TpenpoCTUHUN CLIA JIAT [-111-1V
Wnonpoct EBponewnckun cotos | ATTAT 1l
(MHranALMOHHbIN)
ABcTpanus WNAT, NAT npu H-1v
3CT n XTIl
Wnonpoct Hoeas 3enaHgus JIAC H-1v
(BHYTPUBEHHBbIN)
BepanpocTt AnoHnga, Kopes WNAI [-111-1V
BoceHTaH EBponeickuii cotos | JTA® I
CUWA, Kanaga JIAT l-1v
CutakceHTaH” - - -
AmbGpucerrtaH” - - -
CungeHadun - - -
KomMbuHupoBaHHasa | - - -
Tepanus
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BannoHHas - - -
npeacepaHas
cenTocTomMus

TpaHcnnaHTauma - - -
nerknx

Mpumeyanue: XTI — HeonepabenbHasa XxpoHudeckasa Tpomboambonunyeckas J1I.

@ — anonpocTeHon B EBpone He 3apernctpupoBaH EBponeinckum AreHTCTBOM Mo
nekapcTBaM Kak LIeHTpanu3oBaHHOE fevyeHne, HO paspeLleH B pasfinyHbIX
€BPOMNENCKNX CTpaHax Ha MeCTHOM OCHOBE; °_ apPeKTMBHOCTL AokasaHa npu UITAT un
JIAT npn 3CT 6e3 BblpaXXeHHOro MHTEPCTULNAITbHOIO NOPaXXeHUS Nerkux.

OO0111e MEPOIIPUITHUS
O6Lwme MeponpuATUS BKKOYAKOT OrPaHUYEHNE BNIUAHUSA YCYryonaoLwmx akTopos v
BHeLLHMX Bo3gencTeuin onga 6onbHbIX € JIAI. Kak 1 B Apyrmx KNUHUYECKUX CUTyauusx,
3Ha4YeHne Takmux MepPONpUATUIA HE NCCNeaoBarniocb Ha Hay4YHOM OCHOBE, U
peKkoMeHaauMmM OCHOBaHbI TONbKO HA MHEHUM 3KCMNEPTOB.
Knacc pekomeHgaumn = lla; ypoBeHb gokasaTtenbHoctn = C.
dunsnyeckasa akTMBHOCTb. OCTaeTcs HEACHbLIM, MOXET N (hmnsnyeckasd akTMBHOCTb
OKa3blBaTb HEraTUBHOE BNUSIHNME HA pa3BuTME 1 nporpeccupoBanne JIAI. OgHako
cnepyet usberatb NOABEHUS TakMX HEBNAronpusaTHbIX CUMNTOMOB, Kak Tskenas
oabllwka, 0bMopoku 1 6onu B rpyaHon knetke. [ina nogaepXaHns HOpManbHOro
COCTOSIHMS CKeNeTHON MycKynaTypbl (on3n4ecKyro Harpy3ky Heob6xoaMmo orpaHuynTb
YPOBHEM, HE BbI3bIBAOLLNM HUKAKMX NATONOrMyeckmx npossnennn. Cneayet nsberatb
JM3MYECKMX Harpy3oK nocrie npMema nuwiy UM B yCrnoBUAX SKCTpeMarnbHOm
TemnepaTypbl Bo3ayxa. Moadop ypoBHA (h13NHECKON aKTUBHOCTU MOXET YIyuLLNTb
Ka4yeCTBO XU3HWN BOSbHbBIX M CHU3UTb YacTOTY NAaTONOMMYECKUX NPOSIBIIEHUN.
MyTewecTBuns / BbICOTHbIE YCNOBUA. [MMNOKCUA MOXKET YCUITUTb BA3OKOHCTPUKLMIO Y
6onbHbIX € JIAl, N03TOMYy pekomeHayeTcsa nsberate rmnobapu4eckon rmnokcum,
KOTopas Ha4yMHaeT nNoABNATbCA Ha BbicoTe Mexay 1 500 n 2 000 M Hag ypOBHEM MOPS.
B canoHax naccaxupckux camorieToB yCroBus SKBUBaneHTHbl BbicoTe mexay 1 600 n 2
500 m, noaTomy criegyeT MMeTb B BUAY HEOOXO4MMOCTbL KMCnopogoTepanmm BO BpeMs
nepenetoB y 6onbHbIX ¢ JIAI. Mpu nnaHMpoBaHun NyTelwecTsun cnegyeT cobpatb
MHOpMaLMIo 0 BnmkanLen K MeCTY Ha3HaAYEeHUs KINMHUKE, 3aHUMALOLLIENCS NTeYeHNEM
Jr.

[IpodunakTrka HHOEKITUH
Y 6onbHbIX ¢ JIAIT BbICOKMI PUCK pa3BUTUA MHEBMOHUK, koTopasi B 7 % cnyyaes
NPMBOAMT K NieTanbHOMY ncxony. JlerouHble nHekunmn y Takux 60nbHbIX N0X0
nepeHocAaTca n TpebyoT akTUBHOMO pacrno3HaBaHus 1 nedeHns. PekomeHgyetcs
BaKLMHaLMA NPOTUB rpunna n NnpoTMB NHEBMOKOKKA. B niobom cnyyae gnvrensHon
nnxopagkn y 60nbHOro ¢ BHYTPMBEHHBIM KaTeTePOM 4151 MOCTOAHHOIO BBEAEHUS
anonpocTeHona crnegyeTt UCKIYaTbh MHULMPOBaHME KaTeTepa.

bepeMeHHOCTh, KOHTPOJIb POKAAEMOCTH 1 MOCTMEHONay3aabHas Tepanus [100].
BepemeHHOCTb 1 pofbl y 605nbHbIX € JIAIT cBsi3aHbl C NOBLILLIEHHBIM PUCKOM YXYALLEHUS
coctosaHus n cmeptn [101, 102]. HecmoTps Ha coobueHunsa B nutepaTtype 06 ycnewHom
TeyeHun 6epemeHHOCTU Y 6onbHbIX ¢ VAT [103], XXeHwunHam eTopoAHOro Bo3pacTta
HACTOATENbHO PEKOMEHAYIOTCH COOTBETCTBYIOLIME METOAbI KOHTPOSIS POXAEMOCTM.
CyuiecTByeT cornaweHne mMexay KnMHUYeCKUMnN pykoBogCcTBamMm AMEpPUKaAHCKOM
Accounaumm Cepgua (American Heart Association) n AmepukaHckum Konnegxem
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Kapanonoros, KOTopble pekoMeHAyoT, YTo 6epemMeHHOCTU cnefyeT usberatb, a 'y
XEHLLUMH C UMaHOTMYECKMMM BPOXKAEHHBIMU NOpokamn cepgua, JII n cnHapomom
OnaseHMeHrepa — npepbiBaTb. KoHceHcyc akcnepTtoB ESC no BegeHuto cepaeyHo-
cocyaucTbix 3abonesaHuni BO Bpemsa 6epeMeHHOCTN NogYEPKMBAET, YTO TSXKesble
NerovHble CoCyauCTble NOPaXKeHUs!, Kak 4aBHO U3BECTHO, ABNSAOTCA NPUYMHOM CMEPTH
matepu B 30-50 % [104]. OgHako o Hanbonee NpMeMneMoM MeTOAE KOHTPONS
POXOAEMOCTN Y TaKUX XKEHLMH €ANHOMO COrnallueHnsa Mexay akcneptTamm Her.
BesonacHOCTb ropMOHanbHOW KOHTpaLenuum OCTaeTcsl CNopHOM n3-3a ee
npoTpomMboTnyeckoro BNusHusA. C 4pyron CTOPOHbI, CyLLECTBYHOLLAs CErofHs
AOCTYMHOCTb KOHTPaLENTUBOB C HU3KMMW 403aMN 3CTPOreHOB U OQHOBPEMEHHASA
nepoparbHas aHTUKoarynaHTHasa Tepanus MOryT CHU3UTb PUCK 3TUX NpenapaTos.
HepaBHO npoBeAeHHbIE UCCrefoBaHNA ¢ ydactTmeM 60nbLIoro ymcna 60ombHbIX He
CMOTN BbISIBUTb B3aMMOCBSI3M MEXY MCMNOSIb30BAHNEM FOPMOHarbHbIX
koHTpauenTusoB u JIAl [105]. HekoTopble 3KcnepThbl BbICKA3biBAOTCS 3a NMPUMEHeHne
KOHTpaLEenTUBOB, HE COAEPKALLMX SCTPOrEeHOB, U XUPYPrUYECKYHO CTEPUNM3aLINIO,
nnun 6apbepHble KOHTpauenTusbl. OCTaeTcs HEACHbIM, MOXXHO PEKOMEHAOBaTb
ropMOHarbHYy Tepanuio xeHwunHam c JIA[ B nocTtmeHonay3anbHOM nepuoae.
BepodaTHO, 3TO ee MOXXHO NPOBOAUTL TOMBKO B Cry4asix HEMNEPEeHOCMMOCTH
MeHonay3asibHbIX CUMMTOMOB M TOSTIbKO BMECTE C aHTUKOarynsHTamu.

YpoBeHb remorniobuHa. bonbHble ¢ JIAIT BbICOKOYYBCTBUTESbHbI K CHUXEHUIO YPOBHS
remornobuna. JTtobon TMn aHeMmnn Nerkon CTeneHn cnegyeTt akTMBHO nevntb. C apyron
CTOPOHbI, BOMbHbBIE C ANUTENbBHO CYLLECTBYIOLLEN TMNOKCUEN, HaNpuMep, nNpu
LUYHTUPOBaHUM KPOBWU CpaBa Haneso, CKMOHHbI K pasBUTUIO 3pUTPOLMTO3a C
noBbILWEHMEM remaTokpuTa. [pn Takmx obcToAaTenbCcTBax, ecnm y 60nbHOro ¢
KNUHNUYECKMMN NPOABNEHUAMN 3pUTPOLIMTO3a (roNnoBHas 60Mb, CHUXKEHHOE BHUMAHUE)
remMaTokpuT Bblwe 65 %, nokasaHbl hreboTomMun (CM. pasgen No CUHAPOMyY
OnaseHmeHrepa) [106].

COHVTCTBVIOH_II/IC JICKAPCTBCHHBIC NIPCTIapPAaThI.
Cnepyet nsberaTb Ha3Ha4YeHNs NeKapCTBEHHbIX NpenapaToB, KOTOpble
B3aMMOAENCTBYIOT C NepopanbHbIMU aHTUKOArynaHTaMmm Unu yBenuimBaroT puck
Xeny4oYHO-KULLIEYHbIX KpoBOTEeYeH. [laxke ecnv HeCTeponaHble
NpoTUBOBOCNAaNUTENbHbIE NpenapaTtbl, N0 AaHHLIM OAHOMO CyYan-KOHTPOSIMPYEMOro
nccneposaxus [105], no-enanmomy, He ceA3aHbl ¢ JIATT, X npuMeHeHne y 60MbHbIX C
HU3KNM cepaeyHbIM BbIBPOCOM 1 NpepeHansHON asoTeMUEn MOXET CHU3UTb
Knyb6o4koByto hunbTpaumto. AHOpPEKCUreHbl, KOTOpbIE CBA3bIBanNu ¢ passutuem J1AT,
Tenepb U3bATHLI U3 NpoAaxu. BnnaHne HOBbIX NOKONEHMI aHOPEKCUTEeHOB Ha OCHOBE
cepoToHuHa Ha JII noka HeEM3BECTHO, HO COOBLLEHNS O CBA3AHHLIX C IEFOYHOM
natoniornen No6o4HbIX acpdekTax aTUX NpenapaTosB 4O HACTOSLLEr0 BpeMEHU
OTCYTCTBYIOT. OPPEKTUBHOCTb COBPEMEHHOIO NEYEHMS "ABYXXKENYA04KOBON"
cepaeyHoOn HeoCTaTOYHOCTU NHIMBUTOPaMmn aHrMoTeH3MHNpeBpaLlatoLLero epmeHTa
n 6eta-6nokaropamu y 6onbHbIX ¢ JIAIT He aokasana [107]. C apyron CTOPOHBI,
3MMUPUYECKOe Ha3Ha4YeHe 3TUX NnpenapaTos, AaXe B HU3KNX J03aX, MOXET NpUBECTU K
TsHKenbIM NOBOYHBIM adhdeKTaM, TaKMM Kak rmMnepTeH3ns U NnpaBoXeny4oyKoBas
HeJOCTaTOYHOCTb M NO3TOMY HE PEKOMEHAYyeTCs.

IIcuxonoruyeckas HOMOIIIb.
CpenHui Bo3pacTt 6onbHbix ¢ JIAIT coctaBnsaeT okono 40 neT, n orpaHnyeHne
PM3MYECKOM aKTUBHOCTUN 3HAYUTESNTbHO MEHSAET nx obpas xu3Hu. Kpome Toro, 3a4actyto
OHU NonyyalT UHpopmauuio o6 nx 3abonesaHnUn U3 pasnUYHbIX
HenpogeccnoHarbHbIX MICTOYHUKOB, KOTOpad He Bcerga goctosepHa. 1o atum
npuynHam MHorne 6onbHble JIAIT cTpagatoT OT pasnmMyHbIX TPEBOXHbBIX UN
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OEenpecCuBHbIX COCTOSIHUI, KOTOPbIE CYLLLECTBEHHO BUSAKOT HA KAYeCTBO MX XKM3HU. B
CBS13M C 3TUM OYEHb BaXKHa POJSib SKCNEPTOB B NpeaocTaBreHnn 60nbHbIM ageKkBaTHON
nHpopmaumm [108] 1 npm HeOHGXOANMOCTU HaNPaBfEHMUM K MCUXONOTY UK NcuxmaTtpy.
[na npaBuMnbHOro NOHMMaHNA 3aboneBaHnsa U OTHOLLIEHMS K HEMY BOMbHbIX Takxke
NONe3Ho co3gaHme rpynn nogaepXkm 60MbHbIX U NX CEMEN NOA PYKOBOLCTBOM
ncuxonora unm ncuxuatpa nuéo 6e3 Takosoro [109].

N3bupaTenbHasa xmpyprus. [axe npu OTCYyTCTBUN COOTBETCTBYIOLNX NCCNeLOoBaHWM
npeanonaraeTcd, YTo nsbupatenbHas XMpyprus HeceT NOBbILWEHHbIN PUCK NS
6onbHbIX ¢ JIAI. Kpome Toro, puck ewe 6onee yBennunBaeTcs ¢ HapacTaHMeMm
dyHKUMoHanbHoro krnacca no NYHA n B crniydasix XxvMpypruyeckmx BmeLlaTesibCT Ha
rpyaHon n 6ptowHon nonoctax. MNoka He iCHO, Kakown Tun aHecTe3nn bonee
XenaTteneH, HO BEPOATHO, anuayparnbHas aHecTe3us ny4ywe nepeHocuTcst 60nbHbIMM,
yeMm obwaga. Obwas aHecTe3ns AoMKHA NPOBOAUTLCA ONbITHLIMU aHECTE3MoIoramm
npv nogaepxke akcneptos no JIIM ana nogbopa ageksaTtHOM Tepanun B cnyyae
BO3MOXHbIX OCMOXHEHUI. BonbHble, Nonyyatolme BHyTPUBEHHbIN 3NOMNPOCTEHON UMK
NOOKOXHbIE MHBEKLMM TPENPOCTMHMMNA, UMEKOT MEHbLLE NPO6Iem, YeM NaUnNEHTHI,
nonyyarome nepopasnbHy UK MHrandaunoHHyo Tepanuio. B nocnegHem cnyvae
BO3MOXHbI MPO6nemMbl C Ha3Ha4YeHNEM CPEACTB A1 KpaTKOBPEMEHHOIO HapKo3a U
BCNomMoraTenbHon BeHTunsumen. Ecnu npegnonaraetcs anutenoHoe (6onee 12-24 )
npebbiBaHne nauneHTa 6e3 nevyeHns, peKoOMeHayeTCsl BPEMEHHbIN NepeBos Ha
BHYTPUBEHHYIO TEpanuio ¢ NocrneayLwmm Bo3BpaLleHNeM K nepBoHaYanbHbIM
npenapatam. JleyeHne aHTUKoarynsHTamu cnegyeT npepbiBaTb HA BO3MOXHO MEHbLLUN
nepuvog 1 Npy 3ToM NPOBOAUTL NPOPUNIAKTUKY TPOMBO3a rinyOoKMX BEH.
dapmakosiornyekoe fneveHne

Jleyenue IIEPOpaAJIbHbIMHU aHTUKOATI'YJIISHTAMU
Llenecoobpa3HOCTb NpMeHeHMEe nepopanbHON aHTUKOArynaHTHON Tepanuu y 60mbHbIX
¢ JIAI 06bACHSETCA HaNMYMEM TaknxX TPaaULMOHHBLIX (hakTOPOB pycka BEHO3HOM
TpomMb0oamMbonuu kak cepagedHas HeJOCTaTOYMHOCTb U cnaaYmMin 0bpas XNU3HK, a Takke
npeapacnonoXeHHOCTbI0 K TpoM6oambonun [41, 42] n TPOMBOTUYECKMM U3MEHEHUSM B
cUcTeMe NIeroMHON MMKpOUMPKYNauum [5, 6] n B anacTU4eCcKux nerovHbiX apTepusix
[110].
MoaTBepXxaeHne NOSOXNTENBHOMO adpdpekTa nepopanbHON aHTUKOArynaHTHOW Tepanuu
y 60nbHbIX ¢ AT unun J1AlT, cBsi3aHHOM C NPUEMOM aHOPEKCUTEHOB, NMONY4YEHO B
pPEeTPOCNEKTMBHOM aHanu3e OgHOLEHTPOBLIX nccnegosanum [79, 111, 112]. 31tu
nccnegoBaHus He ObiM PaHOOMU3MPOBAHHBIMU U B HUX BbINN BKITHOYEHbI TOMNBbKO
6onbHble UIAT n JIAl, cBa3aHHOM C NPUEMOM aHOPEKCUTEHOB.
MexayHapoaHoe HopManuaaumoHHoe oTHowweHne (MHO) y 6onbHbix ¢ UNAT
BapbupoBano oT 1,5 o 2,5 B 60MbLINHCTBE KIMHNYECKNX LieHTpoB CeBepHO AMepuKu
n ot 2,0 go 3,0 B EBpONENCKNX KNMHUYECKNX LieHTpax.
[okasaTtenbcTBa HEOHXOAMMOCTN aHTUKOArynaHToB Y 6onbHbIX ¢ ATTATT MOXHO
3KCTpanonupoBaTtb Ha 6onbHbIX ¢ ApyrMmmn dopmamm JIAIT npu ycrnosum TwatensHOn
OLIEHKM COOTHOLLUEHUS pUCKa 1 NOnb3bl.
Tak, NPUHATO cYUTaTb, YTO PUCK XENyLOYHO-KULLEYHOrO KpOBOTEYEHMS NOBbILIAeTCs Y
B6onbHbIX ¢ JIAIN, cBsazaHHou ¢ 3CT. bonbHble ¢ JIAI Ha doHe BPOXAEHHbLIX MOPOKOB
cepAua C BHyTpUcepAeYHbIM LWYHTUPOBAHNEM MMEIOT MOBbLILLEHHbIN PUCK
KpOBOXapKaHbsl, a Takke pUCK napagokcanbHOW neroyHon ambonum n Tpombosa
uepebpanbHbIX BEH [77]. BonbHble C NOPTO-NYNIbMOHANBHOW MMNEPTEH3NEN NMEIOT
NOBbILLEHHbIN PUCK XeNyg0YHO-KULLEYHbIX KPOBOTEYEHUIN 3a CHET BaApPUKO3HOIO
pacLiMpeHnsi BeEH 1 TpombountoneHnn. bonbHbie ¢ JIAlN, nonyyatowme noCTOAHHYH
Tepanuilo BHYTPUBEHHbLIM 3MONPOCTEHOSNIOM, NPU OTCYTCTBUM MPOTMBONOKa3aHUM TOXe
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HY>XOaKTCHA B aHTUKOArynsaHTax, Xotsa 6bl n3-3a 4ONOSTHUTENBbHOMO pycka TpomMb030B,
CBSI3aHHbIX C MOCTOAHHLIM KaTeTepPOM.

B HegaBHO BbinonHeHHbIX PKW nepopanbHble aHTUKoarynsiHTbl HazHavanmcb 51-86 %
6onbHbIX. MHTEpecHO, 4To HanbonbLuas pacnpoCTPaHEHHOCTb NepopanbHON
aHTUKOArynaHTHOM Tepanuu Habnganacb B UCCIeAoBaHUSAX C y4acTuem
npemmylectBeHHO 6onbHbix ¢ UJTAT [l n IV dyHkumoHanbHbIx knaccoB no NYHA, a
camas HU3Kasi — B CCreloBaHUAX, BKNIOYABLUMX TOSbKO BOMbHbLIX CO CKnepoaepmMmen
[113]. CneayeT 06paTnuTb BHUMaHWE Ha TO, YTO AaHHble O pa3HOW APPEKTUBHOCTH
nepopanbHON aHTUKOAarynsiHTHOW Tepanuu B 3aBUCMMOCTU OT (PYHKLNMOHANbHOIo
Knacca unv gpyrux Kputepues TSXKECTU OTCYTCTBYIOT.

Ons UNAT: knacc pekomeHgauun lla, ypoBeHb aokasatenbHocth C; ana apyrux opm
NAT": knacc pekomeHgauun 116, yposeHb gokasaTtensHoctu C.

Z!I/IYHCTI/IKI/I

Y 60nbHbIX C AeKOoMMNeHcaunen npaBoXenyao4koBoOM HEAOCTAaTOMHOCTN BO3HUKAET
3a4epkKa XXMOKOCTU B OpraHnamMe, 4To BeAeT K NOBbILLEHMIO LLEeHTPanbHOro BEHO3HOMO
AaBreHusi, 3aCTO B opraHax bproLwHOM NonocTn, nepudepnyeckmm oTekam 1 3aTem K
acumuty. CooTBeTcTBYIOWAda AnypeTmdeckasn Tepanuns y 60onbHbix ¢ JIAT 1
NnpaBoOXeJsSlyJO4YKOBOM HEOCTATOYHOCTLIO JaeT OTYETNUBbLIN KITMHUYECKUA U
cuMnToMaTU4eCKnn 3apeKT n pekomeHayeTcs Aaxe npu OTCYyTCTBUN crneumanbHbIX
PKW. B nocnegnux PKW, noceBsLleHHbIX HOBbIM MeToaam nevenus, 49-70 % 6onbHbIX
nonyyanun guypetunkn. OgHako HeJoCTaToOK UccnefoBaHU MO KOHKPETHBIM Knaccam
anypeTnkoB y 6onbHbIX ¢ JTIAT n nHgueugyanbHas BapnadenbHOCTb MX 3PPEKTUBHOCTH
ocTtasnseT BblbOp npenaparta 1 A03UPOBOK Ha YCMOTpPeHME Bpada. Y 60MbHbIX,
nonyyaroLwmx Tepanuio anypetTmkamu, cnegyeT CTporo KOHTPONMPOBaTb ANEKTPONUTLI
CbIBOPOTKM KPOBU U MOYEYHYHO (DYHKUMIO.

Knacc pekomeHgaumm |, ypoBeHb gokasatensHocTtu C.

Kucnopon
BonbLlmHcTBo 60nbHLIX € JIAI (kpome JIAI Ha dhoHe BPOXAEHHbIX MOPOKOB cepaLa) B

COCTOSIHMM MOKOSI MOTYT MMETb TONbKO NErkyt CTeneHb rMnoKceMun.
MaToduanonornyeckne MexaHm3mMbl B 3TOM Cllydae BKMOYAKT HU3KYIO caTypaumio
CMeLlaHHON BEHO3HOM KPOBM 3a CHET HU3KOro cepaeyHoro Bbibpoca u MMHUMarnbHbIe
N3MEHEHNSA BEHTUNALNOHHO-NEPdY3MOHHOIO OTHOLLEHUS. Y HEKOTOPbIX BOSbHBIX C
BbIpaXXEHHOW rMnokcemMmnen MoxxeT 0OHapyXMBaTbCsl BTOPUYHOE OTKPbITUE OBaribHOro
OKkHa. Y 6onbHbIx ¢ JIAI Ha hoHEe BPOXAEHHbBIX NOPOKOB CepALa rMnokcemMmust cBsiaaHa c
LUYHTUPOBaHMEM KPOBU CrieBa Hanpaso U, Kak Npasumio, pedpakrepHa K Tepanuu
NHranaumMoHHbIM KUCIOPOAOM.

B HacTogLLee Bpems OTCYTCTBYIOT LOCTOBEPHbIE cBeaeHnda 06 acppekTMBHOCTH
AnvTenbHon Kncnopogotepanuun y 6onbHbix JIAI. XoTs y HekoTopbix 6onbHbIX ¢ JIAI
OTMeYaeTcs ynyylweHne CoOCTOSAHUSA Ha POHE HU3KOMOTOYHOW KMcnopogoTepanun, atu
pe3ynbTaTbl HE NOATBEPXAEHbI B KOHTPONUPYyEMbIX nccrnegoBaHmax. OgHako, B Lenom
npencraBnAeTCcs BaXkHbIM NogaepXXusatb caTypauuio Kucnopoga B nobbiX yCrnoBUax
Bbilwe 90 %. bonee cnopHo ucnonb3oBaHue kucnopoaa y 6oneHbIx ¢ JIAIT Ha oHe
BHYTPUCEPOEYHOrO LWYHTUPOBaHUS KPpoBU. DaKTUYECKU, B KOHTPONUPYEMbIX
nccnenoBaHusx y 605bHbIX C CMHAPOMOM OW3eHMeEHrepa KucnopogoTepanusi B HOYHbIE
Yyacbl He BfMSnNa Ha remaTosiormyeckme nokasartenu, Ka4ecTBO XKMU3HU U BbPDKMBAEMOCTb
[114]. B ntobom cny4dae, acpekT NOCTOAHHON Tepanun KUCNOPOAOM Y Taknx BOMbHbIX
HEBbISICHEH.

Knacc pekomeHgauni lla, ypoBeHb gokasatensHocTtum C.

27



C@DI{C‘-IHI)IG TJIMKO3U bl U [[O6VTaMI/IH

MockonbKy Npu NporpeccMpoBaHn NPaBoXenyao4YKOBON HEQOCTATOYHOCTU CHUXKEHUE
COKpaTUTENbHOM CNOCOBHOCTM MMOKapAa ABNAETCS OQHUM U3 OCHOBHbIX MOMEHTOB,
ONS fieYeHnst 3TOro COCTOAHNSA NoKasaHbl MHOTPOMHbIE Npenapatbl. KpaTkoBpeMeHHoe
BHYTPMBEHHOE BBeAeHMe anrokcmHa 6onbHbiM ¢ UJTAT BbI3biBaeT ymepeHHoe
NOBbILLIEHWE CepaeYvHOro Bblbpoca 1 3Ha4YMTESNTIbHOE CHUXEHNE YPOBHS
LUMpKynupytowero HopagpeHanuia [115], ogHako nHgopmaums 06 appekTmBHOCTH
ONNTENbHOro HasHayYeHnss ANroKCMHa OTCyTCTBYET. AHanorMyHbiM o6pasom
ncnonb3oBaHWe npenapartos gurmtanuca y 6onbHbix ¢ JIAI n pedpaktepHon
NpaBoOXerygo4YKOBON HEQOCTAaTOYHOCTBIO OCHOBAHO B MEPBYIO 04Mepeb Ha onbiTe
Bpayen, a He Ha Hay4HbIX goka3aTeribCcTBax 3PPEKTUBHOCTU. Jurutanuc moxeTt
Ha3HayaTbCA B pefkux cnyyasax y 6onbHbix ¢ JIAI 1 mepuaHnem unu TpenetaHnem
npegcepaun ans ypexeHns 4actoTbl XXenyAo4KOBbIX COKpalleHUN. JUrokcuH
HasHa4vancs 18-53 % 6onbHbIX, yyacTBoBaBLWwMx B nocneaHne PKN no JIAT. BonbHble ¢
koHeuHon ctaguen JTAI B 60NbLUMHCTBE SKCMEPTHBIX KIIMHUYECKUX LEHTPOB nonyyanu
BHYTPUBEHHbIN fobyTaMuH [116]. Takoe neyeHne 4yacto NpMBOANT K KNMHUYECKOMY
YNyYLIEeHUIO pasnnYyHon NPoLOIMKUTENBHOCTH, Kak NPU TAXEST0M NeBoXenyn04KOBON
HeJOCTaTOYHOCTW.

Knacc pekomeHgaumm 116, ypoBeHb AokasatenbHocTh C.

AHTaroHMCTHI KAJIBIIHS

MnepTpoduna meann B Menknx nerovHblxX aptepusax Hapsay co cHmxkenunem JICC nocne
Ha3Ha4yeHna BasoaunaraTopos nossosnivna lMNayno Bygy mHoro net Hasap, [34]
pa3paboTaTtb rMnoTesy Ba3OKOHCTPUKLNM Kak OCHOBY NaToreHesa 1 natouanonornm
WIAT. CerogHsi NOHATHO, YTO TOMbBKO Y HeBonbLwon Yactn 6onbHbIX ¢ TTAT
TpaauLMOHHbIE Ba3oannaTaTopbl, TAKMe Kak aHTaroHUCTbI KanbLuus, MOryT Bbi3BaTb
KIMMHUYECKN 3Ha4Ymmoe cHmkeHme OJ1A n cBaA3aHHOE C 3TUM CTOMKOE KITMHUYECKOEe
ynyJLleHue.

MonoXnTENbHbIN KIMMHUYECKUA U MPOrHOCTUYECKMIA 3CO(PEKT BbICOKMX 403 aHTaroHUCTOB
Kanbuus y 6onbHbIx ¢ AJTATT 1 NONOXNTENBHON peakumen nerodHbiX cocyaoB
(onmMcaHue NonoXUTernbHOro OCTPOro TecTa Ha Ba3opeakTMBHOCTb CM. B pasfene
"[JuarHocTuka") nokasaH B OAHOLEHTPOBbLIX HEPAHAOMU3NPOBAHHbLIX
HEKOHTpoNMpyemblx nccnegosanusx [81, 79, 92, 117]. B atux nccnegosaHusax rpynna
cpaBHeHuSA bbina npeacrtaBneHa 60nbHbIMM 6€3 NONOXUTENBHON peakumm B TECTE Ha
Ba30pPEaKTUBHOCTb, KOTOPLIE CaMK Mo cede Mornu nmeTtb 6onee HebnaronpUATHLIN
NPOrHO3 NO CPaBHEHMIO C NaUMEHTaMUK, OTBETMBLUMMU NONOXMUTENBHO Ha
Basoaunarartopsl [92]. OgHako aTa rmnoTesa He MMeeT YETKOro NoaATBepXKaeHus, bonee
TOro, NpeacTaBnaAeTCcs HEATUYHBIM NpekpaLlaTb NIeYeHNe BbICOKMMN J03aMMN
aHTaroHMUCTOB Kanbuus 60bHOMY €O cTabunbHbIM CHWXKeHeM [OJ1A, nony4yeHHbIM B
OCTpon hapmakonorn4yeckon npode, n nposoanTb Nnauebo-KOHTpoONMpyeMble
nccnegoBaHns y Takux 60onbHbIx [98].

B BbllLEONMCaHHbIX NCCNeaOoBaHUAX NPENMYLLECTBEHHO MCMNOMb30BaNUCh HAPEAUNUH U
aunTtmnasem, 1 BbIbop OcHoBbIBancs Ha ncxogHon YCC naumeHTa (Npy OTHOCUTENbHOW
Gpaankapgumn BbIGMpann HUdeaMnuH, NPY OTHOCUTENBHOW TaxMKapaunm - AUNTUas3em).
[osbl aTnx npenapatos, addekTnBHble B oTHOWweHun UJTATT, 6b15iv OTHOCUTENBHO
BbICOKMMU — A0 120-240 mr / cyT. ana HudeannuHa n 240-720 mr / cyT. ans
auntunasema [79]. PekomeHayeTca y O0MNbHbIX C MOMAOXUTENBbHLIM TECTOM Ha
Ba30peaKTMBHOCTb HauYMHaTb C HM3KuX 03 (30 Mr HMdeannuHa oNNTENbHOro AENCTBUS
ABaxabl B AeHb nnun 60 Mr guntmnasema 3 pasa B eHb) U OCTOPOXHO MOBbILWAaTb UX B
TEYEeHME HECKONbKNX HeAENb 4O MaKCMMaribHO NepeHOCUMOro ypoBHS. daktopamu,
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OorpaHvyMBalOLLMMKN JanbHenLwee HapalumBaHne 4o3bl, 0OblMHO CTAHOBATCHA CUCTEMHAs
TMNOTEH3USA N OTEKM HMXKHUX KOHEYHOCTEN. B HEKOTOPLIX cnydasax noboyHble adeKThbI
a@HTaroHMCTOB KanbLUus MOXHO YMEHbLUNTb AobaBneHmem QUrokCuHa u / nnm
anypeTtukoB [119]. laHHble 06 3 HEKTUBHOCTU, NEPEHOCUMOCTN N 3P EKTUBHBIX
[03ax aHTarOHNUCTOB KarnbLMsl HOBbIX MOKOMNEHUIN, TaKUX Kak aMiognnuH 1 penoannuH,
OTCYTCTBY!OT.

Kak 6b1n0 ckasaHo Bblwe (pa3gen "OuarHocTtuka"), B uenom 1o5bko 10-15 % 60nbHbIX ©
WJTAT nonoxmntenbHO oTBeYalT Ha Ba3ogunaTaTopbl U TOMBKO Y MOMOBUHBI U3 HUX
ONUTENbHOE NeYeHne aHTaroHMcTaMm Kanbumsa gaeT CTabunbHbIN KITMHUYECKUA 1
remognHamMmmyeckn adpdekT. NPUHATO cumTaTh, YTO TOSBbKO B 3TUX Cryvaax
pekoMeHayeTCa NPOAOIHKEHNE NIeYEeHUS aHTaroHUCTaMn KanbLus B Ka4ecTBe
MOHOTepanuu.

Y 60onbHbIX ¢ JIAT Ha doHe 3CT nnu BpoXXAEHHbIX MOPOKOB cepaua LenecoodpasHoCcTb
NpoBeAEeHMS OCTPOro TeCcTa Ha Ba3OpPeakTMBHOCTb MEHEE OYEBMAHA, YeM Y BONbHbIX C
WNATI [81, 86]. OgHako akcnepTbl nofiarakoT, YTO U B 3TUX Criyvasix HY>XXHO nUccnenoBatb
OCTPYIO peakumio Ha BasogunaTaTopbl U NPU NOMOXUTESNTbHOM pe3yrbTaTe OCTOPOXHO
neyvnTb NepopanbHbIMU aHTaroHMCTaMu Kanbuna ¢ TWwaTenbHbIM KOHTPONEM 3a

9P PEKTUBHOCTLIO N BE30MACHOCTLIO TaKoW Tepanuu.

MonoxutenbHble pe3ynbTaThl ANUTENBbHOIO Ha3HA4YeHWs BbICOKMX 403 aHTarOHUCTOB
Kanbums Takke 6binn nonyyeHol y ageten ¢ ATl [118].

Ons UINAT: knacc pekomeHgauun |, ypoBeHb aokasatenbHocTy C; ana apyrmx oopm
NAT": knacc pekomeHgauun 116, ypoeHb gokasaTensHocTu C.

CuHTETHYECKMH NPOCTAIMKIIMH M €0 aHaJIOTH

MpocTaumknuH BoipabaTbiBaeTCst B OCHOBHOM 3HAOTENMANbHbIMU KNeTKamm 1
BbI3blBaeT MOLLHYO Basoaunataumio Bcex cocyaoB. Takke OH siBnseTcs Hanbonee
CUNbHbIM 3HOOMEHHBIM MHIMBUTOPOM arperaumm TpoM6oUUTOB U, NO-BUANMOMY,
obnagaeTt Kak LMTONPOTEKTUBHBLIMU, Tak M aHTUNponudepaTneHoiMu ceorcteamm [120].
Mpwn NAT HapywaeTca MeTabonmMam NPOCTauUMKINHA B BUAE CHUXKEHMWST 9KCNPeccum
NPOCTaUMKIMHCUHTETA3bl B NIErOYHbIX apTepusx n MetabonuToB NpocTaunknnHa B
Moue [13]. HecMoTps Ha TOo, YTO OCTaeTCs HEACHbIM, ABMSETCS NN HapyLLeHne
perynauun metabonuama npoctauuknuHa npuydnHon unu cnegeremem JI, ato
ybeanTenbHbIN NOBOA AN15 TepaneBTUYECKOro NCNONb30BaHUSA NPOCTAUMKINHA Y
B6onbHbIX ¢ JIAT. [MepBOHaYanbHO KIMHUYECKOE NPUMEHEHNE NPOCTALUMUKIINHA
(3nonpocTteHona) 661510 OCHOBAHO Ha ero Ba3oaMnaTUpPYLMX CBONCTBaX, AOKa3aHHbIX
B KpaTKOBPEMEHHbIX UCCeoBaHUsAX, N 3TOT "OCTpbIN" adpdeKkT YacTo UCNoSb3yeTcs
Npv UCcCreaoBaHUN peakTUBHOCTM COCYAOB Marnoro Kpyra kposoobpatieHus. C gpyron
CTOPOHBI, JaXe NPy OTCYTCTBUMU NOMOXUTESNTbHOW peakumm B OCTPOM TecTe C
3MONPOCTEHONOM Y BOMbHbBIX NPW ANUTESNbHOM NTEYEeHUN MOXET HabnoaaTbes
KNUHUYeckoe U remogmHamudeckoe ynydwenue [121]. daktnyeckn, onutenbHoe
BHYTPMBEHHOE Ha3HayeHue anonpocTteHona cHuxkaeT JICC Huxe ypoBHSA, 4OCTUraeMoro
B OCTPOM TecTe Ha Ba3opeakTUBHOCTb [84]. O6bsCHeHUe Takoro pesynbTata OCHOBaHO
Ha MHrMBMpYOLLEM BISHUN NPOCTAUMKIIMHA Ha POCT, peMoenupoBaHme u
obnutepaumo cocyaoB, 4To obner4yaet YacTUYHOE BOCCTAHOBNEHNE HapyLUEHHbIX
YHKUNIA NTErOYHON MMKpoumnpKynauumn. OgHako TOYHbIN MexaHn3m addeKToB
npocTtaumknuHa npu JIAIC HensBecTeH 1, BEPOSATHO, MHOrOakToOpHbIN. OH MOXeT
BKIMOYaTb penakcaumio rnagkombllLeYHbIX KNeToK (OCTpyHo), nogaBneHne arperaumm
TPOMOOLNTOB, HOpManNu3auuo arperaunmoHHbIX HapyLweHun, "pasdbmsaHme”
TpoMbounTapHbIX arperatoB, BOCCTAHOBIEHNE MOBPEXAEHHbIX AHAOTENNANbHbIX
KNeTok, TOpMOXEeHne Murpaumm n nponudepanmm cocyancTbIiX KIeToK, YTo
crnocobcTByeT obpaTHOMY PasBUTUIO U3MEHEHWUIA NEeroYHbIX COCYAOB, yny4yliaeT
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neroyvHblv knnupeHc ET-1, okasbiBaeT NPAMON MHOTPOMHbIA 3ddEKT, ynyyaeT
notpebneHne kucnopoaa CKeNEeTHbIMU MbILULLAMU U CHKAET reMOANHAMUYECKYHO
Harpysky [13].

KnuHuyeckoe ncnonb3oBaHne npoctauunknmnHa y 6onbHbix ¢ JTIAI pacwumpunocb
BGnarogaps cMHTe3y CTabunbHbIX aHanNoros, obnagaroLwmx pasfmyHbIMU
hapMaKkoKMHETUYECKMMM CBOMCTBAMU, HO C KQYE€CTBEHHO CXOL4HbLIMMU
dapmakogmuHamuyeckumm acbdektamu. NepBoHavanbHbIN ONbIT MPUMEHEHUS
NpoCTauUMKINHa y YenoBeka Obin HaKOMMEeH Npu NCNONb30BaHUM 3NONPOCTEHONA,
KOTOpbIN NpeactaBndeT cobon CMHTE3MPOBAHHYIO COMb NPOCTAUMKINHA.
3nonpocTeHon. AnonpocTeHoN ABNAeTCA CTabunbHbIM NMOPUNN3NPOBAHHBLIM
npenapaToM, KOTOPbI pacTBOPSETCS BMECTE C LUEeNTOYHbIM BydepoM (rnumHOM), 4To
NO3BONISIET BBOAUTL PAcTBOP BHYTPUBEHHO. B KpOBOTOKE anonpoCcTeHos BbICTPO
meTabonuaunpyetcs (Yepes 3-5 MuH). MNpenapaT coxpaHsaeT cTabunbHoe COCTOsIHME Mpu
KOMHaTHOM TemnepaType TOMbKO OKOMo 8 4, N03TOMy ero Heo6xoaMmMo BBOAUTL
HenpepbIBHO C MNOMOLLbIO MHY3MOHHOM NOMMbI (Hanpumep, NoMmbl CADD®) n
NOCTOSIHHOrO KaTeTepa (XvKkmaHa). QrnonpoCcTeHos NoaaepXmnBaeTcsa B OXnaxXaeHHOM
COCTOSIHMM C NOMOLLbIO OXSaxgarLen ynakosku. MNpMMeHeHne NoaKOXHbIX KaTeTepoB
C pe3epByapoM U YPECKOXKHbIX U1, UCMOMb3YEMbIX A4S UHTEPMUTTUPYHOLLEN Tepanuu,
He pekomMmeHayeTCs.

AP PHEKTUBHOCTb HENPEPBLIBHOIO BHYTPMBEHHOIO BBEAEHNSA 3MNONPOCTEHONA
nccnegoBanach B 3 OTKPbITbIX KOHTPONMPYEMbIX KINMHUYECKUX UCCNEeLOBaHUSX Y
B6onbHbIx ¢ UIAT [121, 122] n ¢ JIAT Ha cboHe cKnepoaepMmnn n CXOAHbIX C HEWN
3abonesaHun [113]; pe3ynbTaThbl NpuBeLeHbl B Tabn. 12. QnonpocTteHon yny4ywan
KNMHMYeckoe coCcTosiHue B0MbHbIX, NEPEHOCUMOCTb PU3NYECKMX HArpy3oK u
reMoAnHaMuKy B 060UX KIMMHUYECKUX CUTYaUNAX U SBSETCA €OUHCTBEHHbIM
neKapCTBEHHbIM rnpenapaToM, KOTopbIX, Mo AaHHbIM PKW, yny4dlwaeTt BbKMBaeMocCTb
B6onbHbIX ¢ UJTAT .

HepaBHo onyb6nukoBaHbl pe3ynbTaTtbl fIe4EHNS 3NONPOCTEHONOM ABYX 60OMbLIMX rpynn
6onbHbIX ¢ UNAH [77, 87]. OHn nokasanu, YTO BbKMBAEMOCTb B TedeHue 3 net
cocTaBura okomno 65 % 1 3aBucena OT UCXOOHOW TAXKECTU COCTOSIHUSA OONbHBIX, a
Takke oT adheKkToB Tepanun Yepe3 3 Mmec. ABTOPbI NpeanonararT, YTo BonbHbIE,
ocCTaBLUMecs cnycta 3 Mec. nievyeHna anonpocteHonom B | unn IV pyHKUMOHanbHOM
knacce no NYHA vunu y koTopbix 3a 9TOT nepuog He Oblfo JOCTUMHYTO 3HAYUTESTbHOIo
ynyyLeHns nu3nyeckoro n reMmogMHamMmnyeckoro craTyca, LOMKHbl paccMaTpmuBaTbCA
Kak KaHaAnOaTbl HA TPaHCNNaHTaUMIO NErkux.

[nutenbHoOe neyYeHne aNoNpPOCTEHONOM HauYMHAETCA C A03bl 2-4 Hr/Kr/MWH, KoTopas
NOBbILLAETCHA CO CKOPOCTLIO, 3aBUCSALLEN OT pasBUTUA NOBOYHBIX aPPEKTOB
(nokpacHeHue Koxu, ronoBHas 6onb, anapesd, 6onb B Horax). OddekTnBHaa go3a B
nepsble 2-4 Heq. nedeHust obbiuHO cocTtaBnsieT 10-15 Hr/kr/MUH, B AanbHeNLWem B
CBS13M C BO3MOXXHbIM Pa3BUTUEM TONEPAHTHOCTU K NpenapaTy Ansi AOCTMXEHNA N
COXpaHeHus1 MakcMMarbHOro pesynbtaTta TpebyeTcs nepmognyeckoe nosbllLeHne
no3bl. OnTumansHasa gosa BapbupyeT mexay 20 n 40 Hr/Kr/MWH, HO COBPEMEHHas
cTpaTterus ee NoBbILEHWS Pa3nMyaeTcsa B pasHbIX KITMHUYECKNX LeHTpax. B aByx
B6onbwmnx rpynnax 60nbHbIX, NONy4aBLUMX anonpocTteHon [77, 87], cpeaHasa nosa obina
COOTBETCTBEHHO 21 £ 7 1 27 £ 8 HIr/Kr/MUH.

Mo60o4HbIE 3G EKTHI NPU NOCTOSTHHOW TEpanunn 3NOMPOCTEHONIOM BCTPEYAKOTCHA HYacTo U
BKIOYAOT NOKpacHeHMe KOXN, 6onb B 06nacTu 4encTu, agnapeto, rorosHyr 6onb,
6onb B CNMHE, FONIEHSX N CTONax, cna3mbl B OPIOLLHON NOSIOCTU, TOLWHOTY M MHOrAa
rMNoTeH3unto. Yactota Nno6o4YHbIX 3EKTOB 3aBUCUT OT CKOPOCTU MOBbILLIEHWS 4O3bl.
CHwmxeHne 0o3bl He06X04MMO TOSLKO B Crydae CpeaHeTsKEeNbIX UM TSHXKENbIX
no6o4HbIX appekToB. [Nocne HOBOro yBenuyeHnsa Jo3bl NOBOYHbIE 3PEKTbI MOTYT
BO30OHOBUTBLCS, HO 0ObIYHO B fierkor oopme 1 NpoxoasaLme CaMmoCTOATENbHO Yepes
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HeKkoTopoe BpeMsi 6e3 nameHeHust 4o3bl. B HEKOTOPLIX Criydasix onucaHo pasBuTmne
acuuTa, CBSAI3aHHOIO C NOBbLILLEHHOW NPOHULAEMOCTLI OPIOLLNHBI, BbI3BAHHOM
anonpocTteHonoM. bonee cepbesHble N0OOYHbIE 3hheKTbI CBSAI3aHbI C CUCTEMON
[OCTaBKM fleKapCTBa; Yalle OHWN CBA3aHbl C HECOCTOATENBHOCTLIO NOMIMbl, MECTHOM
NMHEeKUMEN, 3aKynopKom KaTeTepa n cerncncom. B ynomsaHyTbix Bbille ABYX 60nbLUMX
rpynnax 6onbHbIx [77, 87] yactoTa cencuca coctasuna 0,14 n 0,19 ann3onos Ha 1
nauueHTa B rog, 1 6b1510 8 netanbHbIX MCxoaoB (2,8 % 13 340 nauneHToB), CBA3AHHbLIX
HenocpeacTBEHHO C MHpUUMpPOBaHMEM KaTeTepa. MeCTHble NHeKUUN MOryT UMeTb
BMA HEOONbLLOro MHOMLMPOBAHUA MeCTa BBEAEHUS KaTeTepa, NOAKOXHbIX 6o
"TYHHenbHbIX" NHeKUunn. Pegko pa3sBnBatoTCs NHEBMO- U FeMOTOPAKC KaK OCNOXHEHUS
NOCTaHOBKK KaTeTepa. CnenyeT nsberatb pe3Koro npekpaLleHnsa nHdysmm
3MNONpPOCTEHONA, TaK Kak Y HEKOTOPbIX BOMbHbBIX 3TO BbI3blBAET CUHAPOM OTMEHBI B BUAE
yTSXKEeNneHust KnnHn4eckon kapTuHel J1IN n gaxe netanbHoro ncxona. BeaeHne 60nbHbIX
npy ANUTENBHOM JleYeHM ANONPOCTEHONOM TpebyeT COOTBETCTBYHOLLEN
NHPACTPYKTYpPbl, B TOM YMCIIE OMbITHLIX MEAULIMHCKMX CECTEP N BpaYven.

HecmoTpsa Ha 1o, 4To PKW, NnoCBSILLEHHbIE NEYEHUIO ANONPOCTEHONOM, NPOBOANSTUCH
TonbKo y 6onbHbIX ¢ VJTAT 1 JIATT Ha hoHe cknepogepMmnn, NOSTOXKUTESNbHbIE
pes3ynbTaTbl MOMyYeHbl B HEKOHTPONMUPYEMbIX UCCNeOoBaHUAX Yy APYruxX noarpynn
6onbHbIx J1: npn UINAT y peten [118], npyn cucteMHoM KpacHon BonyaHke [123] n
apyrmnx 3CT [124], npwn JIAl', cBS3aHHOM C BPOXAEHHBbIMU NOpOKaMn cepaua ¢
CUCTEMHO-NENOYHBIMUN LLIYHTAMU KaK C XMPYPruyeckom Koppekumen, Tak n 6es Hee [124,
125], y 60nbHbIX C NOPTO-NyfibMOHaNbHOM runepTeHanen [124, 126], npu JIAl Ha doHe
6onesHun Nowe [127] n npn BUY-nHdekumm [128]. HeT eanHoro mHeHnsa o6
3hbpekTUBHOCTM anonpocTeHona y 6onbHbIX ¢ HeonepabenbHon XTIJI, xoTa
HEKOTOpble NONOXUTENbHbIE pe3ynbTaThbl Obl NonyyeHs! [129].

B EBponerickom Coro3e 3nonpoCcTEHON HE 3aperMcTpupoBaH Kak obssaTensHoe
nevyeHne, HO paspeLleH Ha MECTHOM OCHOBE B pasfiIMyHbIX €BPONENCKNX CTpaHax ans
6onbHbIX ¢ AT ¢ Il n IV doyHKunoHanbHbIM knaccom no NYHA. OnonpocTteHon
paspeLleH K npumeHeHnto KomnteTom no nekapcream u nuwieBbiM npogyktam (Food
and Drug Administration - FDA) CLLUA n Kanagbl ans 6onbHbix ¢ ATTAT n J1AT,
ceasaHHon ¢ 3C[H, Il n IV pyHkumoHanebHoro knacca no NYHA.

Ons UNAT n N1Al, ceasaHHon ¢ 3CT: knacc pekomeHgaumm |, ypoBeHb
aokasatenbHocTu A; ona gpyrnx gopm J1Al™: knacc pekomengaumi lla, ypoBeHb
JokasatenbHocTtu C.

AHanoru npocrauuknmHa nccnegoBsanuck B Yetblpex PKU, pesynbTaTtbl KOTOPbIX
npuBegeHbl B Tabn. 13.

Tabnuua 13. PKM HOBbIX aHanoros npoctauuknmHa y 6onbHbix ¢ JTIAI

WccnepoBaHue TpenpoctnHun [130] BbepanpocT — EBponewnckuin Coto3 [133]
Bepanpoct — CLWWA [74] WnonpocrT [135]

Uncno 6onbHbix 469 130 116 203

lMyTb BBEOEHUS MogkoxHo  [NepopaneHo NepopanbHo NHranAaumMoHHO

OnntenbHoCTb, Mec. 3 3 12 3
dyHkumoHanbHbIM knacc no NYHA (%)

Il 11 49 53 -

1] 82 51 47 59

v 7 - - 41

O1nonorusa (%)?

WIATI 58 48 74 54

3CT 19 7 10 17

BpoxaeHHble nopokn cepgua 24 21 16 -
XTanr - - - 28
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BUY - 7 - -

MopTo-nynbmoHanbHas JI - 16 - -

O DEKTUBHOCTL NeveHns

Mukosoe VO3, Yonomn. HeT paHHbIXx HeT gaHHbix TeHaeHums K nosbileHuo Het
[aHHbIX

WNameHenns 6MT, m16° 25 31 36

'emogmMHamuka YnyyweHne Het nsmeHeHun HeT nsmeHeHnn Ynydiexune'
KnuHnyeckoe coctoaHne YnydweHne HeTt nameHeHumn Ynyuwenve' YnydweHve
MpyMeyaHue:  — cymma npoLeHToB MoXeT He cocTasnaTb 100 %, HO oKpyrneHa ao
GrvkanLLero umcna, 0,5 okpyrieH B CTOPOHY GOMbLIEro 3HaYeHUs:; ° — U3MeHeHWs
MeamaHbl; ® — cTaTUCTUYECKN [OCTOBEPHBI Yepe3 3 1 6 mec.; ' — B Npe-uHransauMoHHbIN
nepuog ynyywumnock Tonebko JICC, a Hanbonee ctabunbHoe ynydweHne apyrnx
nokasaTernen Habnoaanocb B NOCT-UHraNAUNOHHbLIV NEPUOL.

TpenpoctnHun. TpenpoCcTUHUN ABNAETCA TPULMKINYECKUM BEH3MANHOBBIM
NPOM3BOAHbLIM 3MOMPOCTEHOMNA C YAOBETBOPUTENBHON XMMUNYECKON CTabUNbHOCTLIO,
Nno3BonsAoLEen BBOAUTL ero B o13nMonornyeckomM pacteope npu remneparype
OKpy>KatoLero Bo3yxa kak BHYyTPMBEHHO, TakK U NOAKOXHO. [NogkoxHoe BBegeHue
npenapaTta MOXHO NPOBOAMUTL C MOMOLLbLIO MUKPOUH(PY3MOHHOM nomnbl (nomna Mini-
Med®) 1 ManeHbK1X NOAKOXKHBIX KAaTETEPOB, aHANOMMYHBIX KaTeTepaM, UCTOMNb3yeMbIM
ANs BBEAEHMS MHCYNUHA 6onbHbIM gnabeTom. B aTux cnydasix ycTpaHaTcs
npobnemsbl, CBA3aHHbIE C MOCTOSHHBIM BMELLATENbCTBOM B LIEHTPalIbHYH BEHO3HYIO
ceTb, Hanpumep, MHPEKUNN, N yXo[a 3a CUCTEMON HAMHOIO MNpoLLe.

OddheKTNBHOCTb HENPEPBLIBHOrO BBEAEHUSA TpenpocTuHuna npu JIAI uccnegosanaco B
camom 6onblwom B mupe PKU ¢ ydyactmem 6onbHbix ¢ JTAIT, nonyyeHo ynydlieHune
TONEepPaHTHOCTU K (pn3nyecknm Harpyskam, remogmHaMnuyeckux nokasatenen u
KnuHudeckoro coctosiHus [130]. Hanbonblee ysennyeHne neEpeHOCMMOCTH K
PM3MYECKMM Harpyskam nosiydeHo y BonbHbIX ¢ Hanbonee TsXenbIM UCXOAHbIM
COCTOSIHMEM U Y BONbHbBIX, CNOCOOHBLIX MEPEHOCUTL BEPXHUI KBapTUb 403bl (> 13,8
Hr/kr/MuH). B bonee paHHEM NUIOTHOM KOHTPOSIMPYEMOM UCCeA0BaHUN TPENPOCTUHNI
Ha3Ha4ancs 26 6onbHbIM € JIAI, Npy 3TOM BbiSiBNiEHa TEHAEHUMS K YBENNYEHNIO
paccToaHuns, npongeHHoro B 6MT u k cHukeHuto JICC [131].

Hanbonee yacTtbiM Nno6o4YHbIM 3dhdEKTOM Npenaparta asnseTcs 6onb B mecte
BBEAEHUSA, YTO CTAHOBUTCHA NPUYMHOM NpeKkpaLleHnsa nedennsa B 8 % criyvaes u
orpaHu4MBaeT NoBbILeHME A03bl eLe Y YacTu 6onbHbIX. ObLasn netanbHOCTb B rpynne
coctaBuna 3 %, pasHuubl Mexay rpynnamMm BoisiBfieHo He 6bino. NpeasaputensHoe
coobLeHne nokasano BO3MOXHOCTb nepeBoaa 60sbHbIX C BHYTPUBEHHOIO
3MNoNpoCTEHOMNAa Ha NOAKOXHbIA TpenpocTuHun [132].

B 2002 r. FDA paspelumn ucnonb3oBaHue TpenpoctuHmna y 6onbHbix JTAT I, [ n IV
dyHKUnoHanbHbIx knaccos no NYHA.

Ina NAT: knacc pekomengauun lla, ypoBeHb fokasaTenbHOCTH B.

BepanpocT HaTpua. bepanpocT HaTpua ABNAeTcs NepBbIM XMMUYECKN CTabUnbHbIM
aHarnoromM npocTauuKnMHa, akTUBHbIM Npu nepopansHoM npueme. OH BbICTPO
BCacbIBaeTCH, NMMKOBasi KOHUEHTpauusa gocturaetcs Yyepes 30 MuH, nepuoa
nonysbiBefeHns 35-40 MMH Nocne OgHOKPATHOro nNepoparbHOro npuema.

AKTMBHbIN B nNepoparnbHOn hopmMe aHanor npoctauuknuHa 6epanpocT uccnegosarnca y
6onbHbix ¢ JIAI B aByx PKW B EBpone [133] n CLLA [74] (cm. Tabn. 13). B 1-m
nccnegoBaHMM NpenapaTt Ha3Havarncs nepopasnbHo 4 pa3a B AeHb B HauBbICLLEN
nepeHocmmon gose (MegmaHa go3bl 80 MKr 4 pasa B A€Hb) U NMPUBEN K YBENTUYEHUIO
nepeHOCMMOCTU hunandecknx Harpy3ok y 6onbHbix ¢ AJTAI yepes 3 mec. Bo 2-m
paHOOMU3NPOBAHHOM MCCeaoBaHuuM, npogomkaswemcs 12 mec., 66110 NONyyYeHo
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ynyyllieHne nepeHoCuMoCT (PU3nYecKnx Harpy3ok 4epes 3 n 6 Mec., HO He No3xe.
"eMoguHaMMYeCKnX yny4dleHnn BbIIBIIEHO He BbINo, U KNMHUYECKME NPOSBIEHNS
YMEHbLUNNNCH TOSNbKO Yepes 6 Mec.

BepanpocT HaTpusa paspelueH B AnoHum n KOxHon Kopee gns 6onbHbix ¢ UJTATT, HO ero
nccneposaHuna B EBpone n CLLUA npekpalleHsbl.

Ona NAT: knacc pekomeHgaumn 116, ypoBeHb foka3aTensHoOCcTH B.

MHranaunoHHbIn nnonpocTt. MnonpocTt npeactaBnseT cobom XMMMYECKN CTabunNbHbIN
aHanor npocTaunknuHa, uMerLmnncs B gopme Ana BHYTPUBEHHOTO, NepopanbHOro u
WHransiunoHHoro BeeaeHus. MHranaumoHHaa tepanus JIAI npuBnekaeT TeopeTnyeckomn
BO3MOXXHOCTbIO CENEKTUBHOIO BO34ENCTBUS Ha NEroYHy0 MUKPOLMPKYNALMIO.
daKTMyYeckn, NOCKOSbKY MHTPaaunHapHbIE NIErOYHbIE apTEPUM TECHO OKPYXKEHbI
anbBeonamMu, MOXHO AUNaTMpoBaTb 3TN COCYAbl, OCTABUB JIEKAPCTBO B anbBEOSbI.
BaxkHO, 4TOObI YacTuLbl adp03015 BbINIM 4OCTAaTOYHO MESNKUMUN (ANamMeTpoMm 3-5 MKM).
lMocne ogHOKpaTHOM MHranauumn nnonpocTa Habnganock cHkKeHue cpegHero AJ1A Ha
10-20 %, KoTOpoe coxpaHanochb B TeveHne 45-60 muH [134]. KopoTkas onuTenbHOCTb
aenctena TpebyeT YacTbix MHransaummn (oT 6 oo 12 pas B AeHb) A48 NONyyYeHns
NOCTOAHHOro adpdpekTa Npu ASIMTESNbHOM neveHun. [Npn ncnonb3oBaHUN CTPYMHBIX
HebynansepoB Kaxgasa NHransumsi 3aHMMaeT oKosio 15 MUH, NpU NCNONb30BaHMK
anbTepHaTMBHbIX annapaToB, TakNX Kak yrnbTpa3ByKoBble Hebynansepbl, 4NIMTENbHOCTb
WHransumm yMmeHbLlaeTcsa 40 5 MUH.

MHransunoHHbIN nnonpocTt oueHusanca B PKI, B KOTOpoOM exxeaHEBHbIE MOBTOPHbLIE
WHransaumm npenapara (6-9 pas B geHb, 2,5-5 Mkr Ha 1 uHransumo, megnana gossl 30
MKI B j€Hb) CpaBHMBanu ¢ Hransumamm nnaugedo y 6onbHbix ¢ JTIAT n XTIJT [135]
(cm. Tabn. 13). MiccnegoBaHue nokasano yBennyeHme nepeHoCcuMOoCTn (omanyecknx
Harpy30K 1 KIMHNYECKOro coCcTosHns, cHmkeHne JICC Tonbko y 6onbHbix ¢ AJTIAT. B
LEenoM, UHransauMOHHbIN MNONPOCT NEPEHOCUSICA XOPOLLO, HO Kalleslb, MOKpacHeHne
KOXW 1 ronioBHasi 60nb NOABNANUCH Yalle B rpynne unonpocTa.

Takke onybnukoBaHbl pe3ynbTaTbl 4ONITOBPEMEHHOIO HEKOHTPOSIMPYEMOrO
nccnegoBaHus ¢ yyactnem 25 6onbHbix ¢ AJIATN, nonyyaswmnx He meHee 1 roga
neyvyeHne NHransiumMoHHbIM nnonpoctomM B go3e 100-150 mkr / cyT. [136]: paccTosiHue,
npongeHHoe B 6MT, yBenuinnock B cpegHeM Ha 85 m, cpeaHee [J1A cHM3unochL Ha 7
MM PT. CT., CEpPAEYHbIN MHAEKC BO3pocC Ha 0,6 n/MuH/M2. B HeBOoMbLWOM 1ccnenoBaHnm 8
B6onbHbIX ¢ JIIT 1 nerovHbiM hnbpo30M OCTPOE Has3HAYEHNE MHranNsILMOHHOIo UnonpocTa
BbI3Basio BbIpaXKEHHYO NEroyHyo Basogunataumio ¢ COXpaHEHNEM MoKa3aTenemn
razoobmMeHa u CUCTEMHOro apTepuanbHoro aasnenus [137], 4To nokasano BO3MOXHYHO
NoNb3y Has3Ha4YeHus npenaparay 3ToM KaTeropmmn GOmMbHbIX.

JleyeHune nHransaunammn nnonpocTa paspeweHo EBponenckum AreHTCTBOM Mo OueHKe
mMeauumHckon npoaykumn B Espone npu UJAT 1l pyHkumnonanbHoro knacca no NYHA un
B ABcTpanun n Hosown 3enanguu npu JIAI nu HeonepabensHon XTI 11l n IV
YHKLMOHAIbHbIX KNacCoB.

Ons JIAT: knacc pekomeHgauun lla, ypoBeHb gokasaTenbHocTh B.

BHyTpuBEHHbIN nNonpocT. HenpepbiBHOE BHYTPUBEHHOE BBELAEHNE UNOMPOCTa B
Hebonbwunx rpynnax 6onsHblx ¢ JIAI n XTI [138, 139] okasanochb Tak xe

3 heKTMBHBLIM, KaK 1 anonpocTeHona. Mnonpoct obnagaeTt npeMmyLLecTBomM,
nockosibky 6onee crabuneH npy KOMHaTHOW TemnepaType 1 He TpebyeT
BOCCTAHOBMNEHUSA N OXNaXKAEHNS.

HenpepblBHOE BHYTPUBEHHOE BBEAEHME UNONpocTa paspeLleHo B Hoson 3enaHaum
ans 6onbHbix ¢ JIAT 111 n IV doyHKunoHanbHbIX knaccos no NYHA.

Ons JIAT: knacc pekomeHgauun lla, ypoBeHb gokasaTtenbHocTn C.
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AHTaroHMCTEI PELENTOPOB sHaoTearnHa-1 (ADP)
ET-1, nentna, BbipabaTbiBaeMbI NPENMYLLLECTBEHHO SHAOTENMANbHBIMU KIEeTKaMm
COCy[0B, XapakTepn3yeTcs MOLHbIM Ba30OKOHCTPUKTOPHBLIM U MUTOTE€HHbIM
BO34eNCTBMEM Ha rmagkue mbiwubl [14]. ET-1 cBasbiBaeTcs ¢ AByMSA TUnamm
peuentopoB: ETa n ETg. Peuentopbl ETa Haxoaatcs B rmagKOMbILLEYHbIX KIeTKax,
peuenTtopbl ETg — B 9HAOTENManNbHbIX U rMagKoMbILWEYHbIX KneTkax. AKTMBaums
peuentopoB ETa n ETg Ha rmagkoMbILLEeYHbIX KNeTKax Bbl3blBaeT BA30KOHCTPUKTOPHbIN
N MUTOreHHbIn addekTbl ET-1. CTumynauusa aHgoTenmanbHblx peuentopoB ETg
cnocobceTByeT knupeHcy ET-1 n BoicBoboxaeHntio NO 1 npocTaumknmHa.
AkTnBauma cuctembl ET-1 npogemoHcTpupoBaHa kak B nnasme [140], Tak n B NEro4Hom
TKaHW 60nbHbIX ¢ JIAT [141]. XOTA He ACHO, SBNsieTCA Nn noBbiweHne ypoBHs ET-1 B
nnasme npudnHon unu cneacrtenem J1I [140], nccnegoBanus cuctembl TkaHeBoro ET-1
nogTeepavnu 3Hadmmyto pornb ET-1 B natoreHese J1Al [14].
YeTkoe gokasaTtenbCcTBO akTuBauum cuctemol ET-1 obycnosnmeaeT Heo6X0ANMOCTb
nccnegoBaHus aHTaroHncToB ET-1 y 6onbHbIx JIAl. Hanbonee agpdekTBHbIN CNOco6
nogaesneHus cuctembl ET-1 — npymeHeHne aHTaroHMcToB peuentopoB ET-1, koTopble
6rnokupytoT nnbo ETa, nnbo ETa n ETs.
K HacTodwemy Bpemenun nposeaeHo 3 PKU ¢ aHTaroHnctamm peuentopoB ET-1y
BonbHbIX ¢ JIAl (Tabn. 14):
Tabnuua 14. PKWM anTaroHuctoB peuentopoB ET-1 y 6onbHbIx ¢ JTIAI
WccneposaHue MunoTHoe nccnegosaHue 6oceHTana [143]  OcHoBHOe
nccnegosaHne doceHTaHa [144] CutakceHTaH [75]
Yuncno 6onbHbix 32 213 178

Cnocob BBegeHuss [lepopanbHbliit MepopanbHbIn lMepopanbHbIN
JnutenbHOCTb, Mec. 3 4 3

nepBUYHbIE KOHEYHbIE NOoKasaTenu 6MT O6MT T[lukosoe VO,
dyHkumoHanbHbIN knacc no NYHA (%)

I - - 33

1 100 91 66

AV - 9 1

Atnornorusd, %°
UNATIC 85 70 53
3CT 15 30 24

BpoxaeHHble NOpokn cepaua - - 24

BUY - - -

O DEKTUBHOCTL NeyeHns

MukoBoe VO3, Yon0mx. HeT gaHHbIx HeT aaHHbIX +3 %°

N3meHeHus 6MT, m+76 +44 +34

"femogmHamuka YnyyweHne HeT gaHHbIX YnydweHue

KnnHnyeckoe cocTosHne YnydweHne YnydweHue YrnydweHue

MpumeyaHue: @ — cyMmMa NpoLieHTOB MOXeT He cocTaensaTe 100 %, HO OKpyrneHa Ao
6nvxanwero 4Yncna, 0,5 okpyrneH B CTOpoHy 6onbLlero 3HayeHus; ® _ Tonbko Ans Ao3bl
300 wmr; ® — Tonbko Ans o3l 100 mr.

BoceHTaH. boceHTaH — NnepopanbHbIN aHTaroHUCT peuenTtopoB ETa n ETg 1 nepBas
MOJIeKyria 3Toro Kracca npenapartoB, kotopasi 6bina cuHTesnpoBaHa [142]. boceHTaH
oueHuancs npu J1IAI' B oByx PKW 1 npusen K yny4dweHunto onsnyeckon
TONepaHTHOCTU, PYHKLMOHAIbLHOrO Krnacca, reMoOANHaMUYeCKuX,
axokapauorpaduyeckux n [1-Oxol” nokasatenen n ysenmumsean BpeMS 40 CneayroLero
KnuHnyeckoro yxyawenus [58, 143, 144]. B 6bonee kpynHom uccregosaHun BREATHE-
1 6onbHble BbIM paHAOMM3MPOBaHbl B oTHOWweEHMK 1 : 1 : 1 n nonyyanu nnaue6o nnm
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62,5 mr 6boceHTaHa gBaxabl B AeHb B TedeHune 4 Hepn., a 3atem 125 mr 6oceHTaHa
asaxabl B AeHb unu 250 mr gBaxkabl B A€Hb B Te4eHne He meHee 12 He. XoTa Bce
[03MPOBKN BOCEHTaHa NPUBOAMAN K 3HAYUTENBHOMY KIMHWUYECKOMY YIYyYLUEHUIO, MO
cpaBHeHuto ¢ nnauebo ynyyweHne 6bino 6onee BoipaxkeHHbIM Npu Jo3e 250 mr 2 pasa
B A€Hb, YeM npu gose 125 mr 2 pasa B aeHb (+54 m n +35 m B 6MT COOTBETCTBEHHO).
OpHako dhopmarnbHO He 6bIfo yCTaHOBNEHO 3aBUCUMOCTM 3(PPEKTUBHOCTM OT A03bl.
XoT4 cxoaHbIn acphekT 6bin nonyyveH n 'y 6onbHbix ¢ AT, ny 6onbHbix ¢ JIAI Ha
doHe cknepogepmmm, 60CeHTaH yBennumn NnporMaeHHoe 3a 6 MUH pacCTosHME TOMbKO Y
6onbHbIx ¢ UIAT (+46 m B rpynne 6oceHTaHa npoTtmB -5 M B rpynne nnauebo), B TO
BpeMs Kak y 60MbHbIX CO CKnepoaepmMuen npenapar 3aMeansn CHmKeHMe u3nyeckom
TonepaHTHocTK (+3 M B rpynne 6oceHTaHa npotme -40 m B rpynne nnauebo).
MoBblWEeHMEe NeYeHOYHbIX TpaHcaMuHa3a BbisBNAnock Y 10 % GonbHbIX, 3TOT adhdekT
ObIN 40303aBUCMMbIM M 0B6paTUMbIM NOCIE CHMXXEHNSA 003bl UM OTMEHLI Npenapara.
dakTnyeckn, QyHKLMA NeYeHn HapyLlanach Yalle 1 B bonee TsSKenomn CTeneHun B
rpynne ¢ 4o3nmpoBKon BoceHTaHa 250 Mr; TpaHCaMUHAa3bl CHUXXANMUCb BO BCEX CIyYasix
Npv yMeHbLUEHUN 003bl NpenapaTta. Ha ocHoBaHWM 3Tux pesynbTaToB Obina
onpeaeneHa pekoMmeHagyemas ahekTnBHas TepaneBTnyeckast 4o3a boceHTaHa 125 mr
ABaxabl B AeHb. Hanbonee BEpOATHLIN MEXAHM3M U3MEHEHNIN NEYEHOYHbIX
depMeHTOB Npu fieyeHn 60CceHTaHOM COCTOUT B 40303aBMCUMOM BIiMsiHMM 6oceHTaHa
N ero meTabonnToB Ha BUNMAPHYIO SKCKPELMIO XXEMYHbIX COMen, YTO NPUBOANT K
3aQepKKe XenYHbIX CONen, KOTopble OKasbiBalT LIMTOTOKCMYECKOE BO3AENCTBME HA
renatouunTsbl [145].

B opyrom pacwmpeHHoM nccnegosaHmm 6oceHTaH nonyyvanu 29 6onbHbiX. K 6-My mec.
BGonbHbIE COXPaHUIM YBENMYEHNE pacCTOSAHUSA, NnporaeHHoro B 6MT, a anutensHoe
ne4veHne 6oceHTaTtom (bonee 1 roga) NPUBENO K yIyYLLEHUIO NoKa3aTenen
remMognHamMuKn 1 pyHkumoHaneHoro knacca no NYHA [146].

MepopanbHbI 6OCEHTaH HeAABHO NPEeAIoXKeH ANA ANM304MYECKOrO NeveHns BoNbHbIX
C TSXKENbIMU 1 / NN HENEPEHOCMMbIMM NOBOYHLIMK addekTaMm OT Tepanuu
npocTaHongamu, B TOM Yncne ¢ CENCUCOM Ha OOHE BHYTPUBEHHOIO BBEAEHWS
anonpocTeHona [147].

OTKpbITOE HEKOHTPONMPYEMOE OAHOLIEHTPOBOE UCCeA0BaHNE C MHOXECTBEHHbIMU
[o3upoBkamu 6bino BbinonHeHo y aeten 4-17 net c JIAI (BREATHE-3) ¢ uenbio
OLEHKM (bapMaKOKMHETUKKN, NePEHOCUMOCTN U Be30MacHOCTM NepopanbHOro
6oceHTaHa. B aToM npegBapuTenibHOM UCCNEeAOBaHUN 3HAYUTENBHOE Yry4dllEHNE
nokasarenen remogmMHamuku 6b1ro nonyyeHo Yepes 12 Hea nedenus y 18 geten,
nony4yaswmnx 6oceHTaH B kKadecTBe MOHOTepanuu Nmbo B KOMOMHaLUKM ¢
anonpocTteHonom [148].

3a cyeT BO3MOXXHOCTM MOBbLILLEHNSA NEYEHOYHbIX TpaHcamuHaa FDA TpebyeT npoBoauTb
nccnegoBaHne nevyeHoYHoM OYHKUUKM Yy 60MbHBIX, Nony4Yatowmx 6oceHTaH, No KpanHemn
Mepe exemecsyHo. EBponernickoe AreHTCTBO No OueHKe MeanLMHCKOW NpoayKumm
TaKkke peKoMeHOyeT eXeMeCa4YHO MOHUTOPMPOBaTb NokasaTenn PyHKLUN NeYeHN.
Kpome TOro, cnegyet perynsapHo uccrnegoBatb reMorfiobuH n reMaTtoKpuT, MOCKOSbKY
BoCceHTaH MOXeT Bbl3blBaTb pa3BUTUE aHEMUKN, OObIYHO HETSXKeNon. Takke y 60MbHbIX,
NpUHUMaBLIMX BOCEHTaH, OTMEYanuCb 3agepXXKka XNOKOCTU B OPraHn3mMe 1 OTEKU
HWKHUX KOHeYHocTen. Ocoboe BHMMaHWe cneayeT obpallatb Ha ageKkBaTHYH
KOHTpaUENnUMIO Y XXEHLMH AeTOPOAHOro BO3pacTa M3-3a NoTeHLManbHOro
TepaToreHHoro agpgekta 6oceHTaHa. boceHTaH MOXeET CHUXaTb 3(PPEKTUBHOCTb
rOpMOHarnbHbIX KOHTPaLENTMBOB, NO 3TOWN NPUYMHE OHN HE OOSMKHbI MCNONb30BaTLCA B
KayecTBe eQuHCTBEHHOro cpeacTtea. CylecTByeT MHEHNE, YTO Knacc aHAoTenmanbHbIX
aHTaroHMCTOoB crnocobeH BbI3biBaTb aTpodmIo ANYEK U MyXCKoe Becnnoaume.

BoceHTaH paspeweH ans nedvexus JIAI 1l n IV doyHKunoHanbHbIx knaccos no NYHA B
CLWUA v Kanage. B EBpone oH paspelueH EBponencknm AreHTCTBOM MO OLIEHKE
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MEAMLMNHCKOM NpoayKumn ans neveHns 6onbHbIX ¢ 1l dyHKUMOHaNbHbIM KraccoMm no
NYHA c nosicHeHneMm, 4To 3dPEKTUBHOCTL NpenapaTa Obina NpoaeMOHCTpMpoBaHa
Tonbko ans UITAT w JIAI, cBA3aHHOM CO ckrepoaepmMmen 6e3 BblpaXE€HHOro Nero4Horo
¢unbpo3sa.

Ona UNAT [l dyHkymoHanbHoro knacca no NYHA m J1AlT, cBssaHHOM co
cknepogepmunen 6e3 BblpaxkeHHOro neroyHoro onbposa: knacc pekomeHgaumm |,
ypoBeHb gokasatensHoctn A; ona WAL IV dyHkumoHanbHoro knacca no NYHA u JIAT,
CBSI3aHHOW CO cknepoaepmunen 6e3 BbipaXkeHHOro neroyHoro gmubposa: knacc
pekoMmeHaauun lla, ypoBeHb fokasaTensHocTH B.

CutakceHTaH. CUTakCeHTaH — cenekTUBHbIM NepoparibHbI aHTaroHUCT peLenTopoB
ETa — oueHuBanca B ogHoMm PKW ¢ yyactnem 178 6onbHbix ¢ JIAT I, 1T n IV
dyHKunoHanbHbIx knaccoB no NYHA [75]. Otnonorusa JIAIT B aton rpynne 60nbHbIX
Bkrtovana UIAT u JIATT, ceagaHHyto ¢ 3CT n BpoXXaeHHbIMM Nopokamu cepgua.
BonbHble 6bINn pasgeneHsbl B paHAOMU3NPOBaHHOM nopsaake B oTHoweHun 1 :1: 1 Ha
rpynnsl, nonyyaswune nnauebo, cutakceHtaH 100 mr un cutakceHTan 300 mr
nepoparnbHO OAMH pa3 B AeHb B TeveHue 12 Hen. [onyyeHo ynyylleHne B
NepeHOCMMOCTN (PUBNYECKNX HArpy3oK, reMOANHAMUYECKNX U KITMHUYECKNX
nokasartensx [75]. YacTtoTta nameHeHust oyHKUNOHamNbHbIX NOKasaTenen neyexHu,
obpatnmoro Bo Bcex cnyyasx, coctasmna 0 % npu gose 100 mr/ cyT. n 9,5 % npu gose
300 mr / cyT. JononHuTensHoOe NUITIOTHOE NccnegoBaHue 3Toro xe npenapata 'y 20
6onbHbIX ¢ JIAIT nokasano aHanornyHble pesynbtaTthl [149].

CwutakceHTaH moxeT yBenuumsaTb MHO mnn npotpoMmbrnHoBOEe Bpems 3a cyeT
nHrnbmnposaHuna pepmeHta CYP2C9 P450, oCHOBHOro pepmeHTa neyveHn,
yyacTBylouwero B Metabonuame BapgapuHa. 310 B3anMoL4eNCTBME MOXHO
perynupoBaTtb, CHUXast 403y BapdapuHa 4o AOCTUXeHUs Heobxoaumoro yposHa MHO.
Opyroe PKW, nayyatowiee adhpekTMBHOCTb 1 NOBOYHbIE 3h(PEKTbI CUTAKCEHTaHa C
Lenblo NonyyYeHnsa paspeLlleHns apMakonormyeckux KOMMTETOB Ha NPUMEHEHNE
npenapaTa B KNMHUYECKOW NpaKTMKe, NPOAOIIKAEeTCA B HacToswee Bpems. [ns
CUTaKCeHTaHa He ornpeferieH Knacc pekomeHaaunn, NocKobKy npenapar noka
AOCTYNeH TonbKo And 60nbHbIX, y4acTeyowmx B PKA.

Knacc pekomeHgaunm B HacTosiLee BpeMd He onpeaerneH, ypoBeHb JOKa3aTenbHOCTH
B.

AmOpunceHTaH. AMOpUCEHTaH SBNSETCH CEeNeKTUBHbLIM NepopasibHbIM aHTaroHUCTOM
peuentopoB ETa 1 nayyancsa B NUIOTHOM CNENoM UccregoBaHuUmM CO CpaBHEHMEM O3 Y
64 6onbHbIX ¢ JIAT. lNpegBapuTenbHble pe3yrnbTaTbl CBUAETENBbCTBYIOT 00 yryylleHum
NepeHOCMMOCTU (PU3NYECKNX HArpy30K U nokasaTenen remoanHamMmmkm, CXogHOM C
pesynbTatamu, nonydeHHsiMu ansa gpyrux AP [150]. B HecTosiwee BpeMsi NpOBOAATCA
aBa PKWN ¢ ambpuceHTaHom, oueHmBatome 3PeKTUBHOCTb U NOBOYHbIE 3PEKTI U
MMeoLLME Lerblo NonydYeHne paspeLlleHns goapMakonormyeckux KOMMTETOB Ha
NpPUMeHeHne npenaparta B KIMHUYeCKon npaktuke. Knacc pekomeHgaumm ona
ambpuceHTaHa Takke He onpeaeneH, NOCKOSbKY npenapaT noka AOCTyneH TOMbKo Ans
B6onbHbIX, yyacTeyowmx B PKU.

Knacc pekomeHgaunn B HacTosiLee BpeMd He onpeaerneH, ypoBeHb JOKa3aTenbHOCTH
C.

Nuaruduroper ®J1D-5

Cunpgenadun. CungeHadun — nepoparbHbIi MOLLHbIA CENEKTUBHbIN MHIMOUTOP
LMKIIMYECKOro ryaHosuH-3'-5"-moHodoccata (ufMo) ©19 5-ro tnna,
dapmakonornyecknn agrdeKT KOTOporo CBA3aH C NOBbILLEHNEM BHYTPUKNETOYHOMN
KOHUeHTpaumu Ul M® [151]. YBennyeHne KOHUEHTpaLumm 3TOro HykneoTnaa okasbiBaeT
penakcupyrowiee n aHTunponugepaTMBHoe JENCTBUE HA MMAagKOMbILLEYHbIE KNeTKU
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cocynos [152]. ®[13-5 HaxoguTca B 6OMbLIOM KONMYECTBE B Mariom Kpyre
KpoBoobpalieHus [153, 154], n npu xpoHndeckomn J1I" noBbILLAKTCA SKCNPECCUS K
aKTMBHOCTb reHa ®[13-5 [155, 156]. 310 no3BondAeT NPeAnonoXuTb, YTO cungeHadun
OKasblBaeT NpenMyLLecTBEHHOE BIINAHNE Ha JIerOYHble CoCyabl.

MHOXXeCTBO HEKOHTPONMPYEMbIX NCCNEeLOBaHMI COOOLLAOT O NONOXUTENbHbBIX
ahbpekTax nepopanbHoro nHrmbutopa ®O3-5 cungeHacouna npu J1Al [157-159],
XTI [160] n J1II Ha doHe neroyHoro chndposa [161]. NpenapaT B Ao3e ot 25 go 75
Mr 3 pasa B CyTKM ynyylaeT cepaeyHO-NerodHyo remoamHamuky 1 nepeHoCcMMocCTb
PM3MYECKMX Harpy3oK. ATK nccrnegoBaHus coobatoT 06 OTHOCUTENBHO HEBOSbLLIOM
ymncne nobo4YHbIX 3IPPEKTOB (HanpmMmMep, ronoBHasa 60sb, 3aN0XKeHHOCTb HOCa,
HapyLeHus 3peHus). HegasHo onybnvkoBaHbl pesynbTtaTtbl PKA ¢ nepekpecTHbIM
ansanHom: cungeHadun B gose 25-100 mr 3 pasa B AeHb Ha3Ha4vanca 22 60nbHbIM C
JIAT 1l n 11l dyHKumMoHaneHbIx KrnaccoB no NYHA v yepes 6 Heq. nevyeHns ynyywmn mx
KIMUHUYEeCKoe COCTOSIHME U MEePEHOCUMOCTb (PU3NYECKUX HArpy3oK, KoTopas
oueHmnBanack no npotokony Naughton Ha Tpegmune (Bpemsi Harpysku yBenmyunnoch ¢
475 1 168 c B KOHLUe cTaguun nnauebo go 686 + 224 ¢ B KOHUe cTaguun cungeHduna), u
remoanHamuky [15]. Ha coBelwaHnm AmepukaHckoro Konneaxa TopakanbHbIX Bpayen B
okTabpe 2004 r. 6biInn NnpeacTaBneHbl pesynbTathl kpynHoro PKU ¢ yyactnem 278
6onbHbIX ¢ JTAT [l v 11l pyHKkumoHanbHoro knacca no NYHA, kotopble
NPOOEMOHCTPMPOBanu cpegHee yBenuyeHne pacctossHusa B 6MT, 4TO No cpaBHEHUIO C
nnauebo coctasuno 45 m npu neyvexHnn 20, 40 n 80 mr cungeHadpuna 3 pasa B A€Hb.
Bce posbl npenapaTa cHwxanu cpegHee OJ1A k 12-11 Hea. nnievyeHns npuMepHo Ha 3-5
MM pT. cT. Bo Bpems HanucaHnsa aHHOro pykoBoACTBa CungeHadusn noka He nonyymn
paspeLleHns K UCnonb3oBaHutio y 60nbHbIX JTIAI HU B 0AHOM dhapMaKkonornyeckom
komuteTe [162]. B HacTosLee BpemMsi BONPOC O HazHa4yeHnn cungeHaduna moxeT
paccmaTtpmBaTbCs y Tex 60onbHbIX € JIATT, y KOTOPbIX paspeLleHHble BUabl Tepanmm
HeadEKTMBHbI N HE NOKa3aHbI.

Knacc pekomeHgaumm |, ypoBeHb gokasaTenbHoOCTH A.

KoMmOuHMpoBanHas Teparris

KombuHupoBaHHas Tepanusa npeacraBnseTca MHoroobeLaoLwmm BapnaHTOM nevyeHmns
n3-3a BO3MOXXHOCTWN BO3OENCTBUSA Cpa3dy Ha HECKOMBbKO NaTOU3NONOrn4yeckmnx
mexaHnamoB JIAI'. KombuHupoBaHHasa Tepanusi OCyLeCcTBNAETCS OAHOBPEMEHHbLIM
Ha3Ha4yeHneM OByX UnNu bonee BapuaHToB fieveHus unmn gobasneHnem BTOPOro (Mnm
TpeTbero) Buaa Tepanvu K npeaLecTBYOLWEMY NIEYEHUIO B Criyvae ero
HeappeKTMBHOCTU. [MoKa HEACHO, KaKOW U3 3TUX BapMaHTOB KOMOUHMPOBaAHHOM
Tepanuu npegnoyvTuTernbHee.

AddhekTnBHOCTL N 6E30MacHOCTb OAHOBPEMEHHOIO Ha3Ha4YeHnst 6oceHTaHa u
anonpocTteHona uccrnegosaHa y 33 6onbHbix ¢ JIAT 11l u IV pyHKUMOHaNbHbLIX Knaccos
no NYHA, paHaOMM3MpOBaHHbIX A5 NeYeHnsa anonpocTeHosiom + nnauebo nnm
anonpocTteHonom + 6oceHtaH (BREATHE-2). B 06eunx rpynnax nonyyeHo ynyyweHune
reMoAnHaAMUKK, NePEeHOCUMOCTU PU3NYECKMX Harpy30K 1 (PyHKLMOHANBHOrO Krnacca.
PesynbTaTbl BbIABUAW TEHAEHLUMIO K BOMnee BblpaXKeHHOMY (XOTS U CTaTUCTUYECKU
HeJOCTOBEPHOMY) YIyULLEHUIO BCEX rEeMOgMHAaMUYECKUX NOKasaTenen B rpynne
anonpocTteHona + 6oceHTaH [163]. OgHako B aTon rpynne 6onee yacto Habnoganucb n
no6o4YHbIe 3 EKTHI NO CPAaBHEHMIO C MOHOTEPaNuen 3nonpoOCTEHOOM.

B HacToswee Bpema npoBoaaTcs unu nnaHvpytotces apyrme PKU ansa oueHku
ahpekToB AobaBneHns cungeHaduna K anonpocTeHony.

B HekoHTponmpyeMbix nccrneaoBaHunsax y 6onbHbix ¢ JIAI, COCTOsIHME KOTOPbIX
yxXyawanocb HECMOTPS Ha NOCTOSIHHOE feYyeHne HenapeHTepasibHbIMU
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npoctaHomgamn, gpobasneHne 6oceHTaHa [164] nunm cungeHadpuna [165] npuBoanno K
YNy4dLEHNIO NEroYHON reMogMHaMMKN U NEPEHOCUMOCTU (PU3NYECKNX HArpy30K.
Knacc pekomeHgaummn 116, ypoBeHb aokasaTernbHocTh C.

NHea3ueHblie MemoOObI Jie4YeHUs!

bauionHas npeacepaHas CEIToOCTOMUSA
B Heckonbkmx akcnepmmeHTanbHbix [166] n knnHudeckmx [167] HabnogeHnsx
BbICKa3aHO npennoroXeHne, 4To UCKYCCTBEHHOE co3aHune gedekra MmexnpeacepaHomn
Nneperopoakn MOXeT AaTb NONOXUTENbHbIN pe3ynbTaT npu Tskenon J1IN. dakTtnyeckm
Hanuyue Takoro gedekra co3fgacT WyHTMPOBaHME KPOBU CrpaBa HaneBo U NoBbICUT
CUCTEMHBIN BbIBPOC, HECMOTPSI HA CHUXKEHME NPU 3TOM CUCTEMHOM caTypauun
apTepvanbHOn KpOBU N yBENMYeHne CUCTEMHOro TpaHcnopTa kucrnopoga. bonee Toro,
npencepaHbIn LWYHT pasrpy3nT npaBoe npeacepave n npasbli Xenygodek (co3nact ux
AEKOMMPECCUIO) U TEM CaMbIiM 0BNErvYnT KIMHUYECKNE NPOSIBIIEHUSA
NpaBoOXenyg04KOBOW HELOCTAaTOUYHOCTH
Ponb 6annoHHon npeacepaHon centoctomun B neveHmm JTIAIT He[oCTaToOuHO ACHa,
NOCKONbKY 3PEKTUBHOCTL TAKOro BMeLLIATeNbCTBa Noka3aHa TOMbKO B O4HOM
HebonbLION rpynne BoNbHbIX U B ONUCaHUSAX OTAEMNbHbIX Cnyyaes, Bcero npumepHo 120
onybnmkoBaHHbIX criydaes [168, 169]. B 6onbluMHCTBE CUTyaL M 3TO BMeLLATENbCTBO
NPOBOAMUTCS Y TXKenNbIX BOMbHbBIX Kak nannMaTtMBHaa Mepa npu oXxXnaaHum
TpaHCNMaHTaunn nerknx, YTo 06 bACHAET CBA3aHHYIO C 3TOW NpoLEeaypOn BbICOKYHO
netanbHOCTb - 0T 5 00 15 %. Kpome cumntomaTnyeckoro u remogmHamMmnyeckoro
ynyyLeHus, Obiro NoKasaHo yBENTIMYEHNE BbIKMBAEMOCTM MO CPABHEHUIO C
NCTOPMYECKNM KOHTpornem [76]. B HacToswee BpeMa 6annoHHasa npeagcepaHas
CenToCcToOMMA nokasaHa 605nbHbIM C faneko3alueawmnm QyHKUNMoHanbHbIM knaccom Il n
dyHKUMoHarnbHbIM Knaccom 1V no NYHA ¢ peungmsupyowmmMmm cuHKonasibHbIMU
COCTOSIHUAIMW U / N NPaBOXeNy404YKOBOM HEQOCTATOYHOCTBIO HECMOTPS Ha BCe
AOCTynHble nevebHble meponpuaTua. CentoctoMmst UCnonb3yeTca Nnbo Kak
nannuMaTtnBHasi Mepa npu OXXngaHum TpaHcnnaHTauum nerkmx, nmbo kak
CaMOCTOATENbHOE NeYeHne, Korga nposefeHne Apyroro nevyeHns HeBo3MoXHo [169].
BannoHHasa npeacepaHas cenToCTOMUA OOSMKHA NPOBOAUTLCS TOMBbKO B KITMHUYECKUX
LeHTpax, UMeLWMX OMNbIT TaKNX onepaumin 4ns CHUKEHNSA CBSA3aHHOIO C HEW pUcka.
Knacc pekomeHgaumi lla, ypoBeHb aokasatensHoctu C.

TpancmiagTanug JErKkux

TpaHcnnaHTauus nerknx nnmn komnnekca "cepgue-nerkme” npu JIAIC oueHnBanach
TOSMbKO B OAHOM MPOCMNEKTUBHOM HEKOHTPONMPYEMOM UCCea0BaHUU, MOCKOSbKY
dopmManbHO cHMTaeTCca He3TUYHbLIM nNpoBoanTb PKU npu oTcyTCTBMN anbTepHaATUBHOIO
neveHnsa [169].

[Nocne TpaHcnnaHTauumu nerknx n komnnekca "cepgue-nerkne” 3- n 5-netHas
BbKMBAEMOCTb cocTaBnsaeT npumepHo 55 n 45 % cooteetcTBeHHO [170].

Mpu UJTAT BbINONHANMUCL TPaHCNNaHTaUMN Kak OAHOro, Tak M 00onX Nerkux, n 3T
onepaumn KoMbMHMpoBanu ¢ ycTtpaHeHNeM NOPOKOB cepaLa Npy cuHapome
OnseHmMeHrepa. BbpknBaeMoCTb PELUUNUEHTOB NOCNE MOHO- 1 BunaTtepanbHON
TpaHcnnaHTauumn nerkux no nosoay JIAI npyumepHO ognHakoBa, U B 60MbLUMHCTBE
cnyyaes JIAIT o6a aTux BapuaHTa paBHO3HaYHbl. O4HAKO MHOIME LEeHTPbI
TPaAHCNIaHTONOMKN B HAcTosILLEE BPEMS NPeanoYnTaloT NpoBOANTbL BunaTtepanbHyto
TpaHcnNaHTauuto nerkmx, B YacTHOCTU, U3-3a MeHbLUEN YacToThbl NOCceonepaLnoHHbIX
OCNOXHEHUN. Y BONbHbLIX C CUHOPOMOM ON3EHMEHrepa 1 Npu TEPMUHANBHOW CTagun
cepaeyHoOn HeoCTaTOYHOCTU crieayeT pacCMOTPEeTb BO3MOXHOCTb TPaHCMaHTauum
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nerkux n cepaua, kKotopas NPy HEKOTOPbIX CNOXHbBIX NOpoKax 1 gedekrax
MEXOKesyo4YKOBOM Neperopoaku AaeT NyyLlyo BbXXKMBAEMOCTb.

TpaHcnnaHTauma nerkmx 1 komnrekca "cepaue-nerkne" nokasaHa 6onbHbiM ¢ JIAI €
Aanekosaweawmm yHKUMOHanbHbIM Kriaccom Il v knaccom IV no NYHA nipu
pedpakTeEPHOCTU KIMHUYECKMX CUMMATOMOB K AOCTYMNHbIM METOAaM fleYeHUs.
Henpegckasyemas AnvTenbHOCTb Nepuoga OXnagaHus U HexsaTka JOHOPCKUX OpraHoB
OCIOXHSIKOT NPUHATME pelleHna 06 onTuManbHOM BPEMEHM NMOCTAHOBKN Ha ovepenb
Anga TpaHcnnaHTaumn.

Knacc pekomeHgaumm |, ypoBeHb gokasatensHocTtu C.

AJITOpUTM JIeUeHUs

AnNropuTt™m neyeHusi, paspaboTaHHbI Ha OCHOBE KITaCCOB PEKOMEHOALMNA N YPOBHEN
JoKasaTesibHOCTU pe3ynbTaToB KIMMHUYECKNX UCCreaoBaHUN, NpeacTaBrieH Ha puc. 3.
ANropuTtM orpaHuyeH To5bko 6onbHbIMU Il n IV dyHKUMoHanbHbIX knaccoB no NYHA,
MOCKOJIbKY OHU COCTaBNSAT BONbLUMHCTBO Nonynsaumm, yyactsosasLlen B PKA.

Ons 6onbHbIX ¢ | n 1l pyHKuMoHanbHbIMKU Knaccamu no NYHA nmeroTca oveHb CKygHble
AaHHble, 1 TpebyTca cneynanbHble nccnefoBaHna Ans BblpaboTku COOTBETCTBYOLLEN
cTpaternn. B HacTosilwee Bpemsi 6onbHble C | 1 || hyHKUMOHaNbHLIMK Knaccamm No
NYHA gomkHbl nony4atb OOHOBYO Tepanuio, a Npy NONOXUTENbHOW peakunn Ha
Ba3oaMnaTaTopbl - aHTAaroHUCTbI Kanbums. [Npy HanMyYMmM HECKONbKNX NOKa3aTenen
GnaronpuaTHOro nporHosa (cm. pasgen "OueHka TaxecTn") pekomeHayeTcs
TwartenbHoe HabnaeHne nnu BknoyYeHne donbHoro B PKA.

PasnuyHble MeToabl NeYeHnsa n3yvanmcb B OCHOBHOM Y 6onbHbix ¢ UJTAT, JIAT Ha
dooHe cKnepoaepMumn Unn npueMa aHopPeKCUreHoB, 1 criegyeT OCTOPOXKHO
9KCTpanonMpoBaTb 3TN pekomeHaauun Ha gpyrue suapbl JIAI (cm. pasgen "Ocobble
cocTosaHus").

Mocne yctaHosneHna guarHosa JIAIT npegnoyTUTENbHbLIM NepBOHAYanbHbIN NOAXO0A
COCTOUT B OOLLNX MEpONpUATMSAX U (POHOBOKM Tepanuu, KoTopasi BKto4aeT
nepoparbHble aHTUKOArynsaHTbl (MPYM OTCYTCTBUM NPOTUBOMNOKA3aHNIN), ONYPETUKN Npn
3a4epKKe XKUOKOCTU, MHANSALMOHHBIN KACIIOPO4 NpWU rMNOKCEMUN U OUTOKCUH Mpun
pedpaKkTepHON NPaBOXENYyA04YKOBON HEAOCTATOYHOCTM U / NN CynpaBeHTPUKYNAPHON
apuTMmn.

B cBs13M CO CNOXHOCTBIO AONOSTHUTENBHOrO 06CcNefoBaHMs U AOCTYMHbBIX BAPUAHTOB
nevyeHnsa HaCTOATENbHO pekoMeHayeTCcs HanpaensaTb 6onbHbIX ¢ JIAI B
cneunanmanpoBaHHbIE KIMHUYECKNE LLEHTPbI.

OcTpbIn TECT Ha Ba30peakTUBHOCTb JOMKEH NPOBOANTLCS BCceM BonbHbIM ¢ JIAIN, xoTa
yalle Bcero TecT 6biBaeT NonoXntenbHbiM y 60nbHbIX ¢ VAT 1 JIATT, cBA3aHHON C
NPUEMOM aHOPEKCUIEHOB, KOTOPbIE XOPOLLO OTBEYAOT Ha BbICOKME A03bl aHTAarOHUCTOB
Kanbuus.

BonbHble ¢ NONOXNTENbHbIM TECTOM Ha Ba30PeakTMBHOCTb, Kak rOBOPUIIOCH BbiLLE,
OOSTKHbI NONyYaTb ONTUManbHO NEPEHOCHMMbIE 403bl aHTAarOHUCTOB KanbLus.
C1abunbHOCTb NONOXUTENBHOrO adpdeKkTa OT fleveHus crnegyeT oueHnBaTtb cnycts 3-6
MEC. OT Ha4ana Tepanum aHTaroHMcTamm Kanbums (CoxpaHeHne OyHKLNOHaNbHOro
knacca | unu Il no NYHA ¢ no4t HopmansHOM reMognHamukon).

BonbHble ¢ oTpruaTenbHbIM TECTOM Ha Ba3OpPEaKTUBHOCTb, UMEOLLME
dyHKUMoHanbHbIN Knacc | unu 1l no NYHA, gomkHbl IpoaomknTb (oOHOBYO Tepanuio
npw TWaTeNbHOM KIMHUYECKOM HabnoaeHuu.

BonbHble ¢ oTpULaTENbHLIM TECTOM Ha Ba30PeakTUBHOCTb UMM C MNOMNOXUTENBbHbBIM
TecTom, octatowmeca B Il dpyHkumoHanbHoM knacce no NYHA, AomkHbI
paccMmaTpMBaTbCs Kak KaHanaaTbl Ha nedeHne nubéo ASP, nnbo npoctaHongamu. B
HacTosiLee BpeMS e4MHCTBEHHBIM MMEIOLMMCS B NPOAAXE N pa3peLleHHbIM K
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ncnonb3oBaHnio ASP aBnsieTcs nepoparnbHbIi aHTaroHNCT 000X 3HAOTENMNHOBbLIX
peuenTtopoB-6oceHTaH. Cpean NOpCTaHOMAOB TPENPOCTUHUIT HA3HAYaEeTCHA MOAKOXHO U
paspeweH B CLLUA; nunonpocT, ucnonb3yemMbii B BUAE adp030ns, paspeLleH B EBpone u
AscTtpanun, 6epanpocT paspewleH B AnoHunn n KOxHon Kopee. HenpepbiBHOE
BHYTPMBEHHOE BBEAEHME 3MONpoCTeHona Takke MOXeT HasHavaTbes npw
dyHKumnoHanbHoM knacce no NYHA u pecdpaktepHoctn kK ASP nnu gpyrum
npoctaHomaam. HekoTopblie aBTOPbI MNO-NPEXHEMY CHUTAIOT 3AMONPOCTEHOL,
npenapaTtom Bbibopa y 60nbHbIX C |l dyHKuMoHanbHbIM knaccom no NYHA un3-3a ero
NONOXUTENBHOIO BAINSHUSA HA BbKUBAEMOCTb.

BbI60p KOHKpPETHOro Npenaparta 3aBMCUT OT PasnnyHbIX )akTOPOB, B TOM YucCne
paspeLleHns Ha ncnonb3oBaHMe npenapaTos, cnocoba BBegeHUs, MOBOYHbIX
achbdpekToB, NpegnodTeHnii 6ONBHOrO 1 ONbiTa Bpaya.

MepopanbHbIn MHIMbuTOop ®03-5 cnnaeHadmn B HacTosiLee BPEMSA He pa3peLueH Ans
neyvernsa JIAIC HM ogHUM K3 bapMaKoIOrM4yecknx KOMUTETOB, U ero NpUMeHeHne
BO3MOXHO TOSIbKO Yy OOMbHbIX, Y KOTOPbIX pa3peLUleHHble BUabl Tepanun HeaEKTUBHDI
NIN NMPOTMBOMNOKA3aHbI.

lMocne 3aBepLueHns ocHoBHOro PKU 1 oueHkn ero pesynbTaTtoB (hapMakosiormyeckumm
KOoMUTETaMM posnb 3TOro npenapaTa 6yaet 6onee AcHa.

HenpepblBHOE BHYTPUBEHHOE BBEAEHME 3NONPOCTEHONA, pa3pelweHHoro B CLUA 1
EBpone, MoxeT paccmaTtpuBaTbCA Kak fiedeHne nepsoro psaa npy UINAT y 60nbHbIX €
IV doyHKumMoHarbHbIM Kriaccom no NYHA rn3-3a nonoxumtesnibHOro BNUSHUA Ha
BbPKMBAEMOCTb B 9TON KaTeropmm 60nbHbIX.

XoT4a 60oceHTaH 1 TPeNPOCTUHUI NokasaHbl 605bHbIM C 1V OyHKLMOHANbHBIM KnaccomM,
B KIMHMYECKNE NCCneaoBaHmsa 3TUX npenapaTos ObiNo BKIKOYEHO O4EHb HEMHOMO TaKMX
6onbHbIX. COOTBETCTBEHHO, BOMBLUMHCTBO 3KCMEPTOB PacLEHMBAIOT 3TO fleYeHMe Kak
Tepanuio BTOPOro psga ans Tskenblx 6onbHbIX. He npoBeaeHo HM ogHoro PKA ¢
BHYTPUBEHHbLIM UIONPOCTOM, HO TEM HE MEHee 3TOT aHanor NPoCcTaunKNnHa paspeLueH
B HoBon 3enanaun.

KombuHupoBaHHas Tepanus (Hanpumep, ASP + npocTtaHouabl) MOXET Ha3Ha4vaTbCs
BG0nbHLIM NPY OTCYTCTBUM YITYYLLEHUS U YXYALEHWUST COCTOSIHMS Ha (DOHE NnedeHuns
npenapataMmm NepBoro psga HECMOTPS Ha TO, YTO AaHHble 06 3TOM ocobom cnocobe
neYeHnsa orpaHnYeHbl 1 NpeacTaBneHbl B OCHOBHOM HEKOHTPOSIMPYEMbIMMA
nccnegosaHnsamun. Heobxogmmo paspabotartb COOTBETCTBYIOLLME NPOTOKOSbI MO
BPEMEHM 1 A03UPOBKAM AN YMEHbLLUEHNSA BO3MOXHbIX NOB6OYHbIX 3chhekToB
KOMOUHMpPOBAHHOM Tepanuu.

BannoHHasa npegcepaHas cenTocToMUA U / NN TpaHCNaHTauna Nerknx nokasaHbl npu
pedpaktepHon JIAI nnn npu HEBO3MOXHOCTU NPOBEAEHUA MeANKAMEHTO3HOro
neveHna. At npouenypbl 4OMKHbI BbIMOMHATLCA TOMbKO B KNMMHUYECKUX LIEHTPaX,
nMerLwmx NogodHbIN ONbIT.

Ocobbie cocmosiHusi

JIAT" B 1eTCKOM BO3pacTe
YacToTta. BpoxaeHHble NOpokn cepAua valle BCTpeyarTcs y AeTen, YeM Y B3pOCHbIX, U
Heob6XxoaMMO BOBPEMS pacno3HaTth 3Ty BaxkHyto npuunny J1AlM. Hanpotus, J1AT,
cBasaHHas ¢ 3CT, nopTanbHou runepteHsnen, BUY-uHdekumen n BosgencrTamem
nexkapcTB U TOKCUHOB, y AeTeun BCcTpeyaeTcs pexe. K JIAIT Takke oTHocuTcs
nepcuctupytowas JII HosopoxaeHHbix (MJTTH), xoTs ee natoreHes n neyeHne
CYLLECTBEHHO oTnuyatoTcs ot apyrmux dopm JIAI 1 nosaTtomy He obecyxagaeTcs B JaHHOM
pykosogcTtee. NJ1IMH obblvHO npexogsawas [171, 172] ¢ nonHbIM BbI3JOPOBIIEHNEM, HE
TpeObyoLmM NOCTOAHHOW NOAAEPXKMBAtOLLEN Tepanun, NMBO neTanbHbIM UCXOA0M B
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HeoHaTanbHOM Nepuoae, HECMOTPS Ha MakCMMarbHbI 00 bEM KapanonynbMOHanbHbIX
TepaneBTUYEeCKNX MeponpuaTnm [173].

MaToreHes. MexaHusm passutus JIAI y neTen n B3pOCHbIX HE UMEET YETKUX pasfnnyunmn.
Oprako MJIMH moxeT nmeTb HeKoTopble crieunuieckne MexaHM3mMbl 3a CHeT HanmMyus
0COBEHHOCTEN NIErOMHON COCYaAUCTOM CUCTEMbI Noda U He3apalleHnss OBanbHOro OKHa
[174]. Kpome TOro, nonoxuTenbHbI OCTPLIAN TECT HA Ba30PEaKTUBHOCTL YaLle
Habnogaetca y geten ¢ LA, 4To no3BonseT AyMaTtb, YUTO BA30OKOHCTPUKLUNA MOXET
NpMBOAUTb K HeOBpaTMMbIM O6CTPYKTUBHBIM M3MEHEHUSIM COCY0B Y 9TOM KaTeropum
bonbHbIX [79, 118].

KnuHuyeckas kapTuHa n obcnepoBaHune. KnnHuyeckue, ouarHoCTMyYeckne m
NporHocTMyeckme aaHHble no JIAI B OCHOBHOM cobpaHbl 4N B3pOCon Nonynsumm,
NO3TOMY YacTO HEOBXOAUMO IKCTPaNoONMpPOBaThb 3TN JAHHbIE HA NeguaTpPUYECKNin
KOHTUHIEHT.

Mo paHHbIM Pernctpa HaunoHanbHoro MHCTUTYTa 300pOBbS NPU OTCYTCTBUN NeYeHUs
JIAI neTanbHOCTb Bbile cpean aeten, Yyem cpeamn B3pocnbix. OgHako 3TK AaHHbIe
nony4veHbl Ha HEBOMNbLLIOM YMcne NegnaTpUYecKmx criyd4aeB 4o TOro, Kak MHorne
COBpPEMEHHbIE METOAbI TIeYeHns CTanu AoCTYNHbIMKU. TeopeTuyecku, crnegyeT oxmaaTb,
YTO OTBET Ha Tepanuio y aeTen JormKkeH ObiTb Nny4ylue 13-3a Toro, YTo cocyapbl
NpoaomKalT MEHATBLCA N0 Mepe pocTa pebeHka. HoBble MeToabl leYeHnst 4OCTUIn
nyywmnx pesynbTaToB y AeTen, yem y B3pocnbix ¢ JIAlT, HO y geTen TedeHne 6onesHu
mMeHee npeackadyemo [175]. OctaeTca HEACHbBIM, NOYEMY TEYEHNE OOMHAKOBLIX (POPM
JIAT y pasHbIx geTen MOXeT pasnuyaTbCcs.

HecmoTp4a Ha TOT dhakT, YTO AnarHocTnyeckaa ctparterus y geten c JIAI 6bina
nccnegoBaHa TONbKO B OAHOM KIMHUYECKOM LieHTpe, AeTu ¢ Tskenown JIAI npoxogaT
Takoe e obcnefoBaHue, Kak U B3pochnble (CM. Bbiwe) [176]. OTu uccnegosaHuns
BKIHOYAOT ra3oBbl aHanM3 aptepuanbHON KpoBK, caTypaumio Kucnopoaa,
PEHTreHorpaMmy OpraHoB FpyAHON KNEeTKW, SIeroYHble PyHKLMOHANbHbIE U
Harpy3ou4Hble TECTbl, AXOKapAnorpaduio, BEHTUNALNOHHO-NEPdY3MOHHOE
CKaHMpOBaHWe Nnerkux, cepornornyeckne nccrnegoBanna onsa nckrnodenns 3CT,
nccnegoBaHns CBEPTLIBAEMOCTM KpoBUY, aHanmabl Ha BAY. OuarHo3s JIAIT gomkeH ObiTb
nogTeepxaeH npu Krc.

Kak n y B3pocnbix ¢ Tskenon J1AlN, nccrnegosaHne nerodHon Ba3opeakTUBHOCTU Npu
KINC BkntovaeT oueHKy OCTPOro oTBeTa Ha KOPOTKOAENCTBYIOLLNIA Ba3ogunaraTop,
TaKoW KaK MHransaumoHHbin NO, BHYTPUBEHHBIN 3MONPOCTEHOST UM BHYTPUBEHHLIN
afleHO3MH, C Lienbio onpeaeneHns BO3MOXHOCTU ASIUTENbHON Tepannun aHTaroHMcTamm
Kanbuus. NonoxmntenoHasa peakuus Ha BasoaMnaTaTopbl Yalle BCTpeyaeTes y AeTeN,
4YyeM Yy B3POCHIbIX, U 3TO NO3BONSET AETAM YHalle, YeM B3POCHbIM, YCNELIHO JIeYNTbCS
aHTaroHMcTamu kanbumsa [79, 118].

JleyeHune. TepaneBTuyeckuit anroput™ gns geten c JIAI aHanormyeH TakoBomMy ng
B3POCIbIX, O4HAKO MMEET HECKOSbKO cneundundeckmnx ocobeHHocTen. Hanpumep, y
AeTen C NoNoXnUTENbHBIM OTBETOM Ha crieumdumnyeckoe nedveHne apgekt yacto
ropasgo 6onee BblpaxeH, YeM y B3pocnbiX. I Ha060opoT, Npu HEAPPEKTUBHOCTN TaKON
Tepanun BbXXKMBAEMOCTb y AeTen YacTo bonee KopoTKas, YeM Yy B3POCIbIX C TSXKENomn
dopmon 3aboneBaHus.

[MocKkonbKy peakTMBHOCTb ferovHbIx cocyaoB y aeten ¢ JIAI yacTo Bbile, Yem y
B3poCnbIX, Nto6asa NHMeKUna pecnmpaTopHOro TpakTa, Bbi3biBaroLasi HapyLUeHne
BEHTUNALMOHHO-NEPdY3NOHHOIO OTHOLLEHUS 3a CYET anibBEONAPHON MNOKCUU, MOXET
Npwv OTCYTCTBUM aKTUBHOMO NIeYEHUSI MPUBECTU K KaTacTpodMUYEeCKMM NOCNeaCTBUSIM.
Mol pekomeHayeM rocnuTanmnanpoBaTb TakMX eTen C NHEBMOHMEN NS NpOBeAeHNUs
aHTMbakTepmanbHON Tepanuu 1 HasHa4vyaTb aHTUNUPETMKN NMPU MOBbILLEHUN
TemnepaTypbl Tena 6onee 38 °C ans MUHMMU3aLUMM MOCIEACTBUIA MOBBILLEHHbIX
meTabonuyecknx noTpebHocTen.
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TpebyoT yTOYHEHUS A(PPEKTUBHOCTL 1 6GE30NACHOCTb ANNTENBHON aHTUKOArynsaHTHON
Tepanuu y aeten ¢ JIAI' n ee ontumaneHble cxembl. OgHaKO CyLLecTBYIOLEee CeroaHs
MHEHWe 3KCNepTOoB 3aKryaeTcs B TOM, YTO aHTUKOArynsaHTHas Tepanusa Heobxogmma y
AeTen C NpaBoXeslygo4YKOBOM HEQOCTATOYHOCTLIO.

BesonacHOCTb U apPEKTUBHOCTL aHTAroHUCTOB KanbLUUs OCHOBaHa Ha pes3yrnbraTax
OCTpOro BasogunataynoHHOro Tecta; 3pgeKkTMBHOCTb 3TUX NpenapaToB y AeTen Takasa
Xe, KaK y B3pocrbiX. OnTumanbHble 403bl, Kak NPaBuio, OTHOCUTENBHO BbICOKMNE, KakK U
y B3pOChbIX (CM. BbIlLe), M AeTN HyxaatTca B 6onee BbICOKMX Ao03ax Ha 1 Kr Beca, Yem
B3pOCble, Y XOPOLLO NEPEHOCAT UX.

KnnHnyeckne nokasaHna ons AnuTenbHOM BHYTPUBEHHOW Tepanuu 3nonpocTeHONIOM Y
aeTen Te Xe, 4To 1 y B3pocrbiX. OnTuManbHble 403bl ANONPOCTEHOa Kak ansa aeTen,
TaK 1 AN B3pOCHbIX NOKa He YTOYHEHbI. Y AeTen HavanbHasa Jo3a cocTaBnser 2
HI/KI/MVH, Kak 1y B3pOCnbIX, U Npn HeobxoammocTn nosbiwaetcd. O6bIMHO NOBbILLEHNE
A03bl MPOBOAUTCSA LOCTATOYHO BbICTPO B NEPBbIE MECALbI OT HaYana neyvyeHuns. Xora
cpegHasa gosa 3a rog y B3pocrnoro 6onsHoro JIAI npumepHo 20-40 Hr/kr/MyH, ans
aeten, ocobeHHO MnaaLwero Bo3pacTta, oHa npubnmkaetca K 50-80 Hr/kr/MuH, n
onTUMarnbHasa 4o3a 3HaYUTeNbHO BapbupyeT Y pa3HbIX NauneHTOB.

MepopanbHbI 6epanpoCT, NHFaNSAUMOHHBIN UITONPOCT U NOAKOXHbIE MHAY3MK
TPEnpPoOCTUHUIA TakxKe NpUMeHsitoTca B nedeHnn geten ¢ J1IAIT ¢ pasHoun cTeneHbto
ycnexa. Ha npakTuke y geten mnaglwiero Bo3pacrta 4OCTaTOMHO TpyAHO nogobpath

3P PEKTUBHYIO 403y UHIANALMOHHOIO UNOMPOCTa gaxe Npu XopoLUen koonepauum ¢
naumMeHTOM, a NOAKOXHbIE BBEAEHUSI TPENPOCTMHUIA 6one3HeHHbl. OnbIT NOKa3bIBaeT,
4TO, KaK 1 s BHYTPUBEHHOIO 3MONpoCcTeHona, AeTsaM Heobxoammbl 6onee Bbicokue
[03bl Ha KUrorpamMmm Beca, Yem B3POCHbIM.

[nsa oueHkn bapMakoKUHETUKU, NEPEHOCMMOCTIN U Be30nacHOCTU NepopanbHOro
GepanpocTa y geten 4 — 17 net c JIAI 6bin0 NpoBeAEHO OTKPLITOE HEKOHTPONMpPyemMoe
nccneposaHne (BREATHE-3). B aTom npegsaputensHoM uccrnegosaHum y 18
BKITHOYEHHbIX B CCreAoBaHne geTen Obifio NofyYeHo 3HaYMTeNbHOE yryYlleHne
nokasarenen remogmMHaMmukun Yepes 12 Hep neveHnsa nepopasibHbIM 603eHTaHOM KakK B
KayecTBe MOHOTEpanuu, Tak N B KOMOUHALMM C BHYTPMBEHHbLIM 3ronpocTeHorniom [177].
OnucaHo npuMmeHeHue y aeten nHrmbmntopos ®3-5, Taknx kak cungeHadun, HO
AaHHble OrpaHMYeHbl U3-3a HebonbLOoro Yncna crny4yaes [178].

JIAl, cBA3aHHas ¢ CUHOAPOMOM JQM3eHMeEHrepa

YactoTa. Cm. pasgen o cuHgpome OnaeHMeHrepa B rnase "Knaccudpukauyma" no
BPOXAEHHbBIM CUCTEMHO-JIErOYHbIM LLYHTaM.

MaToreHes. CuHapom Dn3eHMeHrepa onmncaH Kak BPOXAEHHbIA MOPOK cepaua,
BbI3blBaKOLLMIA 3HAYMTENbHbLIM COPOC KPOBM CrieBa Hanpaso, KOTOPbIM CTAHOBUTCS
NPUYNHON TAXKENOro NopaXeHnsa nerovHbix cocynos v JIAI ¢ nocnegyowmm
N3MeHeHNeM HanpasneHns WyHTupoBaHus [179]. Ecnn nepBoHayanbHO KPOBb
LYHTUPYETCA cresa Hanpaeo, TO 3aTeM BO3POCLUMIA MOTOK KPOBU, a Takxke
NOBbILLIEHHOE AaBneHne NpMBoaSaT K O6CTPYKLMM NeroyHbIX cocyaos, u korga JICC
npnbnuxaeTcsa unu npesbllaeT CUCTEMHOE CONPOTUBIIEHNE, HanpaBneHme
LWYHTUPOBaHUS KPOBU MEHSIETCA.

KnnHnyeckasa kaptnHa n obcnegoBaHme. Y 60nbWNHCTBA OONbHbIX yXyALlaeTcs
NnepeHOCMMOCTb (OM3MYECKOM Harpy3Kku 1 NoSBSETCHA OAbILWKa NPy Harpy3ke, HO 3Tn
CYMMNTOMbI MOTYT XOPOLUO KOMMEHCUPOBATLCS B TeYEeHNe MHorux net. Moryt pasButbca
nero4yHoe KpoBoOxapKaHbe 1 KpOBOTEYEHME B pe3ynbTaTe pa3pbiBa ANNaTUPOBaHHbIX
GpoHxunanbHbIX apTepuin. NMockonbky y 60OMbHbLIX CO CHXKEHHOW caTypaunen
apTepvanbHOM KpOBU HapyLLaeTCa remocTas, OHU UMET NOBbILLEHHbIA PUCK Kak
KpOBOTEYEHMI, TaK 1 TPoMOO030B. B peadynbTate napagokcanbHom ambonmsauum,
BEHO3HOro TpoMb03a uepebpanbHbIX COCYA0B UMM MHTPAKpaHManbHOMO KpOBOTEYEHNS
MOryT pa3BuTbCs LepebpoBackynapHble 0CnoXHeHns. Kpome Toro, 60nbHbIE C Takum
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COCTOSIHMEM UMEIOT BbICOKUI PUCK pa3BnTUSA abcueccoB ronoBHOro Mosra. Y 60nbHbIX C
CUHOPOMOM O13eHMeHrepa BO3MOXHO BO3HUKHOBEHWE CUHKOMarbHbIX COCTOAHWUIA 3a
cyeT HeaeKBaTHOro cepaeyHoro Belbpoca unu, pexe, aputMmmn. CUMNTOMBbI
CepAeYHON HeJOCTaTOYHOCTU, KOTOPbIE peaKo NOsIBASKTCS A0 TeX Nop, noka 60nesHb
He BOMAET B pa3BepHYTYIO CTaauIo, O3HavyaT HeGNaronpusTHLIA NPOrHo3.
BbirknBaemocTb 60MbHbIX C CUHOPOMOM JQM3eHMeHrepa nyyuwle, Yyem naumeHtos ¢ UNAT
nnun AJ1AlT co cpaBHUMbIM OYHKLUMOHAanNbHbIM Kraccom. B rpynne n3 100 6onbHbIX,
COCTOSIBLUMX B NIUCTE OXMAAHWS TPAHCMNaHTaLmMm nerknx, akTyapHas BbbKMBAaeMOCTb
B0onbHbIX, HE NOMYYMBLUMX TpaHCNnaHTarta, 6oina 97 % 4epes 1 roa, 89 % yepes 2 roga
n 77 % 4vepes 3 roga ans 6onbHbLIX C CUHOPOMOM An3eHMeHrepa n 77, 69 n 35 %
COOTBETCTBEHHO Anda 6onbHbIx ¢ UITAT [180].

JleueHune. PekomeHgauum no nevyeHmto 60mnbHbIX C CMHOPOMOM ON3eHMEHrepa
OCHOBaHbI rMaBHbIM 06pPa30oM Ha KIMMHUYECKOM OnMbITE 3KCNEPTOB, a He Ha
cneunanbHbix PKW [106, 181]. BonbHbIM € cpeaHeTXeNnbIM1 1 TAXENbIMU NPU3Hakamu
NOBbILLIEHHOMN BA3KOCTM KPOBMU (T. €. rofioBHOM 60s1bH0, NITOXON KOHLUEHTpaunen
BHMMaHWs1), KOTOpasi 06bIYHO TaKkKe NPOSABMSETCS YBENMYeHnemM rematokpuTa > 65 %,
cnefyet BbINOMHATL (hneboToMUI0 C N30BOSTIOMNYECKMM 3aMeLLieHeM obbema KpoBu.
dneboTomunio He pekoMeHayeTcst NPOBOANTbL BOMbHbIM 6€3 KITMHUYECKMX NPOSIBIIEHNI
NN NPU NErKon BbIPaXXEHHOCTN CUMMTOMOB NOBbILLIEHHOW BA3KOCTU KPOBM HE3ABUCUMO
OT YPOBHSA remaTokpuTa. CUMNTOMbI OObIMHO YMEHbLUAOTCA Nocne yaaneHns ogHon
003bl KPOBW N 3KBMBANEHTHOIO BOCMNONHEHNA 06bema AeKCTPO30M Unm
dursmonornyeckum pacteopom [106]. Pnebotomnto npoBoaAaT He Bonee Yem 2-3 pasa B
rog Bo nsbexaHve UCTOLLEHMS 3anacoB Xenesa B opraHu3mMe 1 BbipaboTku
SPUTPOLMTOB C HU3KNUM CoAepXXaHUeM Xernesa, YTO NoBbIWaeT BA3KOCTb KpoBU. [pu
NOSIBIIEHUUN NPU3HAKOB NPaBOXeNy404YKOBON HEJOCTaTOYHOCTN Ha3HaYalT OUYPETUKN.
MpumeHeHne kucropogoTepanuu CnopHo [182] u pekoMmeHOyeTCs TONbKO B Crny4yasx,
Korga kucnopogotepanus gaeT ctabunbHoe nosbIWEeHWe caTypauumn aptTepmanbHOn
KPOBU U / Unun yny4dwaeT KIMHUYECKOe COCTOSHME (NEeroyHbli peCTPUKTUBHbIN
KOMMOHEHT). B HEKOTOPbIX KITMHMYECKNX LieHTpax BonbHblE C CUHAPOMOM
On3eHMeHrepa npu oTCyTCTBUM MPOTMBOMOKA3aHUM NONyYatoT aHTUKOArynsHTHYHO
Tepanuio, Kak npu gpyrmx copmax JIAl'. [Ipyrne aBtopbl npegnaratot nsberatb
Ha3Ha4YeHnsa aHTUKOarynsiHToB, KOTOpble MOTYT Bbi3BaTb 060OCTPEHNe remopparn4eckoro
Anatesa [183].

K coxaneHunto, odeHb mano PKW, oueHmBaBlwnNX apPpeKTUBHOCTb HOBbIX JIeYEOHbIX
pexxumoB npu J1AlT, Bkntoyanu 605bHbIX C CMHAPOMOM Qn3deHmeHrepa [127, 130, 133].
OpaHa 13 NpUYMH 3TOro 3aKMYaeTcs B TOM, YTO B BOMbLUMHCTBE ClyyYaeB CUHOPOM
ON3eHMeHrepa npu OTCyTCTBUU NEYEHNsA NporpeccupyeT o4eHb MeaieHHo, YTo
3aTpyaHseT oueHky pesynbTatoB PK. XoTsa TeueHne UITAT u JIAlT, cBazaHHOM C
BPOXAEHHBIMW NOpoKamMu cepAua, 3Ha4YNTENbHO OTNIMYaeTCa OT CMHApPOMa
On3eHMeHrepa, rMcTonaTonorMyeckoe CXOACTBO 3TUX 3aboneBaHnin No3BonseT
cynTaTh, YTO NPU CUHOPOME DN3eHMeHrepa MoXeT BbITb 3EKTUBHBIM TaKOWN Xe
noaxoAd K neyeHunto, kak u npu atnx gopmax JIAI. OgHako hopmanbHO HOBLIE METOAbI
Tepanuun JOMKHbI OblTb UCCNEeAOoBaHbl Y BOMbHbIX C CUHAPOMOM ON3EeHMeEHrepa ans
OLLEHKN COOTHOLLIEHMS pUCKa U NONb3bl.

BHyTpmBEHHbBI 3NONPOCTEHON OKa3biBaeT briaronpmnsaTHOe BO3AeNCTBME Ha
reMoguMHaMuKy U (onanyeckyro TofiepaHTHOCTb [125]; adbeKT NOAKOXKHOro
TpenpocTuHUNa y B0MbHbIX C CUHOPOMOM QM3EHMEHrepa He OTNn4asncs OT TakoBOro 'y
6onbHbIx 1 UJAT [132]. B HacToswee Bpema nposBoautcs PKU, oueHnBatoLlee
a(pekTnBHOCTL Bo3eHTaHa y 65 BonbHbIX ¢ cuHapoMom AnseHmeHrepa (BREATHE-5).
TpaHcnnaHTaunsa nerkMx ¢ Koppekumen nopoka cepaua unv TpaHcnnaHtaums
Komnnekca "cepaue-nerkme" npeacraensiet cobon BapnaHT neveHns cuHapoma
On3eHmMeHrepa ¢ HebnaronpuaTHLIM NPOrHO30M (CMHKOMAaNbHbIE COCTOSHUS,

43



pedpakTepHas K IeYEeHUI0 NpaBoXenyao4koBas He4OCTAaTOMHOCTb, OYHKLMOHASbHbIN
knacc Il unn IV no NYHA vnu Tsxkenasa runokcemust). M3-3a pasnuyHbiX oakTopos,
OrpaHMYMBaloLLMX NOSTOXUTESNbHbBIN pe3dynbTaT TPaHCMaHTauumn, 1 XopoLUen
BblXMBAEMOCTN BOMbHLIX HA POHE MeanKamMeHTO3HOM Tepannn Heobxoamm
TwarenbHbI 0T6OP BOMbHbLIX A5 3TOr0 METoAa NeYeHus.

HODTO-HVJ’ILMOHaJ'II)Haﬂ TUIICPTCH3UA
YacTtoTa. JIAI aBNAeTCa XOpOoLLO U3BECTHBbIM OCIIOXXHEHMEM XPOHUYECKNX 3abonesaHui
nedenun [184, 185, 186]. masHbIM onpegensaowmm dakTtopom B passutum J1I B
BonbLuen cTeneHn AaBNAETCA nopTanbHas rMNepTeH3nsl, a He NaToNorMs NeYeHun, Kak
TakoBas [185]. OnucaHHas Bnepsble B 1951 r. Mantz u Craige, nopTo-nynbMoHanbHas
rmnepTeH3ns BCTpeyaeTca HevyacTo, NO3TOMY J0Nroe Bpems UCKyTMpOBarcs Bonpoc,
ABNSAETCA 3TO codeTaHne 3aboneBaHum CnyyYyamHbIM MU NPUYMHHO-00YCNOBEHbIM.
Mony4eHbl gokasaTenbcTBa, YTo passutre JIAI y 60nbHbIX C NOpTanbHON
rmnepTeH3nen He siensieTca cnydanHoim [185, 187]. B camom gene, vyactota JIAl y
BonbHbBIX C NOPTaNbHOM rMNEPTEH3NEN HAMHOTO BhbilLE, YeM YCTaHOBMEHHas YacToTa
WJ1AT B nonynauum B uenom. bonbLuoe peTpocnekTMBHOE UccrnesoBaHUN ayToncun
nokasano, 4to JIAI Bo3HukaeT B 0,13 % obLiero yncna npeactaBneHHbIX Ha ayTOMNCUI0
6onbHbIX NPpoTNB 0,73 % BOMBbHBLIX C LMPPO30OM NEYEHN U NOPTANbHOW TMNEPTEH3NEN.
[1Ba npoCneKkTUBHbIX NCCNeaoBaHMsA reMoOAMHaMMNKK nokasanu, Yto 'y 2 % GOonbHbIX C
LMPPO30M U NopTanbLHOM rmnepTeHanen nmeetcsa 3aHaduntenoHaa J1AlN. [1ea HegaBHO
NPOBEAEHHbIX NCCNefoBaHNA y BOMbHbIX, MEPEHECLLMX TPAHCINAHTALNIO NeYEHN,
BoisiBunn J1I' B 4 n 3,5 % cny4aeB cooTBeTCcTBEHHO. HakoHeu, nccnegosaxme IPPHS
noaTBEPAMINO, YTO LMPPO3 NeveHn aendeTcs paktopom pucka passutus JIAIC [188].
MopTanbHas runepTeH3ns — Hepeakasn npuymHa J1AlT, 6onbHbIE C NOPTO-
nyrnbMOHanbLHON rmnepTeH3nen octaenstoT 8 % Bcex cnyyaes JIAI B Pernctpe
HauunoHnanbHoro NHcTutyTa 300poBbs. BepoaTHocTb pa3sutus J1IIN y 605bHbIX ©
nopTanbHOW rMNepTeH3nern NoBbIWaeTCs NPy XUPYPrndecknx nopTo-CUCTEMHbIX
LWYHTaX, MOCKOSIbKY, COrfacHO pesyrbTaTtaM peTPOCNEKTUBHOIO NccnenoBaHus,
NpnbnuanTensHo y 65 % 6onbHbIX ¢ JTIA BbINOMHANOCH XMPYPruyeckoe LWyHTUpoBaHueE,
ay 35 % - HeT [189]. BT gaHHbIe YeTKo nokasbiBatoT, 4TO JIAIT y 6ONbHbIX C
nopTanbHOW rMNepTeH3nen CBs3aHa C pa3BUTUEM NOPTO-CUCTEMHbIX LLIYHTOB B
BonbLlen cTeneHn, Yem C nopTanbHON rmMnepTeH3nen camon no cebe. Ha puck
pa3suTtua J1AI He BNMSIOT HaANMUYne XpOHNYECKNX NapeHXMMaTo3HbIX 3aboneBaHni
NevyeHn N NX TSXKECTb, TaK Kak 3TO OCNOXHEHNE MOXET NOSAIBUTLCS U Y BOMbHbIX C
BHeneYyeHoO4YHOM nopTanbHou runepteHsnen [189]. AHanorn4Ho, cteneHb NopTasbHOM
rMnepTeH3nKn, yCTaHOBIEHHAs MO rpagueHTy BEHO3HOro JaBrieHUs B MEeYEeHOYHbIX BEHaX
N U3BMEHEHNAM CUCTEMHOM reMOoAnHaMuKK, He cBs3daHa ¢ passutmem JIAl [184]. Ha
puck passutus JIAI MOXeT BNUATb TONbKO ASIMTENBHOCTb CYLLIECTBOBAHNA NOpTasibHON
rmnepTeH3uu.
[MaToreHes. MexaHn3m, Gnarogapsi KOTOPOMY nopTanbHas rmMnepTeH3na cnocobeTeyeT
pa3suTtuto J1Al', octaeTca HescHbIM [185]. Hannyme nopTo-CUCTEMHbIX LWYHTOB MOXET
cnocobcTBOBaThL TOMY, YTO BA30KOHCTPUKTOPHbIE U BasonponudepaTuBHbIE BELLECTBA,
B HOPMe BbIBOANMbIE N3 OpraHM3Ma NeYeHblo, NonagatT B NIEFOYHYHO LIMPKYNALNIO.
CepoTOHUH, NpoAayUMpyeMbIi IHTEPOXPOMAMUHHBIMU KITETKAMM TOHKOIO KULLIEYHUKA,
MOXeET ObITb OAHMM U3 TakMX BeLwecTB. [[McTonatonornyeckme gaHHble npu nopTo-
NyfbMOHAaNbHON rMNepTeH3MM HEOTNIMYNUMbI OT TaKoBbIX, OObIMHO HabnaaembIX Npu
WIATI [190].
KnnHnyeckasa kaptnHa n obcnegosaHue. KnvHnyeckas kapTuHa y 60MnbHbIX C MOPTO-
NynbMOHaNbLHOW rMNepTeH3nen MoXeT He oTnmyaTbca oT nposasneHun UJAT nnu
MOXET BKMtOYaTb CUMMTOMbI NEXalllen B ee OCHOBE naTonorum nevenHn [185].
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Oxokapanorpadunyecknii CKpUHUHE AN BoisereHus JII y 60onbHbIX ¢ naTonornemn
nevyeHn BO3MOXEH MPU HaNM4Ynm coOOTBETCTBYHOLLMX CUMNTOMOB U / UNW Y KaHANOATOB
Ha TpaHcnnaHTauuio nevyeHn. Bo Bcex cnyyasx nosbiweHna cAJ1A cnefyeT BbINONHATL
KMNC onga yTouHeHNa reMoOANHaAMUYECKNX HapyLLIEeHUA 1 onpeaeneHns NporHoCTU4eCKNX
N TepaneBTUYECKNX XapaKTEPUCTUK.

C TOYKM 3peHUst HApYLLEHUI reMO4MHaMUKK, NO CpaBHEHMIO ¢ 6onbHbIMK ¢ UTTAT
nauneHTbl C NOPTO-NYNIbMOHANbHOM MTMNEPTEH3NEN UMEIDT 3HAYNTESNBbHO BOMbLUNK
CcepAeYHbIn BbIOPOC 1 CyLecTBEHHO 6onee HM3Koe CUCTEMHOE COCYAUCTOe
conpotmenenmne un JICC [191]. AnarHo3 nopTanbHON rmnepTeH3nn NOATBEPXKAAeTCA Npu
KIMC c nomowwbto kaTteTepa CBaH-laHca, ecnu rpagneHT mexay cBo6oaHbIM
Ne4yeHOYHbIM BEHO3HbIM JaBfeHNEM U AaBNEHNEM 3aKNUHUBAHUS (BEHO3HbIV NEYEHbIN
rpagueHT aasneHus) npesbiwaeTt 10 Mm pT. CT. (B HOPME OH MeHee 5 MM pT. CT.) [67].
B peTtpocnektnBHom nuccnegosanum [185] 6onbHbIE C NOPTO-NYbMOHANTbHON
rmnepTeH3nen nMenu ny4Llyo BbbKMBAEMOCTb, YeM BornbHble ¢ JIAIT, XxoTa 3To BOMNpoC
cnopHbin [192].

JleueHue. JleyeHne NopTo-NysibMOHANLHOW MMNEPTEH3UMN HEAOCTATOYHO U3YYEHO.
KucnopogoTtepanunsa HasHa4daeTcs nNo NoTpedbHOCTU Ana nogaepXXaHusa catypaumm
aptepuansHon kposu > 90 %. [uypeTukn ncnonb3yrTcs A51s YCTpaHeHUs neperpyskm
obbemoM, OTEKOB M acuuTa. AHTUKOArynsiHTHasi Tepanms He O4eHb XOPOLLIO
nccnegoBaHa B 3Tov nonynsumm 60nbHbIX, ee cnenyeT n3beratb NPy CHUXKEHUN
nevyeHOYHOM (PYHKUUKM 1 TpoMBoLMTONEHNN, a TakkKe Y BOSbHbIX C PUCKOM
KpPOBOTEYEHMUI 3a CHET BapUKO3HOMo paclumMpeHns BeH nuwesoaa. lNpu otcyTcTBum
3aMEeTHOro yBenn4eHnst cepaeyHoro Bbibpoca n otTHocuTesNbHO HUM3KoM JICC y 6ombHbIX
C nerxkon n cpegHetskenon J1IN cnegyeT uccrnenoBatb PeaKTUBHOCTb NEroOYHbIX
cocynoB nyTem katetepusaumu. Npy 3Ha4YMTENBHOM NOMOXUTENTbHOM OTBETE Ha
Ba3oaunaTtaTtop BO3MOXHO OCTOPOXHOE Ha3Ha4YeHne aHTaroHUCTOB Kanbum4. -
6rnokatopbl, 06bIYHO NMPUMEHSEMbIE B fIe4eHUN NOpTanbHON rMNepTeH3nm u
CHMXXaKLLME PUCK BAPUKO3HbBIX KPOBOTEYEHMN, MOTYT MNIIOXO NEPEHOCUTLCA B Criyvasix
accoummpoBaHHom J1Al n3-3a oTpuuaTenbHOro MUHOTPOMHOMO BIIMSIHUS HA MUOKap4,
NpaBoro Xenygouka.

B nutepaTtype nmeeTcst onvcaHne MHOXeCTBa OTAENbHbIX KIMMHUYECKUX CIlyvyaeB 1
HebOoNbLINX NCCNegoBaHMM C UCMONb30BaHMEM BHYTPMBEHHOIO 3MONPOCTEHONA B
nevyeHnn NopTo-nyribMoHanbHoW rmnepteH3umn [188, 193, 194]. Bugumo, 60orbHbIe C
NOpPTO-NYySIbMOHANbHOW MMNEPTEH3NEN OTBEYAIOT Ha ANUTENbHYIO Tepanuio
BHYTPUBEHHbLIM 3MNONPOCTEHOSIOM aHanormyHo 6onbHbiM ¢ UJTAT. OgHako onucaHa
NoBbILLEHHast YacToTa acuMTOB U CnyieHoMeranum Ha (poHe Takoro fieyeHna [195].
BoipaxeHHas JIA[T MOXeT 3Ha4MTENbHO NOBbILWATL PUCK, CBA3AHHbIN C
TpaHcnnaHTauuen nevyeHun, Kotopas NpoTneonokasaHa npu cpegHem OJ1A > 35 mm pT.
cT. n/ unn JICC > 250 guH/c/em [196]. B norpaHnyHbIX criydasax BO3MOXHO CHU3UTb
cpegHee J1A n JICC ansa npoBegeHus TpaHCcnnaHTaumm, XoTs arpeccMBHOE fieveHne
JIAI npn atom TpebyeT npuMeHeHnsa anonpocTteHona [192]. B TsaxenbIx cnyyasx,
Tpebyrowmx MynbTUOPraHHOM TPpaHCNaHTauumn, Hanpumep KOMOMHNMPOBAHHOWN
nepecagkv nevyeHu n cepaua (nerknx), puck oveHb Bbicokum [198].

Y HekoTopbIX 6OMNbHLIX Nocne TpaHcnnaHTaumm nevexn J1AI ymeHbluaeTtcs [199], B
4YaCTHOCTH, Y BOSIbHBIX C OTHOCUTENBHO BbICOKMM CepaeYHbIM BbIOpOCOM 0
TpaHCcnnaHTaunmn, KOTOpbIN NOCre YCNELLIHOW TpaHCnnaHTauum cHmxkaeTcs. B gpyrmnx
cnyyasax JIAI nocne TpaHcnnaHTauum MoXeT yTaxenuTbes. Horaa aTo cBA3aHo ¢
OTMEHOW Nnocne TpaHcnnaHTauMmM BHYTPUBEHHOIO anonpocTeHona. ATo crneayeT
AenaTtb O4eHb NOCTENEeHHO Npu TwaTtensHOM HabnaeHnn 3a 60MbHbIM.

M3-3a noTeHumanbHON renaToTOKCUMYHOCTU BONMbLUIMHCTBO 3KCNEPTOB HE PEKOMEHAYIOT B
TaKuUX CUTyauusax NpuMeHaTb nepoparnbHble ASP, Hanpumep 6oceHTaH. HecmoTps Ha
Cepun crnyyaes ero NPUMEHEHNS C XOPOLUMM Pe3yribTaTOM B 3KCMEPTHbIX KIMMHNYECKNX
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LileHTpax, COOTHOLLEHME puUcka M Nonb3bl Npy npumeHeHnn AP y 605bHbIX C
naTororner ne4yeHn TpebyeT TWaTenbHOro aHannsa Ha A40NroBpeMEHHO OCHOBE.

JIAT, cBasannas ¢ BUY-undbekuueit

Yactorta. JIAl asBnsieTca peakMm, HO XOPOLLO U3YYEHHbIM OCMNOoXHeHnem BNY-
NHeKkuun; B nutepartype onucaHo 6onee 200 cnyyaes [19, 200, 201]. Takue
HEeMHEKUNOHHbIE cepaeyHOo-cocyaucTble nposeneHns BNY-uHdekumm, kak
AnnaTtaunoHHas KapavoMmonaTtus, nepukapanansHbIn BeINOT, HebakTepuanbHbIn
TPOMOBOTMYECKN SHAOKAPAUT, paHHMI aTtepockrnepos u JIAI ctanu B nocnegHue roabl
BbISIBNATHLCS Yallle B CBA3U C YBENMYEHNEM BbDKMBAEMOCTU U JTyyLlen NpoOUnakTukm
ONMNOPTYHUCTMYECKNX UHpeKUmI [202]. B 6onbLIOM cnyYan-kKoOHTpONnMpyemMom
ncenegosaHnn 3 349 BNY-nHdpunumpoBaHHbIX 00NbHbIX 3a 5,5 net HabnogeHns
npogeMoHcTpupoBaHa kymynatusHasa Yactota JIAIT 0,57 %, 4to coctasuno 0,1 % B rog,
[203].

MatoreHes. MexaHnam passutus JIAI npn BUY-nHdekuun, HemssecTeH.
lNpepnonaraetcsa Henpsimoe BnnaHue BAY yepes untoknHbl [204], pocToBble hakTopsbl
[204] vunn ET-1 [205] B cBs13m ¢ oTcyTcTBMEM BupycHon [HK B kneTkax fiero4Horo
anpgotenua [204, 206]. 3Ton runoTese COOTBETCTBYET HanMyme nepmBacKynsipHbIX
BOcnanuTenbHbIX kKneTtok npu BNY-accounmposanHon J1Al [207, 208]. Kpome Toro,
Henb3s He yYnTbiBaTb FEeHETMYECKYHO NPeapacnofioXeHHOCTb, NMOTOMY YTO 3TO
OCNOXHEHME pa3BMBaETCA TONbKO Y MeHbLuen Yactn BUY-nHpmumpoBaHHbIX 60MbHbIX.
OtcytctBrne mytauun BMPR2 B rpynne n3 20 6onbHbIX 1 BY-accounmnposanHon JTAT
no3BonsaeT NpeanonoXuTb BoBneveHne apyrnx gakropos [209].

KnnHuyeckas kaptmHa n obcnegoaHune. CeasaHHas ¢ BUY-nHdekumen JTAI nmeet
Takue Xe KNUHu4yeckne, remogmHaMmmnyeckme u rucToriormyeckme XxapakTepucTukn, Kak
WIAT, n He 3aBucKUT HKM OT cnocoba nepegaym BUY, HM OT cTeneHn nmmyHocynpeccum
[210]. BonbHble ¢ BUY moryT ogHOBpeMEHHO 6bITb MHGMUMPOBAHbLI BUPyCaMu
renatntoB B 1 C 1 meTb CONyTCTBYHOLLYIO NATONOMMI0 NEYEHN.
Oxokapanorpadudeckoe obcneposaHne ons BoisereHns JII y 6onbHbix ¢ BAY-
NHekunen TpebyeTcs TONLKO NPy COOTBETCTBYOLWEN cumnToMaTuke. NMpn atom
Heobxo4MMO TLLaTenbHOE NUCKNIYEeHe apyrnx npuydmH JIIT, Takux Kak naTtonorus nesbIxX
OTAENOoB cepaua, NnapeHxnMaTo3Hble 3abonieBaHns Nerknx n neYeHu.

KIMNC pekomeHayeTca BO BCeX crnyyasix npym nogo3peHumn Ha J1AlN, cesasaHHyo ¢ BUY-
NHeKUnen, Ana NoATBEPXAEHUA AMarHo3a, yCTaHOBMEHUS TSXKECTU N UCKIOYEHUS
naTtonoruv neBbiX OTAENOB cepaua.

JleTanbHOCTb cpean 6onbHbIX ¢ BAY-accounmnposaHHon JIAIT ropa3go 6onblie 3aBUCUT
ot camou J1Al', yem oT apyrux ocnoxHeHnn BUY-nHndpekunm [210]. JTIAI asnseTcs
He3aBUCMMbIM MPOrHOCTUYECKUM (PaKTOPOM feTanbHOro ncxoga y atmx 6onbHbix [203].
Jlevenue. Mpn BNY-accoummnposaHHom JIAIT TepaneBTndeckme nogxonbl MeHee
n3yyeHbl, Yem npu apyrux popmax J1Al. NepopanbHble aHTUKOArynsiHTbl YacTo
NPOTMBOMNOKa3aHbl U3-3a TPOMBOUMTONEHUN, TPYAHOCTEN COTPYAHMYECTBA C BOSbHBIM 1
NoTeHUnanbHOro B3amMmogencTena sBapapuHa ¢ npenaparamu ans nedveHus BNY-
NHgEKLNN.

OcTpbIft TECT Ha Ba30peaKTUBHOCTb N JONTOBPEMEHHbIN 3(P(EKT OT aHTAaroHNCTOB
KanbLms B 9TOMN rpynne 605bHbIX HE OMUCaHbI.

OAHO HEKOHTPONMPYEMOE OTKPbITOE NccneoBaHme ¢ y4actnem 6 605bHbIX C TAXKenomn
BWY-accouumpoaHHom JIAl [128] nokasarno, 4To HenpepbIBHOE BBEAEHNE
anonpocTeHona MoXeT 3(PPEKTUBHO YNyYLWNTb (PYHKUMOHAMNBHbIN CTaTyC U
reMoanHaMuKy Ha cpok go 12-47 mec. lNepecaaka nerknx y aTom kateropmm 605bHbIX
HexxenaTtenbHa.
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Ponb BbICOKOAKTUBHOW aHTUPETPOBUPYCHOM Tepanun B BegeHun BAY-
accouunposaHHou JIAI noka He ycTtaHoBneHa. [onoxntensHoe BNUSHNE Ha NEroYHyto
remogmHamMuky Habnoganock y 60MbHbIX, NOMyYaBLUMX HYKNEOo3naHble MHIMOUTOPDI
obpaTtHon TpaHckpunTasbl [203]. HegaBHO onncaH equMHCTBEHHbIN Criyvan
OO0NTOBPEMEHHOIO yNyylleHUss reMOANHAMUKN Ha boHe Takoro neyvyeHus 6es
OLHOBPEMEHHOIO NPUMEHEHUs ApYrux Basogunatmpyrowmx npenapatos [211].
HakoHel, B 605bLLOM MOHOLEHTPOBOM UccreaoBaHun ¢ ydactnem 82 6onbHbix [209]
0IHODAKTOPHbI aHanM3 nokasan, 4to uucno CD4 (> 212 kneTok B 1 MMm°),
KOMBUHMPOBaAHHAsA aHTUPETPOBUPYCHAs Tepanusa 1 NCNonb3oBaHWe 3MonpocTeHorna
ynydwanu BbbKMBaeMocCTb. [1py1 MHOropakTopHoM aHanuae Tornbko Yncno CD4-
nMmdounToB BbINo HE3aBUCMMbIM MPOrHOCTUYECKUM (DaKTOPOM BbIXXMBaEMOCTH, B
OCHOBHOM M3-3a TOro, YTO B M3y4yaemMou rpynne 60nbHbIX KOMOMHMPOBaHHAS
aHTUPETPOBMPYCHAA Tepanus 1 anonpPoCTeHos Oblfv TECHO CBA3aHbI.

HepaBHO GbInv Nony4YeHbl NONOXUTENbHbIE KITMHUYECKNE N FeMOANHAMNYECKNE
pesynbTaTtbl NPU UCNOSb30BaHUK BoceHTaHa y 16 6onbHbIX ¢ JIATT, cBa3zaHHon ¢ BAY-
nHdekuyuen [212].

PestomMunpys BbILLEN3NOXEHHOE, HEKOHTPONMPyeMble UccnegoBaHns nokasanu, 4to'y
6onbHbIX ¢ Tskenon JIAlT, ceasaHHon ¢ BUY-nHdbekumen, KomGuHMpoBaHHas
aHTUPETPOBMPYCHAA Tepanus, ANoNPOCTEHOS U, BO3MOXHO, BOCeHTaH, MOryT AaBaTb
nonoxutensHbl 3addekT. OgHako aPeKTMBHOCTb 3NonpocTeHona, kak n A9P u
MHrMéuTopos O3 5-ro Tmna, oMmKHa ObITb OLEeHeHa y aTon kaTteropmm 605nbHbIX B PKU
[213].

JIAT, cBasaguag ¢ 3CT

YacTtoTa. JII' aBnseTcs xopowo n3y4yeHHbIM ocrnoxHeHnem 3CT, Takux kak cucteMHas
cknepogepmus [214], cuctemHas kpacHasi BonyaHka [215], cmewaHHble 3CT [216] u, B
MEHbLUEN CTEMNEHN, PEBMATOULHbBIN apTPUT, 4EPMATONONNMUNO3UT U NEPBUYHBIN
cnHgpom Werpena [217]. Y aTux 6onbHbIX JIAIT MOXeT pasBMBaTbCs B COMETaHUN C
NHTepCcTUUManbHbiM oMbpo3omM nnu B pesynbtate NPAMOro NponngepaTMBHOro
nopakeHnsi CoOCy4o0B NPU OTCYTCTBMM 3HAYUTENBHOIO NAapPEHXMMATO3HOIO NOPaXXeHNs
NN XPOHMYECKOW TMNoKcuMn. Kpome Toro, MoXxeT MMeTb MeCTO flerodHasi BeHO3Hast
rMNepTeH3ns 3a cYeT nopaxeHus nesbix oTaenos cepgua. O4YeHb BaXXHO YCTaHOBUTL
MexaHu3M, BOBfeYeHHbIn B pa3suTtue JIAl, Tak Kak fie4eHne B KaxxaoM criydyae MoxeT
CyLLEeCTBEHHO pasnuyaTbCs.

TpyaHo yctaHoBUTb pacnpoctpaHeHHocTb JIAI y 6onbHbix ¢ 3CT n3-3a OTCyTCTBUSA
YeTKMX ANNOEMUONOrMYEeCcKUX AaHHbIX. IMetowmecs aaHHble 0MeHb BapbupyOT B
3aBvcumocTn oT onpenenexua J1Al, meTtoga, ncnonbdyemoro anga namepexHna OJ1A v
pas3nuuuin B obcnegyemMblx nonynaunsx [4].

CuctemHas cknepogepmMusi, 0CO6EHHO B ee OrpaHN4YeHHOM BapuaHTe, KOTOPbIN paHee
HasbiBancsa KPECT-cungpomom (CREST - kanbuuHo3, 6onesHb PenHo, HapyweHune
MOTOPUKM NULLEBOAA, CKIIEPOAAKTUNINA U TENEAHTNMOIKTa3Ns), ABNSETCH OCHOBHbIM
3CT, cBsaszaHHbIM ¢ JIAl. HegaBHO 3akoH4YeHHOe B BenukobputaHum nccnegoBaHue
pernctpa HaunmoHanbHOro MHCTUTYTa 340P0BbS, Kyaa Bownu 722 60nbHbIX C
CUCTEMHOW CKNepogepMmnen, BbIABMUNO pacnpoCTpaHEHHOCTb OKoMo 12 % [214]. B
apyrom nccnegosannn 930 60nbHBIX C CUCTEMHOWN CKNepoaepMUeEn KyMynaTnBHas
yactota J1I 6bina 13 % [49]. OgHako Npu UCNONb30BaHUKN NONYNALNMOHHOIO Noaxoaa
pacnpocTtpaHeHHocTb JII cpean 3 778 6onbHbIX cocTaBuna 2,6 %: [218]. B peructpe
HauunoHanbHOro MHCTUTYTa 300p0BbA N3 236 cnyyaes JIAlT ¢ HeyCcTaHOBIEHHOM
npyynHon 18 6binu ceasaHbl ¢ 3CT (8 %) [48]. B HECKONBKMX KNMMHMYECKUX LIeHTpaxX no
JIAI 6onee 10 % c Tskenon JIAI nmetot 3CT, 6onee yacto — CREST-BapunaHT
cKknepoaepmuu.
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MaToreHes. uctonatonormnyeckne nameHenus npu J1AIN, ceazaHHom ¢ 3CT, 06bI4HO
HeoTnu4mMMmbl OT Knaccudeckon UIAT. Bonee Toro, y 3TMx NauneHToB OnNncaH Lernbin
CMEKTP NeroYHomn cocyamcton natonoruu, sknovasn JIBOB u JIKT .
MaToduanonornyeckne mexaHnamsl, npusoasime K passututo JIAI y 6onbHbix ¢ 3CT,
OCTaloTCs HEN3BECTHbIMU. [ MNOTETUYECKN MOXET UrpaTb POSib CNa3M JIEroYHbIX
COCy[0B, Tak Ha3blBaeMbIN NerovHbi oeHoMeH PeiHo. NMpucyTcTBne aHTUHYKNeapHbIX
aHTUTen, peBMaTtomaHoro gakTtopa, lg-G n genoHnpoBaHue pakLmii KOMNIIEMEHTa B
CTEHKax JleroYHbIX CocyaoB npeanonaraeT MMMYHOSTOrMYECKUA MeXaHN3M.
KnnHuueckasa kaptmHa n obcnegosanue. o cpaBHeHuto ¢ 6onbHbiMn ¢ AJTAT JIAT,
cBasaHHas ¢ 3CT, BbIABNSIETCSA B OCHOBHOM Y XeHLUMH Bonee cTapLuero Bo3pacTa,
XapaKTepunayeTcs 3Ha4YNTENBHO CHMXXEHHBIM CepaeYHbIM BbIBPOCOM 1 6oriee KOpOoTKOM
BbbKMBaeMOCTbH0. 1o pernctpy BenvkobputaHum, cpegHui nepuog mexay
NOCTaHOBKOW AnarHo3a CUCTEMHOM cknepoaepmMunn 1 BoisierieHnem JIAIT coctaBnsieT 14
neT, 1 3TO COCTOSAHUE, KaK NpaBuno, obHapyxmBaeTcsa B cpegHeM B Bo3pacTe 66 ner.
KnunHnyeckne nposisneHus odeHb noxoxu Ha UJTAIT n nnorga 3CT guarHoctmpyetca no
MMMYHOMNOMMYeCKUM CKPUHUHroBbIM TectaM. KTBP ucnonb3yeTtcs B OCHOBHOM AJ1S
NCKITIOYEHMNS BbIPpaXXeHHOro pnbposa. JleTanbHOCTb Taknx 60MbHbIX BbILE, YEM NPU
WUITAT (netanbHocTb B TedeHne 1 roga 40 % npw pasBepHyTOon cTagmm 3aboneBaHus),
nporHocTnyeckme aktopbl Te Xxe, 4to n ansa UIAT (A, 4J1A n cepaeyHbIn MHAEKC).
Oxokapauorpaduyeckoe obcnegoBaHMe BbINOSNHAETCH €XEerogHo y
acumnTomaTudecknx 6onbHbIX ¢ 3aboneBaHnem 13 rpynnbl cknepogepmmm [49] n
TONbKO NpW KNnHn4Yeckux npusHakax J1I y 6onbHbix ¢ gpyrummn 3CT.
LlenecoobpasHOCTb CKPUHUHIa acuMnToMaTU4ecknx 60SbHbIX 40 KOHLA HesICHA,
MOTOMY YTO OTCYTCTBYIOT AOKa3aTeNbCTBA, YTO fiedeHne y aTux 6onbHbIX gaeT
NONOXUTENbHbIM pe3ynbTaT. B ntobom cnyyae paHHee BbisiBNieHME N0ObIX CUMATOMOB,
cBs3aHHbIX ¢ JIA, JOMKHO CNYXWUTb NOBOAOM ANA TWATEeNbHOIro U NOSIHOro
axokapauorpadguyeckoro obcnegosaHus nodoro 6onbHoro ¢ 3CT B ntobon nepmopg
6onesHn.

Kak n npu gpyrux popmax J1AlN, KINC pekomeHayeTcs BO BCex criyyasax npu
nogospeHun Ha J1Al, ceasaHHyto ¢ 3CT, ons NnoATBEPXKAEHMS ANarHo3a, OLEHKN
TSHKECTU U UCKINKYEHUS NaTonormm neBbiX OTAENOB cepaLua.

JleueHnue. Jleuenne J1Al, cesasaHHom ¢ 3CT, 6onee CnoXxHoe No CPaBHEHUIO C
neverHnem UINAT. MmmyHocynpeccuBHaa Tepanunsa aeKkTMBHa TONbKO Y HeBOMbLION
yacTn 60MbHbIX, B OCHOBHOM C 3ab60neBaHUsIMU, OTANYHLIMWU OT CKNEpoaePMnNN.
YacToTa nonoXnTenbHbIX BasogunaTauMOHHbIX TECTOB U A0NroBpeMeHHOro addekta
OT fIe4YEHNSI aHTaroHNCTaMm Kanbums MeHbLue, yem npun AT, 13 coobpakeHuni
OTHOLLEHUS p1UCKa 1 NOSb3bl NepopasibHble aHTUKoarynsaHTbl He BCerga nokasaHbl.
HenpepbiBHaa Tepanna anonpocTeHOOM yry4dlwaeT NepeHoCUMOCTb (Pn3nyeckom
Harpysku, yMeHbLUIaeT KNUHUYEeCKMe NposiBlIeHNs N reMOANHAMUYEeCcKne HapyLLeHUN,
Kak Oblno nokasaHo B 3-MeCSA4HOM paH4OMU3NPOBAHHOM MCCnenoBaHMM 6OMbHbIX C
3aboneBaHuamMu rpynnel ckrepogepmun [113]. B atom nccnegosaHum He 6bino
MONYYEHO YNyYLlEeHUs BbPKMBAEMOCTU. HEKOTOpPLIE PETPOCNEKTUBHBIE NCCNELOBAHMS
nokasanwu, 4To BfMSiHME BHYTPUBEHHOIO 3MONPOCTEHOSa Ha BbKMBAEMOCTb BOMbHbIX C
WIATI nyywe, yem npu cknepogepmun [218, 220].

AP DHEKTUBHOCTb HENPEPLIBHOMO NOAKOXHOIrO BBEAEHUSA TPENPOCTMHMNA Oblfia OLeHeHa
y 90 60nbHbIX ¢ JIAI 1 3CT, B TOM 4ncne ¢ CUCTEMHOWN KPaCcHOW BOMYAHKON,

AN dy3HOM cKriepoaepMmeit, orpaHNYeHHoON cknepogepmunen n cmewwanHsimm 3CT /
NnepeKkpecTHbLIM CMHAPOMOM, KOTopble Bowwnn B 6onee kpynHoe PKA no JIAT.

Uepes 12 Heq. ObIno NonyyYyeHo ynyyleHne nepeHoCUMoCTn OU3NYEeCKUX HarpysokK,
KnNuHu4eckon kapTuHbl JTIAI n remognHamumkin. NoboyHblie adpdekTbl BKNoYanu 6onb B
MecCTe BBeJeHUs npenapaTa 1 TUNMYHble NOB0YHbIE 3hbdpeKkTbl npocTarnaHanHoB [221].
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PaHgommnanpoBaHHOE ABOWMHOE crnenoe nccrnegoBaHme, npogosikasweecd 12 Heq., €
yyacTtnem 47 6onbHbix ¢ 3CT, nokasano, 4To 60CeHTaH 3HaYNTENbHO YNyYLLNIT
NnepeHOCMMOCTb OM3NYECKMX HArpy3oK No cpaBHeHUto ¢ nnauebo. OgHako xoTa y
6onbHbIX ¢ UITAT 1 ¢ JIAl, cBazaHHOW co cknepogepMment, bbin 4OCTUTHYT CXOOHbIV
ahpeKkT neveHns, 6oceHTaH yBennumn npongeHHoe paccrosHmne y 6onbHblix ¢ AJTAT no
CpaBHEHUIO C UcxogHbIM (+46 M B rpynne 6oceHTaHa n -5 m B rpynne nnauebo), B TO
BpeMs Kak y 60nbHbIX CO CKNepoaepMmen OH NpeaoTepaTun yxyaweHme usnyeckomn
TonepaHTHoCcTK (+3 M B rpynne 6oceHTaHa n -40 m B rpynne nnaue6o) [144].

Taknm obpasom, y 6onbHbIx ¢ JIATT, cBaszaHHon ¢ 3CT, adhdekT neyveHus un
[0IroBpeMeHHas BbXKMBAEMOCTb, OMEBUAHO, Xyxe, Yyem rpu UJTAT .

JlerouHast BEHO-OKKJIFO3MBHAs 00J€3Hb U JIETOYHBIN KaOWJISPHBIM TéeMaHTHOMAaTO3

YacTtoTa. Kak JIBOB, Tak 1 JIKIN aBnsatoTcs HeyacTbiMn 3aboneBaHnaMM, HO OHK C
BO3pacTaloLLen YacToTon cTaHoBATCA npudmHamu J1AT [222]. B nutepatype onncaHo
meHee 200 cniyvaes JIBOB un JIKIT cymmapHo.

MaToreHes. Kak obcyxganock B pasgerne 0 KNMHUYECKON Kraccudumkaumm un
natoaHatomuu (cm Bbiwe), IBOB n JIKIN nmetoT HekOTOpoe cxoAcTBO, OCOGEHHO B
OTHOLLEHUN U3MEHEHUI NETOYHON NAapPEeHXMMbI, HanNnPUMep NIEro4HOM remocmnaepose,
WNHTEPCTULMANbHOM OTEKE, YBENMYEHUN NMMEaTUYECKNX Y3N0B, Pnbpo3e NHTUMbI U
rmnepTpodum meammn nerovHbIX aptepun [6].

OcobbIvi HTEpec npeacTaBnaoT coobuieHns o cemenHbix crydasx JIBOB u JIKT [223],
Takke kak u JIAI'. HegaBHo y 601nbHbIX ¢ JIBOB 6b1nn BhisiBEHbI MyTaumm reHa
BMPR2, cesizaHHoro ¢ cemenHoun JIAI u UNAT [224]. OTn pe3ynbTaThl NOATBEPXKOAMOT,
yT0 JIBOB, JIKI™ n JIAI" MOryT ObiTb pa3HOBUAHOCTAMM OAHOWN U TOM e 6onesHu.
KnuHudeckas kapTuHa n obcnepoBaHue. KnnHnyeckne NnposBneHns y aTux 60MbHbIX
yacto HeoTnmymmbl oT UJTAIT. OgHako BpayeOHbIi OCMOTP MOXET BbISIBUTb OTINYMS OT
WIAT, Hanpumep, yTOmLWeHNe gucTanbHbiX doanaHr nanbueB pyK 1 / nnu kpenutaumio B
BasanbHbIX oTAenax nerkmx npu ayckynetaumm. Cepumn cnyyaesB nokasblBaloT, YTO
JIBOB / JIKT accoummpytoTca ¢ bonee TaKenom runokceMmen n ymeHnolueHnem DLco, B
TO BpeMs Kak nokasatenu CnMpoMeTpUn 1 NerovHbIX 00 beMOB YacTo OCTaloTCs B
npegenax HopMbl. 3HaunTenbHoe CHxeHne DLCo MOXHO OO BbACHUTH XPOHUYECKM
MHTepCTULMArbHBIM OTEKOM 3a CHET OOCTPYKLUMM NEroyHbIX BeH. [eMognHammnyeckune
AaHHble aHanornyHbl UJTATT, XOTa y HEKOTOPbIX BOMBbHbLIX TMNOKCEMUA MOXET BbITb
HenponopuuoHanbHa Tshkectu JIAIT n guchyHKUMM NpaBbiX OTAENOB cepaua.
NHTepecHo, yTo J1A3 yacto ocTtaeTca HopMasnbHbIM HECMOTPS Ha NOCTKANUMANAPHYHO
naTtonoruto. B camom gene, natonornyeckne nameHeHust obbl4YHO BbISBMSAKOTCS B
BEHyNax u He 3aTparmBatoT 6onee KpynHble BeHbl. AIBMEHEHUSA B MENKNX NErOYHbIX
BEHax He BIUSIOT Ha cTaTuyeckui ctonb Kposm BO BpeMs nameperund J103, nockonbky
coeguHeHne nogaepxmBaetca bonee KpynHbIMM HENOPAXKEHHLIMW NIErOYHBIMW BEHAMMU,
B KOTOPbIX N3MepsieTCca AaBneHne nNpu OKKN3nMmM apTepmnarnbHOro cermeHTa.

B anarHoctuke JIBOB / JIKIT 60nbLyt0 NOMOLLb MOTYT OKa3aTb PEHTIEHONOrMYeCcKme
MeToAbl nccnefosanus [62, 225, 227]. Hanuyve nuHun Kepnu B, nneBpanbHOro
BbINOTa M 04aroBbIX U3BMEHEHWI HAa CTaHAAPTHOW PEHTreHorpaMmme rpyaHou KneTkn
NO3BONSAET BbICTaBUTb NPeanonioXuTenbHbIn anarHo3. KT nerkmx ¢ TOHKMMu cpesamm
BbISIBMSIET XapakTepHble N3MeHeHNs. Yawe Bcero obHapyxnBaemMbiMn NU3MEHEHNAMMU
ABMAKOTCA O4aroBble LEeHTPUNodynspHble U3MEeHEeHUs No Tuny "MaToBoro crekna”,
yTONLWEHME cenTarnbHbIX NEPEropoaokK, NNeBparbHbIn BbINOT N NuMdoageHonaTus
CpenoCcTeHns. AT N3MEHEHNSA TECHO KOPPENUPYIOT C pa3BUTUEM OTeKa Nerkux npu
BHYTPMBEHHOM BBELEHUM 3NOMPOCTEHOSA: CUMNTOM "MaTOBOro CTekna" BcTpevaeTcs
3HauuTenbHo Yawe npu JIBOB / JIKIT, yem npu UNAT (p = 0,003). Mpwn JIBOBE / JIKI
ovaru "MartoBoro ctekna" 6onee MHoroumcrneHHble. BaxkHbl Mopdonormyeckme
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XapaKTepucTmkm cumntoma "MaToBoro crekna". LleHTpunobynsapHoe pacnpocTpaHeHme
(HEYeTKO OYepUYEHHbIE LEHTPUNOBYNSIpHbIE Y3MOBblE 3aTEMHEHNS) Yallle BCTpeYatTCs
npw J1IBOB / NIKT", yem npun UJAT (p = 0,003). HaobopoT, naHnobynspHoe
pacrnpocTpaHeHne (OTHOCUTENBHO XOPOLLO OYepYEHHbIe reorpadouyeckme 30HbI
3aTEMHEHUIN NEro4yHOM TKaHW) BbIABNAOTCS B 00enx rpynnax u He UMeT
onpeaenstoLlero 3HavyeHns B guarHoctuke. CybnnespanbHble cenTbl (p < 0,0001) 1
numdoageHonaTma Takke BCcTpeyatoTcs ropasao vawe npu JIBOB / JIKIT, yem npun
WJ1ATl". BaanmocBsa3b aTUX Tpex Npu3HaKkoB o4eHb crieundguyHa ans JIBOb
(cneundmyHocTb 100 %) € YyBCTBUTENBHOCTLIO 66 %. Takum obpasom, Npu Nepeou
peHTreHorpadoun nerknx 4o Hayana fiedeHunst codetTaHme cMmntoma "MaTtoBoro crekna”
(0COBEHHO C LeHTPUNOBYNAPHBIM pacnpocTpaHeHnem), cenTbl U NMMdoageHonaTns y
BonbHbIX C KNUHUYeckon kapTuHon J1AIM nokasatensHbl anga JIBOB / JIKT. MNpu Hanu4mn
TaKUX PEHTrEHONOrMYECKNX MBMEHEHUI cnefyeT C OCTOPOXHOCTbIO NOAXOAUTb K
BOMpPOCY O BasogunatupyroLen tepanmu.

JJononHuTenbHbIMM MeToAamMu nccnepoBaHunsa ana amarHoctukn JIBOB / JIKIT ssnsatoTcsa
BpoHxockonusa ¢ 6poHxo-anbBeonsapHbiM nasaxom (BAJT). Mo cpasHeHuto ¢ UTTAT
JIBOB / JIKI™ xapakTtepusyrTca 3Ha4YMTENbHbIM YBENNUYEHNEM KreToYHoCTU BAIT.
OpHako npoueHT Makpodaros, HENTPOPUITOB U NMMMAOLIUTOB MPU ITUX TPEX
cocTosiHMAX aHanornyeH. MNockonbky JIBOB / JIKIT nopaxxatoT nocTKanunnsapHyto
COCYAMUCTYIO CETb, OHM 0OBbIYHO CONPOBOXAAKTCA CKPbITHIMU anbBEONSPHLIMU
KPOBOTEYEHMSIMU U NMOSBIIEHMEM Harpy>XeHHbIX reMocuaepuHomMm makpodaros. B
HeJaBHEM MCCneaoBaHWUM MPOLEHT Harpy>XeHHbIX reMoCUaEePUHOM Makpodaros Obis
Bbiwe npu JIBOB, yem npun UIAT (54 + 37 % no cpaBHeHuto ¢ 3 £ 6 %, p = 0,0006).
Bann no wkane Golde 3HauntensHo Boiwe npu JIBOB (109 + 97 npotne 4 + 10, p =
0,0004) [228]. B 3akntoveHune, coyetaHHoe noaTeepxaeHue J1AlN, noBbllweHne ymcna
MakpodraroB, Harpy>XeHHbIx remocugepuHom, B BAJT n nHTepcTMumnanbHble NeroyHble
MHpUNbTpaThl genatT gnarHos JIBOB / JIKIT BbICOKOBEPOATHBLIM.

JleueHune. B HoBoW knuHnyeckon knaccndpukauum JIBOB 1 neroyHasa BeHO3Has
rmnepTeH3ns BKNIOYEHbI B pasgen BkoYeHbl B rpynny JIAIN, cBsi3aHHOM CO
3HaYUTENbHLIMU N3MEHEHNUSIMX BEH UINK Kanunnsapos. BeposTHo, aTa rpynna Tpebyet
TaKoro e nedyeHus, kak gpyrme suapl JIAI. OgHako NporHo3 y aTux 60SbHbIX XyXe, C
6onee GbICTPbIM NporpeccupoBaHnemM 3abonesaHus. Kpome toro, Basogunaratopbl 1
0COBEHHO 3NONPOCTEHON AOMKHbI NPUMEHSTLCS B 60NbLLIOM OCTOPOXHOCTHLIO U3-3a
BbICOKOrO pucka pasBuTtusi oteka nerkmx [229, 230]. OgHako nmetotcsa coobLueHns o
CTabUNTbHOM KIMMHUYECKOM YryYLIEeHUN Y OTOeNbHbIX BOMBbHbLIX NPU NIeYEHUN STUMMU
npenapaTtamu. [laHHbIE NO MCNONb30BaHNIO HOBLIX BUAOB Tepanun, Taknx kak ASP, npu
JIBOB / JIKT oTcyTcTBYOT. HasHadeHue nobblx IekapCTBEHHbIX NpenapaToB 3TUM
60nbHLIM OOMKHO NPOBOAMTLCS TOMBbKO B KITMHUYECKUX LLEHTPAX C LUMPOKMM OMNbITOM
ANarHocTukn n BegeHust 6onbHbIx ¢ JIAI, n puck gomkeH bbiTb OLEHEH A0 Havana
nevenus. NpefcepgHas cenToCTOMUA MOXET NPOBOANTLCS, Kak apyrnx oopmax JI1AT,
HO orpaHudeHa ns-3a runokcemumn, kotopada npu JIBOB / JIKI™ BcTpevaeTca valle, yem
npw gpyrnx dopmax JIAIN. EanHcTBeHHbIM MeTogoM neyenus npu JIBOB / JIKI
ABNSETCA TpaHCcnnaHTauusa nerkux, n, kak n npyn UAJI, nocne TpaHcnnaHTauum crnyyvam
peunansa 3aboneBaHnsi HE ONUCaHbI.
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