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BnarogapHocTtu

bnarogapHocTu

PepaxkTopbl xoTenu 6bl BbipasnTb CBOK UCKPEHHIOK 61arofapHoOCTb 3@ MOCTOAHHYIO
nomouub, kotopyto Kpnctun diobya okasbiBana B TeHeHUE BCErO BPEMEHM CO34aHMUA
HacToALLEro pykoBoAcTBa, u 6e3 KOTOPOWN HanucaHme 3Ton KHUIK 6bis1o OGbl HEBO3-
MOXHbIM. Mbl Taikke xoTenu 66l nobnarogaputb npodeccopa Kpuc e bék 3a ee
NOCTOAHHbIE COBETbI N nMogaepXxky. Takke 6narogapum Oasuaa Jebucwona 3a
nepesof coobuieHnn NnauneHToB Ha paHLy3ckmnin A3biK. HakoHew, Mbl xoTenu 6bl
Bblpa3nTb CBOIO NPU3HATENbHOCTb FPynne MEAULMHCKUX NUcaTENEeNn U KOMMAaHUn
K.I.T. Group GmbH 3a npegoctaBneHne Taknx achHeKTUBHbIX U NONE3HbIX YCNYT.

Jonraa xu3Hb ¢ MyKOBMCLMLO30M

MNMpepucnoBue

«Jonrasa Xn3Hb ¢ MyKOBUCLMA030M» — Y>KE CaMo 3TO Ha3BaHWE He MOXET He pPafo-
BaTb. [IeNcTBUTENBHO, B Pa3BUTbIX CTPaHaX YNCNO B3POC/bIX Nloaen, cTpagaowmx
MB, B HacToALLEE BpeMA NpeBbilLaeT ymcio geten ¢ MB.

Bonblan 6narogapHoctb JoMuHuky Xabepty n Hukonacy CummoHacy 3a cBefieHme
BCEX MaTepuanos BOeAMHO B oAHY KHUry. OHun npoeenu 6onbluyto paGoTy no onpe-
OeNneHnto Heo6XoANMbIX FNaB KHUMN. 3aTeM OHM BbIABUIN HEOGXOAUMbIX aBTOPOB
M MOTMBUPOBANN NX He TOJNIbKO NpeacTaBuUTb 0630p 6a3bl NUTepaTypHbIX AaHHbIX,
HO TaKXe NoAeNUTbCA C YNTATENAMM CBOUM JINYHbIM OMNbITOM. KOHEYHbIM pe3ysb-
TaTOM cTafia KHUra, KoTopan npeactaBnAeT GONbLION UHTEPEC U NIerko YNTaeTCA.

Hapeemcsa, 4To 3Ta KHMra NOMOXET NpuUBAeYb BHUMaHue Gonbluero 4ymcna
Bpayemn, okasblBaloLWMX MEAMLNHCKYIO NOMOLLb B3pocnbiM, K npobneme MB. lMpu
NOCTOAHHO YBENMYMBAIOLLEMCA YMCNe B3POCbIX, CTPaAaloLWmMx MyKOBMCLMAO030M,
BO BCEX CTpaHax CcyLlecTByeT ocTpaA Heo6XoAMMOCTb NOATOTOBKN MOJIOAbIX Te-
paneBTOB — CNEeLManncToB No KOMMNAEKCHOMY Ne4eHMIO B3POCHbIX, CTPafaloLwmx
MYKOBUCLIMAO30M.

Esponeiickoe o6wecTBo mykoBucumnposa (ECFS) ¢ pagocTbio npeacrasnaer
KHUTY «JlonraA Xu3Hb ¢ MykoBucLmao3om» BceM yneHam ECFS.

Kpuc e bék, nokTop meguumHbl, npogeccop,
lpe3unneHT EBponevickoro obLyecTBa MykoBucUnA03a




ﬂ,OJ'II'aH KN3Hb C MYKOBNCLINAO30M

BeeaeHue

BBepeHue

3a nocnegHue HeCKOJIbKO AecATUNETUI aemorpacdua mykosucumgosa (MB) 3Ha-
YUTENBHO U3MEHWJIacb, NP 3TOM B Hanbonee pas3BUTbIX CTpaHaX MeauaHa npo-
OOMKMUTENbHOCTU XN3HN cocTaBnAeT okono 40 net. 3Ta natonorua 6onblie He
ABNAeTcA 6GONE3HbIO UCKTIOYUTENBHO AETCKOro BOo3pacTa, MOCKObKY BO MHOMMX
pernoHax 41cno B3pochblX, XXUBYLLMX C ANAarHO30M «MyKOBMCLMA03», NpeBbILIaeT
4Yunco Aeten ¢ AaHHbIM AMarHo30M. XOTA 3TO HE MOXET HE pafoBaTh, BaXKHO TakxXe
NPWU3HaTb, YTO NPU TaKOM YBENYEHUN NPOAOCSIKMTENBHOCTM XU3HU Y MNaLUEHTOB
M N1L, OKa3blBalOLLMX UM NOMOLLb, BO3HMKAET PAL HOBbIX Npo6nem. MMeHHO no-
aTomy nocne usganHua B 2012 r. nepson KHUrn «VMeguumHckmne Bonpocbl 1 npodnembl
NoapoCTKOB, 60MIbHbIX MyKOBUCLMA030M» EBponeickoe o6LecTBO MyKOBUCLMA03a
NpUHANO peleHne ony6ankoBaTb KHUTY, KacatoLyilocA npobiem B3pOChbIX, —
«[Jonras Xu3Hb ¢ MYKOBUCLUL030M».

Hawa uenb coctoAna B TOM, 4TO6bl OXBAaTUTb LLUMPOKMIA KPYT BONPOCOB OKa3aHWA
MEAMLUUHCKON MOMOLLM, BaXHbIX ANA NONYAALUN B3POCbIX U MNOXWUAbIX NOOEN,
1 obecneymnTb BCEM YJieHaM rpynnbl, 3aHMMatoLenca npobnemon MB, cnpaBoyHbI
pecypc, K KOTOPOMY MOXHO 6b110 6bl 06paTUTLCA NPU PACCMOTPEHUN HEKOTOPBIX
TPYAHbIX BONPOCOB, BO3HMKaOWMX, Koraa nogu, ctpapaowme MB, ctaHoBATCA
ctapwe. Mbl Takxe XOTenu aaTb HEKOTOPOE NPEACTaBNEHUE O NPEACTOALLNX NPO-
6nemax, 4tTo6bl cNyX6bl 34paBOOXPAHEHUA MO LWaraTb B HOTY CO BPEMEHEM
1 npepnoctaBuTb 3 deEKTUBHBIE YCNyru B ByayLiem.

Mbi 6narogapum aBTOpOB M3 pa3HbIX CTPaH, KOTOpble COBMeCTHO paboTanu ana
cocTaBfieHVA BceoOGbemntoLero 063opa 0CHOBHbIX MPOGEM Y B3POC/bIX U KOTOPble
nozenunucb cBoum onbiToM. Mbl Takke Gnarofgapym B3pocsbiX NaLUeHTOB, KOTopble
BHEC/IN CBOW BKNaj B HanMcaHue aTon KHUM, npefoctaBus 6ecLieHHble cBeaeH s,
Nno3BOJIAIOLLME MOHATb, YTO 3HAYUT AJIA B3POCOro YeNoBeKa XMWUTb C AUArHO30M
«MYKOBUCLUO03».

Homunuk KO6ep n Hukonac CummoHge
(Dominique Hubert, Nicholas Simmonds)

'MABA 1

N3meHeHunA B 3annaemMmmonornun:

HOBble nNpo6nembl, cBA3aHHbIe ¢ VB

Nicholas Simmonds,
Barry Plant

BBepeHune

3a cemb aecATUNeTUN, NpoLleawnx
C TOro BpemeHu, Kkorga Gbii Bnepsble
onucaH mykosucumpgos (MB), npo-
M30LWN 3HAYUTENIbHbIE NU3MEHEHUA
KakK B Te4eHuu 60one3Hu, Tak U B Bbl-
XMBAEMOCTU NauUeHToB. Yiy4weHune
Halero NOHUMaHUA eCTECTBEHHOTO
passutua MB, a Takxe nporpecc B aua-
rHOCTUKE U NIeYEeHUN NPUBENMU K TOMY,
4TO 60ONbLINHCTBO MNaLMEHTOB B Ha-
cToALLlee BpeMA AOCTUTaloT B3pOCNOro
BO3pacTa Y NoNb3yTCA MHOTMMM BO3-
MOXHOCTAMU TPYAOYCTPONCTBA, UMEIOT
couuanbHble U NUYHbIE OOCTUXEHMUA,
KOTOpblE UX 340POBblIe CBEPCTHUKN
BOCMPUHMMAIOT Kak caMo cobol pas-
yMmelowmeca. XoTa Takue nameHeHus
He MOTyT He paAoBaTb, Mbl TakXxe
JOJIXHbI 3HaTb NPob6aeMbl B3pocneto-
wen nonynAuMM NauneHToB U npea-
cTaBnATb ce6e BOMNPOCHI, CBA3aHHbIE
C YBENIMYEeHMEM Harpysku Ha cuctemy
34paBOOXpPaHeHUA, C OCNIOXHEHUEM
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6one3Hu conyTcTBylOWMMN 3abone-
BaHWAMMU, C YBENIM4EHMEM BO3pacTa, a
TakXe C Ha3HayeHueM aHTUGNOTUKOB
1 pasBuTueM nHgekuymn. B HacToAwen
rnase o6cy>XAaloTcA 3TM HOBble NPO-
6sieMbl U NpegnaratoTca Noaxoabl AnA
ynpasneHua TedyeHnem 3abonesaHus
B NONynALUKN B3POCHbIX NaLNEHTOB C
MB B 6yaywiem.

N3meHeHune gemorpadunyeckmx
nokasarenen

Co BpemeHu nepsoro onucaHua MB
Kak oTAenbHOW Ho3onormn4vyeckon dop-
Mbl natonoroaHatomom JopoTtu AH-
nepceH B 1938 . gemorpadunyeckne
nokasaTesin NONynAUUN NaLUEHTOB
M3MEHUNUCb [0 Hey3HaBaemocTu [1].
B To BpemAa gnarHo3s 6bin CTpallHbIM,
n 6onee 70 % peten ymmpanu B Teye-
HME NepBOro roAa Xu3Hu, o6bIYHO OT
MEKOHMEBOW HEMPOXOAUMOCTM KULLIEY-
HWKa, TAXENIOro HapyLeHNA NUTaHuA
n/Mnu gbixaTesbHON HEAOCTAaTOYHOCTM.
Bone3Hb NnepBoHa4yanbHO Ha3biBanu
«KUCTO3HbIM (hn6pPO30M NoaxKenynoy-
HOW XeJe3bl», MOCKOJbKY AecTpyKumA
noaXenyao4YHOW Xenesbl cuMTanach
OCHOBHbIM HapyLleHueM, a npofasne-
HWUA CO CTOPOHbI AbIXaTeNbHOW cUCTe-
Mbl paccmaTpuBanncb Kak BTOPUYHOE
OCNTIOXXHEHMe HapyLLIeHMA BcacbiBaHUA.
C Tex nop Halle noHMmMaHue natopu-
3M0JIOTUN U MEXAHU3MOB, Nexalumnx

B OCHOBe 3aboneBaHuA, 3HaYUTENIbHO
YAYHLWWIIOCb, OOAHAKO KOHEYHYIO Lelb
JlevyeHunA elle NPeacTOUT OCO3HaTh.
K cyacTtbio, cMepTb B 4ETCKOM BO3pacTe
Tenepb ABNAETCA PEAKON 1 oxunaaemas
NPOAO/IKNTENIbHOCTb KNU3HU NMOCTOAHHO
yBenuuueaetca (puc. 1) [2].

B CLLUA megunaHa BbIXXMBaeMOCTU
ysenuyunacb ¢ 14 net B 1968 r. o 20 net
B cepepmHe 1970-x rr. [4]. CpenHee 3Ha-
YyeHne NPOrHo3Mpyemon NpoJoSIXn-
TENIbHOCTM XXMU3HWN BO MHOTMX Pa3BUTbIX
CTpaHax B HacToALee BPeMA COCTaBNAET
6onee 40 net, HO TONbKO B NocneaHue
30 neT pocTmMxXeHne B3POCAOro BO3-
pacTa cTano peanbHON NEPCNeKTUBON
anA 6onbluMHCTBA NauneHToB. Cenyac
Mbl MepexXnBaem Nepuog, Korga 4ncio
B3pocnbix ¢ MB ckopo npeBbicuT kKonu-
YyecTBO peTen [2]. 3To yxe dukcmpyetca
B perucTtpax, rae B3pocsibiM cymuTaeTca
yenosek gocTuriiunm 16, a He 18 neT; Ha-
npumep, B exxerogHom otyeTe 3a 2012 .
B Benukob6putaHum 57,6 % Bcex naum-
eHToB ¢ MB 6b1n1 KnaccuguumnpoBaHsbi
kak B3pocnblie [5]. NoaBneHne Hauymo-
HanbHbIX U MHOTOHaLMOHAaJIbHbIX pe-
rMCTPOB, B KOTOPbIX cobupatotea 60Jb-
wure o6bemMbl KJIMHUYECKUX AaHHbIX,
CcTano MHCTPYMEHTOM ANA yny4lleHus
Hawero noHnmanua MB n nameHeHun
nemorpadunyeckux nokasatenen. Pe-
ructp nauneHtos MoHAa MyKoBUCLU-
no3sa CLLA (CFFPR) cogepXuT gaHHble
o noytn 30 000 naumeHTax n Benerca
B TEYEHME HECKONBbKUX AECATUNETUN.
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MepuaHa nporHo3upyemMoro Bo3pacta BbbknsaHua, 1988-2012 rr.,

c nepuogamu B 5 net

40

36

32

(Bo3pacT B rogax)

28

MepauwaHa nporHosupyemom
NPOAOCIHKUTENBbHOCTY XXU3HU

24

1988-1992 1993-1997

1998-2002 2003-2007  2008-2012

Fopabl

Puc. 1. MaumeHTbl ¢ MyKOBUCLMA030M, HabofaBLLIMECA B LEeHTpax
MeANLMHCKOM NOMOLUN, akkpeanToBaHHbIX DoHgom MB

B CoeanHeHHbIx LLITaTax, KoTopble cornacunucb Ha BKIIOYEHNE

CBOMX AaHHbIX B perucTtp B 2012 r. — meamaHa NporHo3npyemon
NPOAOIKMTENBHOCTU XMN3HN B 1986-2012 rr.

C Ucnonb3oBaHWeM 5-neTHMX NeprMoaoB No OCU X
ONA yMeHblUeHWA BapnabenbHOCTU Npu CPaBHEHUWN AaHHbIX
pasHbIX NeT (BOCNPOM3BEAEHO C pa3peLleHns
®doHpa mykoBucumaosa [3])

KacatenbHo 2012 r. B peructpe CLUA
coobwanocb, 4yto 49,1 % nonynAuumn
cocTtaBnAnu B3pocnble (18 net u crapiue)
npu auanasoHe Bo3pacTa OT poxae-
HUA 0o 82 net u megmaHe Bo3pacTa,
paeHon 17,7 net (cpegHas — 19,8 ner)
[3]. Peructp nauneHToB EBponerickoro
o6uecTtea mykosucumaosa (ECFSPR) aB-
nAaeTcA 6osee HOBbIM, HO B HacToALLEe
BpeMA COAepXMUT AaHHble 0 6onee Yyem

32 000 naumMeHTOB N3 22 eBPOMNENCKNX
CTpaH 1 OXBaTblBaET LUMPOKUIA CNEKTP
coumanbHo-geMorpaduyecknx n Kynb-
TYPHbIX XapakTepuctuk [6]. B uenom
eBpornenickue faHHble 04EHb CXOAHbI
¢ aaHHbiMuy n3 CLLA: 49,3 % nauuneHToB
6bInn knaccndurunpoBaHbl Kak B3poc-
nble (18 neT u cTaplie) Npu WKUPOKOM
AnanasoHe Bo3pacTta OT POXAEHUA A0
80,1 neT n MeamnaHe Bo3pacTa, paBHOWM
17,8 (cpeaHas — 19,5) net (puc. 2).
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Kaxkabln BepTUKanbHbIA CTONOMK NPeacTaBiAET YMCIIO NaLMEHTOB 3TOro BO3pac-
Ta B 2010 r. CyMMapHbIil NpoLeHT (Y4epHasa NHWA, NpaBan BepTuKasibHaA OCb)
Nnoka3sbIBaeT, CKONbKO ObIN0 NaLMeHTOB (B NpoLeHTax) MnagLle onpeaeseHHoro
Bo3pacTa (Hanpumep, 50 % nauneHToB 6bIv Mnagwe 18 ner).

Puc. 2. Kpocc-cekumoHHble AaHHble 0 BO3pacTe nauueHToB B EBpone
B 2010 r. (BocnpounsBeneHo ¢ paspelueHna EBponerickoro
obuiecTBa MykoBucumaosa [6])

B HekoTOpbIX eBponenckmx cTtpaHax
[oJiA B3POC/bIX NaUMeHTOB 0COBEHHO
BblcOKa — kaK B [laHuu, roe MUHUMYM
56 % 6onbHbIX MB aBnaloTcA B3pocnbl-
mu (18 neT u ctapwe). MpumepHo 20 %
nonynAauuu EBponenckoro pernctpa
COCTaBMAIOT NIOAN B BO3pacTe craplue
30 net n 6 % — nogu ctapwe 40 ner.

OpHako CyLecTBYIOT 3Ha4YMMble Ba-
pvauumn mexay permoHamum no coum-
anbHo-AeMorpadguyeckum nokasaTenam,
NpeanoNoXMTENbHO OTPaXatoLLme Takue
npo6nemsbl, Kak AOCTYNMHOCTb MeANLMH-
CKOW NMOMOLLM, MO3AHAA ANArHOCTUKa,
Hanuume cpeacTB 1M nonuTuka B obnactu
3apaBooxpaHeHua. Kpocc-cekUMoHHbIN
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aHann3 paHHbix ECFSPR noguyepkHyn
3TO, MOKa3aB HEKOTOPbIE BaXHble AEMO-
rpaduyeckume pa3nmuna Mexay eBponen-
ckumu ctpaHamu [7]. MeguaHa Bo3pacta
nauneHToB U3 cTpaH EBponelickoro co-
103a (EC) okazanacb Ha 4,9 net 60o5b-
e, Yem B CTpaHax, He BxogAwmx B EC,
1 OonAa nauueHToB B Bo3pacTe 40 net
1 cTaplue Takxe 6bina 6osiee BbICOKON
B cTpaHax EC (5 % npotue 2 %). BaxHo
TO, 4TO KOrfa Aemorpacduyeckme noka-
3aTtenu ctpaH EC npumeHunm B mogenax
K CTpaHaMm, He ABnAloLWmmMca YneHamm EC,
oKasanocb, YTo NONyNALMA NaLMEHTOB C
MB B 3TUX CTpaHax MOXeT YBENMYUTbLCA
Ha 84 %, 4TO NoKa3bIBaeT NopasuTenbHoe
noTeHUuanbHoe BAUAHME, KOTOPOE CO-
umnanbHo-gemorpaduryeckne hakTopbl
MOTYT OKa3blBaTb Ha BbDKMBAEMOCTb.
B BenvkobpuTtaHun, cOrnacHo OLEHKe,
nonynAuua B3pocnbix nauyneHTos ¢ MB
OyneT yBenn4MBaThbCA NPUMEPHO Ha
145 naumeHToB B ropg, [8]. MockonbKy aTo
COOTBETCTBYET UMCY 6OMbHBIX B KIIMHUKE
ONA B3pOC/bIX CPeAHero pasMmepa, To
MMeeT BaXHble NOCNeACTBMA He TONbKO
ONA NauueHToB, HO TakXe 1 AnAa obe-
crneyeHnA MeaULMHCKON NoMoLm u o6-
yyeHuA nepcoHana B byayLiem.

Moyemy naumeHTsl,
cTpagaiowue MB, Tenepb
YXUBYT AonbLue?

MpuynHoi ctabunbHOro pocta MegmaHbl
NPOAOMKUTENBHOCTU XWU3HWU C yBENnYe-

HMEM MONyNAUUK B3POCIbIX ABNAETCA
co4yeTaHue MHoxecTBa dakTopos. OHu
MOryT 6bITb rpy60 knaccuuunpoBaHbl
KaK reHeTu4yeckme U HereHeTu4eckue
¢dakTopbl, KOTOpPble BKOYaIOT yCcno-
BUA OKpyXatoLen cpenbl (Hanpumep,
naToreHHble MUKPOOpPraHU3mbl, Nnon,
Bo3aencTBne TabavyHoOro gbiMa v K-
MaT), hakTopbl, CBA3aHHbIE C CUCTEMOWN
OKasaHuA MeauLMHCKON nomoLm (Ha-
npumep, [OCTyn K cneuuann3npoBaH-
HbIM KJIMHMKaM, Mepbl MO KOHTPOIO
nHbeKuMn n cobniogeHne naumeHTamu
pekomeHaauuin Bpayda), U coumnanbHo-
akoHoMmuueckue dakTopbl. Benegctene
3TOro HekoTopble onpeaensaowme dak-
TOpbI BbDKMBAEMOCTU B 6onbluen mepe
nogpatoTcA moaudukauum, 4em gpy-
rue; Hanpumep, dakTopbl, CBA3aHHbIE
C neyeHunem, nervye KOHTPONUpPOBaATh,
YeM daKTopbl, CBA3aHHbIE C KNTMMaTOM.
C 1938 r. kJ1l04EBBIE HAay4YHble [OCTUXE-
HWA, B TOM YMCne BblABIEHWNE NOBbILLEH-
HOrO cofiepXXaHuA XJI0pMA0B B NOTOBOMN
>xunakoctu B 1950 . u oTkpbiTUE reHa MB
(perynaTopa TpaHcMeMbBpaHHOW NPOBO-
anmocTtn npu mykoeucumnpose (CFTR))
B 1989 r., ABNANUCb MHCTPYMEHTaMu onA
ynyyleHWA Hawero NoOHUMaHuA naTo-
dusmonorum MB [9-11]. OgHako gaxe
[0 3TUX COBbITUN UMENO MECTO 3HAYU-
TeNbHOE yNyylleHne okasaHna NOMOLLU
B pe3ynbraTe TWaTeNbHOro KNMHUYECKO-
ro HabnoAEeHUA U CUCTEMHOTO NoAxoaa
K JIeYEHUNIO OCNIOXHEHUIN 6Gone3Hn (Ha-
npumep, MHMDEKLUUM N HE[OCTaTOYHOCTKN
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nuTaHua). HegocratouHoe NuTaHue, NH-
drunpoBaHme NaToreHHbIMU MUKPOOP-
raHu3Mamu, Takumn kak Pseudomonas
aeruginosa v Burkholderia cenocepacia,
oTCcyTCTBME NledeHuA anabeTa, cBA3aAH-
Horo ¢ MB, n xeHckun non ABNAOTCA
TOYHO YCTaHOBNEHHbIMU hakTopamu,
Koppenupytowmmn ¢ 6onee Hebnaro-
npuATHbIMU ncxogamu npu MB [12-15].

KpaeyronbHbiMy KaMHAMU neYveHnn
B TEYEeHWe MHOrmx net 6blnu BHeagpe-
HWE MHTEHCUBHBIX CXEM aHTUOMOTU-
KoTepanuu, npuMmeHeHne GepmeHToB
NoAXeNnyao4YHON Xenesbl U ONTUMnU3a-
umA nuTaHusa, ahdeKTMBHOE o4ULLEHME
AOblxaTeNibHbIX MyTen, TpaHcnnaHTauua
JNIerkux, NPOTUBOBOCMANUTENbHbIE
npenapaTtbl, Mpenapartbl, YCUIMBalo-
e yaaneHue MokpoTbl (Hanpumep,
JopHa3sa anbda), u, No3xe, BHeapeHue
cneunduryeckux npenapaTos, BO3OeN-
cTBytowmx Ha CFTR npu pasHbix TUNax
MyTauun [16-19]. 3Tu dakTopbl B cO-
YeTaHMM C MHOFOYPOBHEBbLIM NOAX0OA0M
K nomowm npu MB, o6ecneunBaembim
MYNbTUAUCLUUNNMHAPHON FPynnown
cneunanuctos (MDT), urpanu rnaeHyio
pofib B yBENMYEHUU NMPOAOIIKUTENb-
HOCTb XW3HW MauUEHTOB U MOCIYXUNn
MOAENbIO ANA NeYeHUna APYrux XpoHU-
yeckux 3abonesaHun [20].

Korga 6bin oTkpbIT reH CFTR, npea-
NONOXWUNN, YTO HEKOTopyto Bapuabenb-
HOCTb BbIXXuBaemoctu npu MB MoxHo
06bACHUTL pasNNYMAMU MyTauui; oa-
Hako HeoAHokpaTHO 6blNo NokasaHo,

4YTO KOppenAaumna reHoTuna ¢ heHoTu-
nom ABnAeTcA cnabon, 3a UCKITIOYEHMEM
COCTOAHUA NOAXKENyA0O4YHON Xenesbl
(Hanpumep, pocTaTovyHaa dyHKUUA
unn HapyweHHas) [21]. MyTtauun CFTR
MOXHO pasfennTb Ha LECTb KJ1acCoB
B COOTBETCTBUU C UX BAUAHUEM Ha
¢yHkunio CFTR. Knaccbl |-l 06bi4HO
cBA3aHbl ¢ 6oNiee TAXESIbIM TeYeHU-
em 3aboneBaHuA. B TunnyHom cnyvae
y naumeHTa, ABNAIOLLErocA HoCUTeNem
OOHOW M3 3TUX MyTaLMN Ha KaXxaow an-
nene, MB anarHocTtupyetca paHo (T. e.
B Bo3pacTe Mnapuwe 1 roaa), Uy Hero
MMEET MECTO He[0CTaTOYHOCTb NofKe-
nyoo4vHon xenesbl [22, 23]. 3abonesa-
HVe y MauneHTOB C MO MeHbLUEen Mepe
opHon myTaumen knaccos IV-VI yacto
anarHoctupyeTca nosxe, dyHKumA noa-
XKENYLOYHOW Xenesbl y HUX HEPEQKO CO-
XpaHeHa 1 N03TOMY COCTOAHME NUTAHMWA
nydwe [24, 25]. HekoTopble myTauuu,
CBA3aHHble C COXpaHeHUeM (yHKLMN
CFTR, npoABnAlOTCA Kak HeTAXenoe
nopaxeHue nerkmx, Ho AjaA OFrPOMHO-
ro KoJinyecTBa Apyrvx MyTauun ato He
Tak, U MOTYT UMETbCA Pasnnyuna Mexay
OByMA cyObekTamMu ¢ OOHUM U TEM Xe
reHoTunom [22]. Npepgnonaraemble me-
XaHU3Mbl AnA 06 bACHEHMA 3TOro hakTa
BKJ1IO4AlOT MHOTOYUCNEHHbIE BINAHUA
MHbEKUNNA, NUTAHUA N OKpYy>KaloLen
cpefbl, XOTA, BEPOATHO, HX OAUH U3 3TUX
MeXaHW3MOB MOJIHOCTbIO He 06 bACHAET
pasnuuuna [26]. MyTauuu apyrmux reHoB
(He CFTR) nnn nonumopdunambl — 060-
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3Ha4YaeMble TePMUHOM «MoAndUKaTOPBI
reHoB» — MO-BUAUMOMY, BHOCAT CBOW
BKJlaf B CUTyauuto, HO 4O HACTOALLErO
BpeMeHU UAeHTUhULNPOBAHO NULb
orpaHM4YeHHOe 41cno moanduKaTopoB
[27-29].

CoBepLueHCTBOBaHME AMArHOCTUKMN
MB Tak)xe NOBAUANO Ha yBeNnyeHue
Bb>XKMBaemocTu. [laxe y naumeHToB
C aTUNNYHbIMK NpPU3HaKamMu nyyuwee
NoHNMMaHWe MexaHU3MOB, Nexalinx B
ocHoBe 3aboneBaHuA, n paspaboTka
6onee YyBCTBUTENbHbIX METOAOB UC-
cnefoBaHUA, Taknx Kak CEKBEHUPOBaHUE
reHoB, MPUBENN K YNYyYLIEHUIO ANArHo-
ctukun. B 6onblumHcTBE CnyvaeB anarHo-
CcTUKa ABNAETCA MPOCTON U NOATBEPX-
naetca, ecnu y cybbekTa nmeetca no
KpaiHen mepe oanH heHOTUNNYECKUR
npusHak (Hanpumep, pacnpocTpaHeH-
Hble 6POHX03KTa3bl), AaHHbIE O Hapy-
weHumn cdyHkumm CFTR (Hanpumep, no
pes3ynbraTaM NOTOBOW NMpo6bl) U/mMnu
OBe pacno3HaHHble myTaumn CFTR [30,
31]. OpHako, NOCcKONbKy NPOABNEHMUA
6one3Hu npn MB o4eHb BapuabesbHbl,
nocTaHoBKa AMarHo3a He Bcerga npocra,
M 3T0O 0cCOOEHHO BEPHO B OTHOLUEHUMU
B3pOChbIX, BriepBble 06paTUBLUNXCA 3a
MeAuLMHCKON nomoublo. Takne naum-
eHTbl MHOrAa npepcTaBnAloT npobne-
MYy MpU AnarHocTuke, NOCKOJbKy Yy HUX
MOXEeT HabniAaTbCA COMHUTENbHbIN
(M HopManbHbIN) YpOBEHb XNIOPUAOB
B MoTe U TONIbKO ofHa naeHTuduumnpye-
Mas myTauua CFTR (unu naxe ee otcyT-

CTBUE) NPU FreHOTUNUPOBAHUW NEPBON
nuHum [25]. B Taknx cnyyanax o6blYHO
MMeeT MecTo AgocTaTovyHaa pyHKuuA
noaxkenynoyHom xenesbl, 1 60ne3Hb
Nnpwn 3TOM 4acToO Ha3bIBalOT «HeKaccu-
YecKUM» nnu «atunuyHbim» MB. Y no-
[06HbIX NauneHToB 60Ne3Hb MOXET
BriepBble NPOABUTLCA CUMMTOMaMu, He
CBA3aHHbIMU C IEFKUMU, U BCNeacTBue
3TOr0 OHM MHOTAa BrNepBble nonagaoT
B Nnosie 3peHunnA Bpaven B KIMHUKaX He-
nynbMOHONOrMYeckoro npodunsa, Kak,
HanpuMep, My>X4uHbl ¢ a300crnepmuen
B KJIMHUYECKMX LLeHTpax penpoayk-
TMBHOrO 340poBbA. [1o 3TOM NpuvnHe
OnarHos nHorga ctaBuTcA ¢ npomeane-
HMeM (3a4acTyio Ha MHOTue rogbl), 4To
MOXET BblI3blBaTb YyBCTBO HeyAQOBNET-
BOpEeHHOCTU 1 Tpesory. [Nockonbky BO
MHOFUMX CTpaHax B HacToAllee BpemA
CTaHAapTHO MNPOBOAUTCA CKPUHUHF HO-
BOPOXAEHHbIX, YacToTa 3ano3gajnon
AnarHocTuky B 6yayLiem 3Ha4Mmo CHU-
3nTCA. O,El,HaKO BMECTO 3TOIro NOABUT-
cA pAf HOBbIX Npobnem, CBA3AHHBIX C
BblABNIEHWEM MNALMEHTOB, Y KOTOPbIX
cuMnTOMaTMKa OTCyTCTBYET N 60ne3Hb
MOXEeT ocTaBaTbcA 6€CCUMNTOMHON B
TeyeHue MHorux net. Pesynesratbl aTOoro
y nauueHToB ¢ Heknaccuyeckum MB, y
KOTOPbIX MOXET MMeTb MecTo Gonee
HU3KNI pUcK pa3BuTuA 6onesHn c pas-
BEPHYTbIMU NMPOABAEHUAMM, OYEHb pas-
HOOOpasHbl N BKIOYAOT HarpysKky Ha
cucTeMy 3a4paBOOXpaHeHunA BCNeAcTBMe
npoBefeHnA nccnefoBaHnn, nocetle-
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HUA KITIMHUK 1 NeYeHUn, a Takxke Ncuxo-
JIOTMYECKYIO Harpys3Kky Ha nauueHToB 1
ux cembun. OgHAKO ecnu B UTOre COCTO-
AHWE 340POBbA NALNEHTOB yy4LUaeTCcA
M UX BbIXXKMBAeMOCTb pacTeT, Kak noka-
3bIBalOT UCCIEAOBaHMWA KJTaCCUYECKOTO
MB [32], To CKpUHUHI HOBOPOXAEHHbIX
6ynet onpaBaaHHbiM. Cnegytowme 40
neT faayT pellatoume aaHHble B 9TON
auckyccuu.

PesynbsraTtom pocTta BbIXXMBaeMocCTu
ABNAETCA YBENNYNBAIOLLEECA CTapeHne
nonynauum nauneHTos ¢ MB. Coobue-
HWA MauMeHTOB B BO3pacTe cTaple
40 neT No3BONAIOT BbIABUTb MX Xapak-
TEPUCTUKM U NOTeHUMaNbHblE MPUYNHBI
ponronetua [33-35]. HecmoTpAa Ha To
4yTo y 6onee BbICOKOM [ONM NaLUEH-
TOB, YeM B 06Leln nonynAuMmn 60MbHbIX
¢ MB, 3aboneBaHue knaccnuunpoBaHo
Kak Heknaccuyecknn MB, nccneposaHusa
NnokasbiBaloT, YTO MHOTMe NauneHTbl
C Knaccuyeckmm 3aboneBaHMeM Takxe
pocturatoT Bo3pacta 40 net n 6onee
[35, 36]. MexxpyHapoaHoe uccnepnoBa-
Hue 366 NauMeHTOB B BO3pacTe cTapLle
40 neT BbIABUNO, 4YTO 68 % NauneHToB
MMENn HeQoCTaTOYHOCTb (hyHKLUMKM Noa-
XenynoyHowm xenesbl U 33 % ABNAAUCH
roMO3uroTHbIMM No MyTauuu F508del
[33]. Moarpynna nauneHTos n3 CLUA
n BenukobputaHum Bknoyana 6onee
BbICOKYO [,0J110 MaLNEHTOB ¢ Knaccuye-
Cckum 3aboneBaHuem, npu aTom y 81 %
oTMeyanacb HeoCTaTOYHOCTb (DYHK-
unm noaxenyao4yHoun xenesbl n 44 %

MMeNI TOMO3UTOTHBIN FreHOTUMN Mo My-
Taumun F508del [33]. B uenom dakTopsl,
obecneynBatowme obuiee yBennveHme
BbI)XMBAEMOCTHN, Kak obcyxXaanocb
Bbile (Hanpumep, yNyylleHne nuTa-
HMA N OTCPOYEHHOe UHdMUMpOoBaHMue
P, aeruginosa) [34], BepoAaTHO, ABNAOTCA
Havbonee BaXHbIMU AeTEPMUHAHTa-
MW [ONroneTuA, HO MoryT ObITb 3Ha-
YUMbIMUK U apyrve ¢akTopbl, KOTOpble
TPYAHO OLEHUTb KONMYECTBEHHO, Takne
Kak dum3mnyveckana Harpyska u obpaso-
BaHue. [1o mepe TOro kak NnayMeHTbl
CTaHOBATCA cTaplue, ux notpebHocTH,
no-BMAMMOMY, pacTyT, U cucteMme 06-
cnyxuBaHuAa 6ygeTt Heobxoaumo agan-
TUPOBaTbCA ANA UX YAOBJIETBOPEHUA.
371 BONpOCh! U HEKOTOPbIe Npo6nemsl,
CBA3aHHble C yAOBNETBOPEHNEM TaKNX
MeHALWmMxcA NoTpebHocTen, obeyxaa-
I0TCA HUXE.

Mpo6nembl, cBA3aHHbIE
c 6onbluent oXxuaaemon
NMPOAOCHKUTENIbHOCTbIO XXU3HU

3.1. Harpyska, cBA3aHHasA c le4yeHnem

[MoBbllWEHME BbI)XMBAEMOCTU YBENUYUN-
BaET HarpysKy, CBA3aHHYIO C JleYeHueM,
4YTO NpencrTaBAAeT cobon HOBYIO pacTy-
Lyto Npo6aemMy AnA NaunmeHToB, Nepco-
Hana, oka3blBaloLLEero UM MeANLNHCKYIO
nomMolLb, U cucTeMbl PUHAHCUPOBAHUA
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3apaBooxpaHeHua. MNpu noctoAHHO
yBenM4ymMBaloLweMca Yncne HasHavae-
MbIX JIEKAPCTB BOMPOCHI MPUBEPXKXEHHO-
CTV K Ne4YeHnio, MO-BUAMMOMY, OCTaloT-
CA NOCTOAHHOW 1 BaXKHOW npobnemon.
Hanpumep, B Te4eHME MHOTUX NET WH-
raffALNOHHbIE NpenapaTbl ABNANUCH
HEOTbEMIIEMOM YacTblO KOHTPOJA CO-
CTOAHUA AblxaTesibHbIX NyTen npu MB
[37-39], v B HacToALLee BpemA uMeeTcA
MHOXECTBO PassInYHbIX JIEKAPCTB, KO-
TOpble AOCTaBAAIOTCA 3TUM NyTeM (Ha-
npumMmep, aHTUGMOTUKMN U MYKOJIUTUKH).
OpHako MX nonb3a BHE PaMoK KIWHU-
YEeCKUX UCMbITaHU OCHOBaHa Ha [o-
NyLWeHMN JOMKHON NPUBEPXXEHHOCTH K
Jle4eHuto B «peanibHoM Mupen». [pynna
nccneposatenen n3s Benukobputannm
CpaBHMBana YpoOBHU NPUBEPXEHHO-
CTM K JIEYEHUIO COrNacHo cob6CcTBEHHOM
OLeHKe NauneHToB U NO COObLLEeHNAM
Bpayen, a Takxke akTmyeckyio npueep-
XXEHHOCTb MPUW UCMNOJIb30BAHUN 3NEK-
TPOHHOIo MOHUTOPWHIra ¢ NOMoOLWbio
HebynanzepHol cuctembl I-Neb [40] n
nokasana, 4To meguaHa cdakTU4yeckon
NPUBEPXXEHHOCTU MO pe3ynbTaTam 3a-
rpysok |-Neb coctaBuna Bcero 36 %
no cpaBHeHwuto ¢ 80 % no oueHke Npu-
BEPXEHHOCTN cCaMMMKN NauneHTamn.
HenaBHWe paHHblE MO NOBTOPHOMY 3a-
nonHeHuio HebGynansepos, NONyYeH-
Hble B XoAe APYroro ncciepnosaHus,
nokasanu, 4To y NauMeHTOB C BbICOKOM
NPUBEPXXEHHOCTbIO K JIEYEHUIO aHTU-
6uoTnkamu ¢ nomoubto Hebynansepa

Habnoganocb 3Ha4YMMOE cokpalleHue
yucna rocnuTanmnsauuii No CpaBHEHUIO
c cybbekTamu c 60ee HU3KOM NpuBep-
>XEHHOCTbIO, YTO AEMOHCTPUPYET MOJIb-
3y B pealibHbix ycnosuax [41]. OgHako
CYLLEeCTBEHHbIMU ABNAIOTCA 3aTpaThl
BpPEMEHM, CBA3aHHbIE C 4OCTAaTOYHON
NPUBEPXEHHOCTbLIO K JIEYEHUIO: B HE-
naBsHeM uccneposaHum B CLLIA cpegHee
BpeMsA, 3aTpa4yeHHOe Ha BbINOJIHEHUE
npoueayp B AeHb (UCKNOYaA 04UCTKY),
coctaBnAano 108 MUHYT, ecnn NauneHTbl
BbIMOJIHANN BCe Ha3HayeHuA [42].

[na naymeHTa ABnAeTcA npobnemon
cobntoaeHne Bcex nevyebHbIX HasHave-
HWW C LLeNbio MakCUManbHO YBEINYUTb
waHcbl 6naronpuATHOro ncxona 3abo-
nesaHuA. CneunanncTbl, NpeaocTasna-
Iowme MeanLIMHCKNE YCNyru, U NpakTu-
KyloLLMe Bpayu OOMKHbI NOAAEPXNBATD
9TU ycUnmA 1, Npu Hann4ynm BO3MOXHO-
CTW, NepexoamnTb K cUCTEMaM 4OCTaBKK
1 nekapcTBeHHbIM opmam (Hanpumep,
CyXUM nopoLukam), KoTopble CBOAAT K
MUHUMYMY BpemA, Heobxoanmoe Ha ne-
YeHwue, 1, CNefoBaTeNibHO, HArpy3Kky Ha
naumeHTa. Cuctembl ObICTPON AOCTaBKU
[39, 43, 44] aBnAtoTca MHoroobeLlaowm-
MW, U faHHble, NONYYEHHbIE U3 peab-
HOW NpaKTUKK, NOATBEPXAaloT CBA3b
MeXAay YCTONYNBOWN NPUBEPXXEHHOCTbIO
K nie4eHnio un ero ahekTUBHOCTbIO [45].
HoBon npobnemon ana nauneHTos ¢ MB
1 MeOULIMHCKOro nepcoHarsna, okasbiBa-
IOLLLero NomMoLLb, ABNAETCA NOAAEP>KKa
STUX YCUNTUI B YCNTOBUAX, KOTAA Y HEKO-
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TOPbIX NaUMEHTOB MOXET HabnopaTbeA
OTHOCUTEJIbHO MEHblLUe CUMMNMTOMOB.

3.2. BocctaHoBneHue ¢yHkumu CFTR

BocctaHoBneHne dyHkunm CFTR Ha-
LleNleHO cKopee Ha NPUYnHY, Nexallyto
B ocHoBe MB, yem Ha nocnepcTBUA,
1 ocTaeTcA «CBATbIM paanem» Tepanum
MB. [lo HegaBHero BpeMeHM 3To ABNA-
NIOCb OCHOBHOW LLeNblOo UCCefoBaHnmn
[46, 47]. OpHako noABneHUe nepcoHa-
JIN3MPOBaHHbIX hapMaKkonormyecknx
noteHunaTopos u koppektopos CFTR
[16, 48, 49], ocHOBaHHbIX Ha reHoTUNE
CFTR, oTkpblBaeT 3aMeyaTesibHble HO-
Bble BO3MOXHOCTM A/1A BCEX NaLNEHTOB
¢ MB.

UBakadTop npeacrasnaet cobon Ho-
Bbll KJ1acC IeKapCTBEHHbIX NpenapaToB
(mogynaTopos CFTR), KOTOpbIA HELABHO
OblS1 NMLEH3UPOBAH BO MHOTUX peEru-
oHax AnAa nedYeHuAa nauveHTos ¢ MB,
BO3pacT KOTOPbIX COCTaBNAET 6 JIET U
cTapLle U y KOTOpPbIX MMeeTCA Mo Kpawn-
Hell Mepe ofHa konuA «gating» («Bo-
poTHOW») myTaumm G551D [16, 48] unu
OJHa U3 BOCbMW ApYyrnx MyTtauun (He-
G551D-gating-myTauun) [50]. B kpynHom
48-HepenbHOM paHOOMU3NPOBAHHOM
KOHTPOSIMPYEMOM MCMbITaHUN, NPOBE-
OeHHoM cpeaun naumeHToB ¢ MB B BO3-
pacTte 12 neT 1 cTaplue ¢ No KpanHewn
Mepe ogHol konuen myTtaummn G551D,
Habnoganoch yBenvyeHme cpegHero ab-

CONIOTHOrO 3HaYeHnA o6bema chopcrpo-
BaHHOro Bbiaoxa 3a 1 cekyHay (FEV,) Ha
10,6 % oT nporHo3upyemoro [16]. AHa-
JNIOrNYHble pe3ynbTaTbl OblIN NOJYYEHbI
nosxe B Apyrux koroptax [48, 50]. Bo
BCEM MUpE 3TO NPUHECET MoNb3y Npwu-
MepHo 5 % oT Bcex naumeHToB ¢ MB, npu
3TOM COMJIaCHO OLLEHKE 3TO CNpaBeanMBoO
ana 2000 nauveHTOB B BOo3pacTe 6 net
1 cTaplue, ABAAKOLWNXCA HOCUTENAMMU NO
MeHbLUeN Mepe OQHON KOMuu MyTauumn
G551D, v pna 400 nauneHTOB B BO3pac-
Te 6 NeT n cTaplle ¢ N0 MeHbLUEN Mepe
onHon He-G551D-gating-myTauunen.
B naHHOM KoropTe knoYeBOn ABNAETCA
npobnema nogaep>XaHuA ycTonymeom
KnuHnyeckomn acddekTmBHOCTH, Gesonac-
HOCTM 1 pe3ynbTaTUBHOCTU. [laHHble He-
0aBHO NPOBEAEHHOro KNMHUYEeCcKOro
MCMbITaHUA NOKasanu ycToN4YmBbIN ah-
dekT, coxpaHaowwminca go 144 Hepenb
[51]; cBepeHUA U3 peanbHON NPaKTUKN
MHOMMX LEHTPOB TakXXe NPOAEeMOHCTPU-
poBanun ycton4mBble NONOXUTENbHbIE
ahdekTbl [52-54].

HecmoTpAa Ha npopBuxeHue Bne-
pen, npobnembl octalotcA. Hanpumep,
KOHUenuunA «HeHapawmBaHnA» Apy-
rmx BMAoOB nevyeHnA 6bina 6bl OYEHb
XOPOLO BOCMPUHATA NauMeHTamu, a
TaKkKe MeauLUHCKUMU pabBoTHMUKaMK,
HO B HacToALlee BpeMA 3hHEKTUBHOCTb
3TOro HemseecTHa. MexnekapcTBeH-
HOe B3auMoencTBme ABNAETCA BaXHOMN
pasBuBatoLLencAa 06nacTblo, MOCKONIbKY
OJHOBpPEMEHHOE Ha3HavyeHne mBakad-
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TOpa C CUbHbIMU UHFMGUTOPAMM UK
nHayktopamu CYP3A (bepmeHThl, yya-
cTBylOLWMNE B MeTabonname KceHo6Mo-
TUKOB) COOTBETCTBEHHO 3HAYUTENIbHO
NoBbILIAET UMN CHUXAET YPOBHU CU-
CTEMHOro BO3AencTBMA neakadTopa
[65]. K nauneHTam 6e3 gating-myTauun
elle npeacTonT paspaboTaTb NepcoHa-
JNIN3NPOBAaHHbIA Nogxo[, a NpoTuBope-
YMBble pe3ynbTaTbl MOPOXKAAIOT BaXHble
Bonpocsl [49, 56], kno4YeBbIM N3 KOTO-
pbiX ABNAETCA TO, Kak cneyunanucTsl,
oKasblBalolWmMe MeguLUHCKUE yenyru,
OLEHMBAIOT U PErynmpyoT oXnagaHusa
nauMeHTOB B OTHOLIEHUM 3TUX ne4veb-
HbIX CPEeACTB.

3.3. YcTon4umBOCTb K NIekapcTBam
1 BO3HUMKalowme nHdekumm

B nonynAaumAx B3pocnbix niogen Bos-
pacTaeT YacToTa cryyaeB YyCTOMYMBOCTU
K aHTu6uoTukam [33, 35], 1 cBA3aHHbIE
C 3TUM TOKCUYHOCTb, HEMNEPEHOCUMOCTb
u/vnun annepruA NpeacTaBnAlT co-
6on npobnembl, NnpuobpeTaioLime Bce
6onbliee 3HaYeHMe ON1A MeAULNHCKUX
pa6oTHukos [57, 58]. Kpome Toro, MHO-
rne cpeacTea AnA gauTesibHOM Tepanuu
paHee usy4yanucb Takum obpasom unu
B TO BpeMmsA, koraa apgekt pobasneHnsa
3TUX NpenapaToB K CYLLECTBYIOLWNM ne-
KapcTBaM He OLEeHUBAJICA, a TakXe eLle
HEe[O0CTaTOYHO U3y4YeHbl NoTeHuuanb-
Hble MeXJIeEKapCTBEHHbIE B3aumoaen-
cteuAa [17, 59]. MNpeanonaraeTca, 4To

OOMNOJIHUTENbHbIE NpenapaTbl MOTryT
okasaTb AOMNOJIHUTENbHbIE MONOXU-
TenbHble addekTbl. OgHako HepaBHee
peTpocnekTMBHOE nccienoBaHue, B
KOTOPOM M3y4Yanocb BO3MOXHOE B3a-
MMOJENCTBME MEXAY MHranALMOHHbIM
TO6PaMULMHOM 1 OpasibHbIM a3UTPOMU-
LIMHOM, MoKa3aso cHMXeHue apheKTmB-
HOCTW M NOCTaBWUIIO BaXHble BOMPOCHI
Ha 6yayuwee [60]. B aToit o6nactu He-
obxoauma panbHenwana paboTa.

Mpn MB nameHAeTcA CTENEHD CIIOX-
HOCTU 3aboneBaHuA. B pesynbraTte 3a-
Oep>XKU NporpeccupoBaHmMA MHOMUX
KNUHUYecknx nponasneHnn MB nauyu-
eHTbl cTankmBaloTcA ¢ npobnemamu B
pasHble Unu No3gHue nepuonbl CBoen
XXU3HW. ArpeccuBHble cTpaTerum apa-
avkaumu P. aeruginosa otcpoyunu Bpe-
MA pa3BUTUA XPOHUYECKON UHpeKLMn,
1 Bce Bonbluee YNCNO MONOAbIX Noaen
nepexoaAaT U3 neguaTpuveckux meam-
LIMHCKMX YYpexaeHui Bo B3pocnble 6e3
nHdekumn, BoizBaHHON P. aeruginosa.
Ba>xcHo, 4TO6GbI B3pOC/ble NauMeHTbl n
cneumanucTbl, OkasbiBalolme UM me-
OVLUHCKYIO MOMOLLb, NPOAOJNIXaNnmn
KOHTpoOJiIMpoBaTb UHDULMPOBaAHUE
HOBbIMW MATOr€HHbIMW MWKpoOOpra-
HM3MaMU U CBOEBPEMEHHO HayMHanu
npoTokonbl apagukaumn [61]. OgHa-
KO CaMOCTOATENbHbIN paboTatowmn
B3pocbii ¢ MB — 310 He TO Xe, 4YTO
3aBUCUMbIA pebGeHOoK, nX NoTpebHOoCTn
B NopAepxke, uenu n o6A3aHHOCTH Mo-
TeHuManbHoO pasHATcA. MNpuoputeTHoM
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3apjavyen Ha bygyulee ABNAETCA Aalb-
HenwanA paboTa No onpeaeneHuto Haum-
Nydwnx unu Hanbonee nogxonALmnx
NoAXoAo0B K apaAnKaunum, MOHUTOPUHTY
W Ne4YEeHNI0 B OTHOLUEHUWN [AHHOW YyBe-
JInYmMBaloLenca nonynAaumMmn B3pochnbix
nauMeHToB. XOTA MNOABJIEHME 3TOWN KO-
ropTbl, «cBoO60oAHON OT Pseudomonas»,
ABnAeTcA 6ONbWUM OOCTUXEHUEM,
BaXHbIMU npobnemamun ocTtatoTcA
YCTOMYMBOCTb K aHTMbuoTmkam [33, 35]
M MHdUUMpoBaHUe ApyrMmMmm naToreH-
HbIMWU MUKpPOOPpraHu3mMammu, BkoYan
YBENWYEHUE PACNPOCTPAHEHHOCTU WUH-
dexunmn, BbIZBAHHON HETYOEPKYNE3HbI-
MW MUKOBGAKTEPUAMU U, B HAaCTHOCTH,
Mycobacterium abscessus [62, 63]. No-
CNefcTBUA COBPEMEHHOW NPaKTUKN NMpu-
MeHEeHNA aHTUOMOTMKOB HEOOBXOAMMO
NOCTOAHHO KOHTponuposaTth [64]. He-
[aBHO NONyYeHHble AaHHble MO3BONAIOT
npeanonaraTb BO3MOXHYIO nepegavy
HekoTopbiX wTammoB M. abscessus
OT OAHOro YenoBeka K ApPyromy, 4To
rnokasblBaeT BaXXHOCTb HEMPEPbLIBHOMN
OLIEHKWN 1 NMOBTOPHOM OLLEHKM MpPaKTUK
cerperauuu cneymanucToB, okasbiBa-
IOWNX MeanLNHCKY0 nomolb [65, 66].

3.4. KcTpanynbMoOHasbHblEe
OCNOXXHEeHUA

JKcTpanyNbMoOHasnbHble NPOABNEHUA
MB npepnctaBnaoT cobon npobnemy,
npuobpeTaloLlyto Bce 6onbluee 3Haye-
Hue (puc. 3), nockonbky 3abonesaHus,

CBA3aHHbIe C B3POCNEHNEM, HaKNaablBa-
I0TCA Ha «TPaANLIMOHHbIE» OCNOXHEHMWA
MB, [ONOAHUTENBHO YCNOXHAA NOTPEOL-
HOCTU B neyeHuun [67]. 3Tu Bonpochl
6onee nogpo6bHO obcyxpaaloTcA B No-
cnegyloLwmx rinaBax, Ho HUXe NpeacTaB-
JieH 0630p CBA3aHHbIX C HUMU NPOGNEM.
PacnpocTpaHeHHOCTb MHOTMUX 3KCTpa-
NyNbMOHaNbHbIX OCNOXHEHUN yBENUYU-
BaeTcA ¢ Bo3pacTom. Hanpumep, onabet
B komnnekce ¢ MB (JMB) passusaetcay
27-52 % B3pocnbixX B BO3pacTe cTapLue
40 net [33, 35, 69]. JMB accouunpoBaH
c 6onee HeBnaronpuATHLIMU NCXOAAMMU
[70-73] n no cyTn ABnAeTcA He3aBUCKU-
MbIM NMPEANKTOPOM CMepTHOCTU [74-76].
MoryT pa3suBaTbcA MUKPOCOCYAUCTbIE
OCNIOXHEeHMWA, Hanpumep, HedponaTna
n Heviponatua (ob6bivHO Yepes 10 net
nocne Havana [JMB), n xota oHu aBna-
I0TCA peakmMmu, noasnAeTcA Bce 60Nb-
we coobLUeHUn 0 MakpoCoCyamnCTbIX
OCNOXHEHUAX, KOTOPbIE NOTEHUNANBHO
MOTYT CTaHOBUTbCA Bce 6osiee YacTbiMU
B MONyNALMM CTapeloLwmnx NnaumeHToB ¢
MB [77].

3aboneBaHue nevyeHun, o6ycnoBneH-
Hoe MB (3MMB), npeactaBnaeTt cobon
TPYOHYIO TeMy. XOTA CYLLECTBYIOT AaH-
Hble, yka3biBaowme Ha 1o, 4To 3MMB
He pa3BuBaeTcA de novo y B3pOChbIX
6e3 NnpeaBapuUTENbHOrO NPoOABNEHUA
6onesHu [78], nmeeTcAa Bce Gonblie
CBUAETENbCTB, NOATBEPXAAOWMX
koppenauunio mexay 3MMB 1 nosbi-
LUEHHbIM PUCKOM CMepTHOCTK [79-81].
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YacToTa xpoHuyeckon 60ne3Hn novek
(XBM) yBennumBsaeTtca c BO3pacToM, 3a-
6oneBaHue HabnopgaeTcA nNpemmyLle-
CTBEHHO Y B3pocnbix [82, 83]. Puck XbI

yABauBaeTCcA C KaXAblM nocnenyowmm
aecATuneTnem XusHu. Y nauneHToB c
XBI1 06bI4HO TaKkXke OTMevaeTcA XyALlan
dyHkumA nerkux [84].
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BospacT (rogbi)

Puc. 3. PaCI'IpOCTpaHeHHOCTb 9KCTpanynbMOHaJIbHbIX OCJTOXXHEHUN
B 3aBUCMMOCTU OT BO3pacTa, AaHHble N3 PerMCTpa nauneHToB

®oHpa mykoeucuuposa (CFFPR)

C HEKOTOPbIMN N3MEHEHNAMMU

(maHHble no CLUA; Bocnpon3BeaeHo ¢ paspeLueHun
nspatenbctea Elsevier [68])

PacnpocTtpaHeHHOCTb OcTeONOpO3a
npn MB yBenuuneaeTca ¢ BO3pacTom
(puc. 3), xoTA UHTEepecHO To, 4YTOo, No-
BUAMMOMY, BbIABIAEMOCTb €0 CHUXaeT-
cA co BpeMeHeM BO BCel NonynALmMm na-
umeHToB ¢ MB. lNockonbky y naumeHToB
¢ MB no cpaBHeHMIO CO 300POBbLIMMN KOH-
TPONbHbIMU cybbeKkTamMun Habnopaetca
Takxe 6onee BbicokaA YacToTa nepeno-
MOB, CBA3aHHbIX C OCTEONOPO30M, BaX-

HOE 3Ha4YeHne NMEIOT CKPUHUHT U paHee
niedyeHne octeonopo3a [85].

Puck noAaBneHna 3noka4vyecTBeH-
HbIX HOBOOGpasoBaHN B NONyNALM-
AX «340POBbIX» NOAEN C BO3pacTom
yBenuuueaetca [86]. B uccnegoeanuax
MB ucnonb3oBanoch cTaH4apPTU30BaH-
Hoe oTHoLleHue 3abonesaemocTu (SIR),
KOTOpoe ABJIAETCA OTHOLWEHUEM Ha-
6no04aeMon HacTOTbl OHKOJIOTMYECcKMX
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3aboneBaHn K 0OXXMAAeMOWN YacToTe B
KOropTe, C aKCTpanonAunen gaHHbIX U3
reHepanbHon nonynauun. CoBpemeH-
Hble JaHHble NMOoKa3blBalOT 3HaYNMoe
NoBbILLIEHNE PUCKA 3N10KAYECTBEHHbIX
HOBOOGpPa30BaHUI Xenygo4HO-KMLLeY-
Horo TpakTa npu MB (SIR 3,5) [87]. Hawe
NOHMMaHWe KOppenAuum ¢ BO3pacTtom
nocteneHHo yrnybnaetca. [epBoHa-
YanbHble AaHHble 3a 10-neTHUN Nnepuog
yKa3sblBanu Ha NOBbILEHNE pUCKa pas-
BUTMWA 3/10KAa4YeCTBEHHbIX OMyX0Jien Nu-
LeBapuUTENbLHOIO TpakTa ¢ BO3pacToM,
ofHaKo o6beANHEHHbIE pe3yNbTaTbl
HabnogeHna B TeyeHmne 20 net npo-
nemoHcTpuposanu, 4to SIR 3Haunmo
He pasNnnyaeTcA B pa3HbIX BO3PACTHbIX
rpynnax B3pocnbix (xotA 6onee 60 %
BCEX HabnoaaBLINXCA 3JIOKA4YeCTBEH-
HbIX OMyX0nen Xenyno4yHo-KNLWEeYHOro
TpakTa 6blnn oNucaHbl Y NauMeHTOB
B Bo3pacTe cTtapue 40 neT).

Kak cnepcTteue, peweHne o ToM,
KOrfa W Kak UccnefoBaTb BO3MOXHYIO
naTonorvio KuweyHuka, npeacras-
nAeT cobon CAOXHYIO KNUHUYECKYIO
aunemmy [88]. B HacToAwee Bpema
MMEITCA NMPOTUBOPEYMBbIE AaHHbIE
o0 ToMm, co3gaeT nu MB noBbIlWEHHbIN
PUCK 3JTOKAYECTBEHHbIX OMYXOJIEN B
NoKanusaumnax, oTJIMYHbIX OT XeJy-
0OYHO-KMLWEYHOro TpakTa [89-91].
Y 9-30 % nauneHToB ¢ MB Habnto-
JatoTcA TPEBOXHOCTb M Aenpeccus,
KOTOpble Yalle BO3HMKAT y B3pOcC-
NbIX, YeM y AeTen ¢ 3Ton 60ne3Hbio

[92, 93]. Y cy6beKkToB C TPEBOXHOCTbIO
n/vnn genpeccuen 6osee BEPOATHbDI
HanMyue OCTPO OLLYLLAEMOTO TAXe-
noro 6pemeHun n3-3a 6onesHun, cnaban
NpVBEPXEHHOCTb K JIEYEHMIO 1 YacToe
noJsib30BaHME MEAULMHCKMMU yCiyramu
[94]. Kpome TOrO, NokasaHo, 4To Tpe-
BOXHOCTb 1 fienpeccua KOppennpyioT ¢
dyHKLMEN nerknx n Yactotom obocTpe-
HUW neroyHoro 3abonesaHuAa [92, 93].
CoOTBETCTBEHHO, 3TO NoAvYepkMBaeT
HEO6XOANMOCTb COBEPLUEHCTBOBAHUA
cTpaTeruii paHHero BbIABAEHWA U fne-
YeHMA NCUXONOrnYeckKon naTonornu.

3.5. ipyrve npoGnembl

CyLuecTBYeT pAA APYrvX BaXHbIX U pas-
Hoo6pasHbIX Npobnem, ¢ KOTOPbIMHU
MOTYT CTOJIKHYTbCA MauueHTbl, ecnu
NPOAOIIKMTENBHOCTb UX XWU3HU YBENU-
YyMBaeTCA, U AnanasoH KOTOPbIX NPO-
CTUpaeTcA OT CIIOXHOCTEMN, CBA3AHHbIX
C TpaHcnnaHTauuen, Ao coumnanbHbIX
BOMPOCOB. 3TK npobnembl 6yayT 06-
cyxpatbca 6onee nogpo6bHO B nocne-
OyoLWKUX rnaBax, Ho UX KpaTkmin o63o0p
npepcTaBfieH 34echb.

MowmeHT, Korga nauveHTa cnegyet
HanpaBuTb Ha TpaHCcMNAaHTauuio ner-
KOro, Heo6xoAUMO peryfnApHO aHanu-
3MpoBaThb U NepecMaTpuBaTh C Y4ETOM
pacwmpAoLWnXCcA BO3MOXHOCTEN Te-
panuu, npexpae 4yem 3Ta ctaguAa Gyner
[OCTUTHyTa. XoTA NPOrHocTU4eckoe
MOAEeNMPOBaHMe BbI)XMBAEMOCTU AB-
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NAETCA NonesHbIM, OHO AOJIXXHO 6biTb
AnHamudeckum [95, 96]. Ha TpaanumoH-
HO€ MbllUNIeHWe 3Ha4YNTeNbHO NoBAUANa
KpuUTuyeckan ctaTbA, HanucaHHanaA 60-
nee 20 net Hasag, B KOTopou coobuia-
NIOCb O MefMaHe NPOAOIXKNTENIbHOCTH
XXWU3HWU, paBHOMW 2 rogam y nauueHToB
¢ FEV,, coctaBnaswen meHee 30 % ot
noJsixxHoro 3HaveHuna [97]. Mocne ato-
ro, B aNoxy COBPEMEHHOrO JieyeHus,
Apyroe oAHOLEHTPOBOE UcciefoBaHne
rnokasano pagukanbHoe yBennyeHue
NpPoAoIXKUTENbHOCTM XU3HK ¢ 13 meca-
ueB no 5,3 net [98] B naHHOM KoropTe.
PaBHbIM 06pa3om B 3TOT nepuog nme-
JIN MECTO YBENMYEeHNE pacnpoCcTpaHeH-
HOCTM YCTOMYMBOCTU K aHTUOUOTUKAM
[33, 35], 3a6oneBaHuA no4yek [82] 1 UH-
dbuunpoBaHne HOBbIMU MNaTOreHHbIMU
MUKpoOpraHuamamu [62] B KoHeYHOM
ctagumn 6onesHu, cospaioLime oTaenb-
Hble Npo6nembl NPV NPOBEAEHUMN TPaHC-
nnaHtaumun. Takum obpasom, B HacTonA-
wee BpeMAa Heob6xoanuMo fanbHenwee
MOZEeNMpOBaHNE BbIXXUBAEMOCTU AnfA
YCTaHOBJIEHWA ONTMMaNbHOro Npome-
XyTKa BpeEMeHW AJia HanpaBfeHuA Ha
TpaHcnnaHTauuto [67].

B0o3MOXHOCTb cTaTb poauTenamMu
NnpPW COOTBETCTBYIOWEM TLATENIbHOM
MeXAMNCUMMINHAPHOM NJlaHNpPOoBaHuu,
NMOMOLLM U TECHON COBMECTHOW paboTe
aKyLLepoB, PenpoAyKTONOroB 1 Bpayen,
3aHUMatowmxca nedyeHnem MB, He aBna-
eTcA peaKkon unun HepeanbHOM ANA MHO-
rux B3pocnbix ¢ MB — kak gnAa >eHLWwuH,

Tak U anAa my>x4uH [99]. Moxoxe, 4To
6epeMeHHOCTb He oka3biBaeT Hebnaro-
NPUATHOIO BANAHWA Ha CPEQHECPOYHbIE
ncxXoabl Y XXEHLLMH, OCHOBaHHbIE Ha NpPo-
rpeccupoBaHum 6onesHu [100]. OgHako
HeJaBHO NMpoBeAeHHOe nccnefoBaHme
BbIABUNO GONblUEe YMCNIO NOCELLEHNN
Bpayen, cBA3aHHbIX ¢ 6one3Hblo, ciy-
YaeB 060CTPEHMA NErOYHON NaTONOrUmn
W CHUXEHME HEKOTOPbIX NapaMeTpoB
KayecTBa XWU3HU, YTO NPEeANONOXNTENb-
HO OTpakaeT BnuAHUE HUNYECKUX U
3MOLMOHANbHbIX NPOGNEM B paHHUN
nepvoa MaTepMHCTBAa Ha CAMOKOHTPOJIb
[101]. HoBbIMM NpobGnemamu anAa na-
LMEHTOB U MEAULNHCKUX PaGOTHUKOB
MOTYT CTaTb XXenaHue UMeTb BTOPOro
Unu TpeTbero pebeHka n 6epeMeHHOCTb
nocne TpaHcnnaHtauum nerkoro [102].

YBenn4yeHue gonu paboTamoLwmx na-
LMEHTOB ABNAETCA BaXXHbIM pe3ynbTa-
TOM GonbLUen AANTENBHOCTU NX XN3HMU,
M XOTA NONOXMUTENbHbIE 3 heKkTbl 3aHA-
TOCTM TPYAHO OLLEHUTb KOIMYECTBEHHO,
OHa, BEPOATHO, BHOCUT CBOM BKNapg B
6naronosnyyve mHorux nauneHTos. OT-
puuaTesibHble BANAHNA HEBO3MOXHOCTM
paboTaTb Ha ucxop 6onesHun, BKIOYa-
lowme coumnanbHylo nsonauuio n bea-
HOCTb, XOPOLUO M3BECTHbI NPU APYrux
XpoHuyeckux sabonesaHuax [103-105].
[JaHHble peructpa 3a 2011 r. nokasbiBa-
10T, YTO NPMMEPHO OHa TPETb B3POC/bIX
naumeHToB paboTaeT NonHbIN pabounn
OEHb U Y MHOTMX APYrnX MMEET MecTo
YacTuyHaA 3aHATocTb [99, 106].
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I'TIABA 2

YcnoxxHeHue npobnem,

ob6ycnoBneHHbix MB: ocno)xHeHun
CO CTOPOHbI JIEFKUX

Christiane Knoop,
Carsten Schwarz

BeepeHune

Bonblive goctuxeHna B okazaHUK No-
Mol npu mykosucumpose (MB) 3a
nocnegHue gecATuneTvMa ctabunbHo
yBenunyunu Bbixxusaemoctb. OgHako
ecTecTBEHHOe pa3BuTME NaTonoruu
nerkmx npun MB no-npexHemy xapak-
Tepu3yeTcA NporpeccupoBaHuem fo
KOHeYHOW cTaamu 6one3Hu, 1 abixatenb-
HaA HeQOCTaTOYHOCTb ABNAETCA NEPBOW
NPUYNHON CMepTn, Toraa Kak cnepy-
IOWMUMM MO 3HAYMMOCTU NPUYUHAMN
ABNAIOTCA NOPaXeHUe NeYeHn N OCNoX-
HEeHMA nocne TpaHcnnaHTauum erkux
[1]. B HacToALwel rnaBe NnpeAcTaBieHbl
pasfnnyHble OCNIOXHEHUA NOopaXXeHuaA
nerkux npu MB n onncaHbl BO3MOX-
HOCTW NEeYeHUA NpuU NporpeccupytoLLen
ObIXaTeNnbHON HeQOCTaTOYHOCTU.
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MHeBmoTOpaKc

MpumepHo y 3,4 % nopen ¢ MB B ka-
KOM-NM60 MOMEHT XU3HWN BO3HUKAET
NHEeBMOTOPAaKC, NPU 3TOM exerogHas
3abonesaemocTb coctasnAaeT 0,64 %,
wnu 1/167 naumneHToB B rog, [2]. Y nauu-
€HTOB, Y KOTOpPbIX paHee Habnoaasnca
nepBbll aNN304, PUCK peunamea ABNA-
eTcA o4YeHb BbicoknM (50-90 %), 1 B aTUX
Cny4anAx 4yacTo BbIABNAETCA MHEBMOTO-
pakc Ha NMPOTMBOMOJIOXKHOW CTOPOHE
(46 %). BonbWWHCTBO cny4YaeB nmeoT
MecTo y B3pocnbix (72,4 %), 4To, BEpPO-
ATHO, OTpaXkaeT 6onee TAXeENoe nopa-
XeHue nerknx [2]. BoamoxHbimu dak-
TOpaMu pucka CHUTAIOTCA XPOHUYECKUNE
nHdekunm, BbizBaHHble Pseudomonas
aeruginosa, Burkholderia cepacia nnu
Aspergillus, o6bem dopcmpoBaHHO-
ro ebigoxa 3a 1 cekynay (FEV,) menee
30 % OoT NpPOrHo3npyemMoro, KopmaeHue
yepes 30HA, HEAOCTAaTOYHOCTb NopgXe-
NY[OYHON Xenesbl, annepruyeckni
6pOHXOMNYNbMOHaNbHbIN acneprunnes
(ABIMA), maccuBHOE KpoBOXapKaHbe,
MHranAauma gopHassbl anbda unm Tobpa-
MULMHA U OTATOLLEHHbIN COLManbHbIN
crtatyc [2].

1.1. lnarHocTtuka

[MHeBMOTOpakc cnepgyeT paccmaTpuBaTth
Kak BO3MOXHbIW ANarHo3 y nauueHToB,
Yy KOTOpbIX HabnopgaeTcA BHOBb BO3-

HVKwWanaA 60onb B rpyaHON KneTke n/mnun
ycuneHue oablwku. NepBbiM aTanom
ONarHocTukn ABNAeTcA NpoBefeHne
PEHTreHONI0rM4ecKoro nccnegoBaHma
rpyaHoON KNeTku B 3agHe-nepeaHen npo-
ekunun. OgHaKo B HEKOTOPbIX Cnyvasax
TOYHbIV ANarHo3 No3BOAET NOCTaBUTb
TONbKO KOMMNblOTEpPHaA Tomorpadua
(KT) rpyaHon knetku [3].

1.2. lleyeHue

TakTuka nevyeHua pasnu4yaeTcA B CO-
OTBETCTBUM C PacnpoCTPaHEHHOCTbIO
(orpaHUYeHHbIA NN O6LIMPHbIN) U Ya-
cTOoTOM (MepBbIv aNU304 AN peunams)
nHeBMoTopakca [4]. 3a nauneHTamu
C OrpaHMYeHHbIM MHEBMOTOPAKCOM, Ha-
XOAALMMUCA B KITMHUYECKN CTaBUIbHOM
COCTOAHWUMU, MOXHO BHUMATENbHO Ha-
6nopatb B aMbynaTopHbIX YCNOBUAX C
NpoBeAEHNEM KOHTPOSIbHOIO PeHTre-
HOMOIMYECKOro UcciefoBaHWA rpyaHoON
KneTkun Yepes 24 yaca [4]. NauneHT ¢ 06-
LIMPHBIM NHEBMOTOPAKCOM obA3aTenb-
HO AOJIXEH OblTb rOCNUTaNN3MpPOBaH.
B cnyyasx o6WwWMpPHOro NHEBMOTOpPaK-
ca nauMeHTam B KJIMHMYECKWU HecTa-
OUNBbHOM COCTOAHWUM UNWN NaLUEHTaM
C HapacTalLWwmMM NHEBMOTOPAKCOM No
OaHHbIM KOHTPOJIbHOFO PEHTIEHONOrU-
YecKoro nccriefoBaHWA rpyaHON KNETKM
Heo6XoANMO MOCTaBUTb APEHaXx MJes-
panbHOW MonocCTHU.

PaHaoMun3npoBaHHbIE KOHTPONUPY-
eMble UCMbITaHWA, B KOTOPbIX Gbl cUCTe-
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MaTUYeCKN OLEHUBANUCb AaHHble MO
npaBuIbHON TaKTUKE NIeYeHmnA Npu pe-
LMANBUPYIOLLEM UNU NEPCUCTUPYIOLLEM
nHeBMOTOpakce, oTcyTcTBYIOT [5]. Bo3-
MOXHbIM BapuaHTOM ABAAeTCcA NneBs-
pones (nneBpanbHoe BbickabnmBaHue
ana o6pa3oBaHUA cpalleHnin) ¢ Lenbio
obecneyeHnsa cnaek Mexay napuvetanb-
HOW ” BuUcuepanbHon nnespon. Topa-
KOCKOMMYeckuii naeespoaes (BayesaHve
CyXOro nopoLlKa Tajibka, nnespanbHan
abpasunA, YacTu4HanA NJeBpPaIKTOMMUA)
06bI4YHO ABNAeTcA 6Gonee NpeanoYTU-
TeNbHbIM MO CPaBHEHWUIO C UHCTUNNA-
uuen ckneposnpytowero npenapara
yepes NnJieBpanbHyIo APEHaXHYO Tpy6-
Ky [4]. Kpome TOro, MOXHO npoBecTu
XUpypruyeckme npouenypbl, BkioYan
TOPaKOCKOMUYECKYIo onepauuto ¢ Bu-
neononnepxkon n/mnm TopakotTomuio,
ON1A yCTpaHeHuA ny3bipen n 6ynn nytem
HanoXeHnA ckoboK U MexaHu4yeckom
abpa3nu napuetanbHon nnespbl [4].
CnepyeT npuHUMaTb BO BHUMaHue He-
06X0AMMOCTb TPaHCMNaHTaLUmM nerknx
B 6yayLieM, NOCKOJIbKY NJeBpoAes cuu-
TaeTcA OTHOCMTENbHbIM NPOTMBOMNOKA-
3aHMeM AJ1A TpaHcnaaHTauMmn nerknx
[6, 7].

DanbHenwwne nogpepxuBaiouime
MeponpuATUA BKJIIOYalOT KOHTPONb
ONTMMasbHOCTU METOAUK OYULLEHUA
AbixaTeNbHbIX NyTeW U NPUMEHEHMUA
a3p030MbHbIX NpenapaTos, AOMNONHU-
TenbHOe Ha3HavyeHue aHTMOMOTUKOB
BHYTPb WM BHYTPUBEHHO U, NMpU He-

o6xoAnumMocTu, NpoBeaeHNne HENHBA-
3uBHOW BeHTUNAUMK nerkux (HBJ1) [4]. Y
nauMeHTOB C MHEBMOTOPAKCOM cneayeT
0TKa3aTbCA OT METOAMK OYULLEHUA Obl-
XaTenbHbIX NyTen, KOTOpble co3patoT
NoJIOXKMTENIbHOE 3KCMNPaTOPHOE AaBne-
HUWe, N OT UHTPaNyNbMOHaNbHON Nepkyc-
cuu; opyrve MeponpuATUA No oYuLle-
HUIO OblXaTeNbHbIX NyTen Heo6xoaMmMo
npogosxatb. Cnegyet npogonxaTb
NPUMEHATb a3P030JIbHble NEeKapCTBEH-
Hble npenapartbl, eCNN HET 3HA4YNMOro
YCUNIEHUNA KaLUJIA C PUCKOM yXyALIEeHUA
coctoAHMA. Kawenb octaeTcA 04YeHb
BaXXHbIM UWHCTPYMEHTOM ANA ApeHa-
>Ka MOKPOTbl, 0COBEHHO Y NaLUNEeHTOB,
MMMOOUNIN30BaHHbIX NPU YCTaHOBKE
nneBpanbHOro ApeHaxa. Y oTAenbHbIX
nayneHToB NPUMEHEHNEe HEKOTOPbIX
a3pO030MbHbIX NEeKapCTBEHHbIX Npena-
paToB MOXET OblTb MPUOCTAaHOBEHO.
[Mpwn orpaHnYeHHOM NHEBMOTOpakce
006bIYHO HET Heo6XoAMMOCTU AOMNOI-
HATb NlIeYeHne aHTUbNoTNKaMum CUCTEM-
Horo gencrteuA. [pn o6WIMPHOM NHEeB-
MOTOpakce co CBULOM Heobxoanmo
Ha3Ha4YUTb aHTUOUOTUKN CUCTEMHOIO
OENCTBUA C LLeNblo CBECTU K MUHUMYMY
puck nneepanbHon nHdekunu. MNMpun 06-
LUIMPHOM MHEeBMOTOpakce no npuynHe
YBENUYEHUA 3a0EPXKN YINEKUCAOTbI Y
TAXENO0OObHbIX NAaLMEHTOB C rNy6oknum
rnopa>xeHMeMm Nerknx MoXeT NOABUTbCA
HeobxogumocTb nposeneHna HBJI; ¢
npyron ctopoHbl, HBJ1 cnoco6Ha oT-
puuaTesibHO NOBJZIMATb Ha 3a>XUBJieHUe
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ceuLa. Mostomy nNpu Taknx o6eToATeNb-
cTBax o6A3aTeNbHbIM ABNAETCA OYeHb
TUWAaTEeNbHbIA MOHUTOPUHI COCTOAHUA
nauveHTa, UHOrA4a B OTAENEHUN UHTEH-
cuBHow Tepanumn (OUT) [4].

Ecnu nHeBmMOTOpaKc Bbi3blBaET OC-
JIOXKHEHME, yrpoxaloLee XX1M3Hu, peLue-
HUWA NO TaKTUKe NIeYeHMA BCeraa AOMKHbI
NPUHMMAaTLCA FPYNMnon cneuManmucTos
(TopakanbHble XMpPYypru n NysbMOHO-
noru). CornacHo oueHkaM, CMEPTHOCTb
npv Nepeom snu3ofe NHeBMoTopakca
cocTtaenfaet 6-14 % [2].

B nepeble aBe Heaenu nocne pas-
peLueHnn NHeEBMOTOPaKca He PEKOMEH-
JyeTcA netatb Ha camoseTe, MOAHUMATb
TAXECTU U BbIMONHATbL CMpOMe-
Tputo [4].

KpoBoxapkaHbe

KpoBoxapkaHbe ABNAETCA 4acTbiM OC-
JNIOXXHEHWEM, BO3HMKAOLWMM B KaKkon-
JINGO MOMEHT XMU3HU NpumMepHo y 9 %
niopen, ctpagaowmx MB. O He6onbLuom
KpoBoxapkaHbe coobuwatoT go 60 %
B3pocnbix ¢ MB. K cyacTblo, maccus-
Hoe KpoBoxapkaHbe (6onee 240 mn 3a
24 yaca) nnu peuuauBmpytoLLee KPOBO-
TeyeHue (6onee 100 mn/cyT B TedeHue
HECKONbKMX [HEN) BCTpevatloTca pexe
1 BO3HUKalOT y MeHee 1 % Bcex nauum-
eHToB ¢ MB. OgHako Takoe cocToAHue
MFHOBEHHO MOXET CTaTb YrpoXatoLwmm

XN3HW B pe3ynibTaTte aCCbIAKCI/II/l n/nnun
KOnnantongHoro cCoCtoAHuUA.

2.1. JleueHne

HebonbLuoe kpoBoxapkaHbe 04EHb YaCTO
He TpebyeT cneundunyeckoro neyeHus.
OpHako nepcucTupyiollee HebonbLioe
KpOoBOXapKaHbe MOXET yKa3bliBaTb Ha
obocTpeHne 3aboneBaHuna nerknx. Me-
ponNpuATMA NO OYULWEHUIO AbiXaTelb-
HbIX nyTe|7| n nevyeHne aspo30JibHbIMU
npenapaTamMmu, KOTOpble MOTYT pasgpa-
XaTb GpOHXManbHOe OEPEBO, CleayeT
aganTupoBaTtb K KNUHUYECKOoN cuTyauuu,
N B CXeMy JiedeHunAa cnenyert ,El,06aBVITb
TpaHeKCaMOBYIO KNCSIOTY M aHTUOUOTUKMN
BHYTPb UNN BHYTpuBEHHO [4]. Umeto-
wunecAa AaHHble yKa3blBalOT Ha TO, 4YTO
TpaHeKcamoBaAa KNCNOoTa MOXET YMEHb-
WNTb KakKk AJINTEeNbHOCTb, TakK U obbem
KPOBOTEYEHNA NPN HU3KOM pUCKE TPOM-
603MB60NNYECKUX OCJTOXXHEHWUI, BO3HU-
KalowWwmnx B KopoTkme cpoku [8]. Y nauwm-
€HTOB C peunansmnpyrowmnm HebonbLLINUM
KpOBOXapkaHbeM, KOTOPbIE PE3UCTEHTHbI
K KOHCEpPBATMBHOM Tepanunmn, MOXeT ObITb
paccMoTpeH Bonpoc o 6eTta-6nokaTo-
pax npu oTcyTCTBUM ABHOro Hebnaro-
npuAaTHoro addekTa, oka3biIBAEMOro Ha
beHKLI,VIIO nerkunx, n npun npuemnemom
npodune 6esonacHocTu [9]. Heobxoau-
MO OCYLLEeCTBUTb MeponpuATUA no ob-
Hapy>XeHWI0 HapyLIeHU cBepTbiBaHWA
KpoBu OonAa obecnevyeHnAa BO3MOXHOCTU
CBOEBPEMEHHOW NX KOPPEKLUMN.
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MaccuBHOe KpoBOXxapkaHbe Yalye
HabnogaeTcA y nauMeHTOB cTapliero
BO3pacTa u y nuu, c bonee TAXeNbIM 3a-
6oneBaHMeM, HO OHO TakXe MOXEeT BO3-
HWUKHYTb Y NaLUUEHTOB C HE3HaYMNTENb-
HbIM HapylweHneM YHKUUN Nerkux,
Yy KOTOpbIX, 0OHAaKO, yXe umeeT MecTo
natonorua 6poHxmanbHbIx cocynos [10].
MoppepxuBatowme meponpuATUA anA
naumeHToB ¢ MB ¢ BO3HUKWNM Mmac-
CUMBHbIM KpOBOXapKaHbeM BKJIlOYalOT
rocnuTanusauuio, nopgady KMcnopoaa,
MHQY3MOHHYIO Tepanuio, KOppeKkLunio
TpombGoUMTONEHNN M Koarynonatum
(cBexxezamopoxeHHoW nnasmoit). He-
nocpeacTBEHHO NOCNE MacCMBHOIO KPO-
BOXapKaHbA NPUOCTaHaBINBAIOT OYMLLIe-
HWe ObiXaTeNbHbIX NyTEN U NPUMEHEHME
aspo30sibHbIX Npenapatos. [MaumeHTam,
He pearvpyiowmMm Ha NepBMYHoOe Tepa-
nesBTNYeckoe neyvyeHne, Heob6xoaMmMo
BbINOMHUTbL 3M6onNM3auunio 6poHxmanb-
HbiX apTepuin (IBA) [4]. OnAa koHTponA
KpOBOTEYEeHMA BO BpeMA oxugaHua IbA
MOXHO paccMOTPETb BOMPOC O BbINOJ-
HEeHWN 3HA0OPOHXNaNbHOW TaMNOHaabl
M CENIEKTUBHOWN NHTYGaunu unm nuHtyba-
uMn aByxnpoceBeTHon Tpybkon. UHTyOa-
umn cnepyet nsberaTb 1 OCTaBNATL €€ B
pe3epBe ANA NauneHToB B HecTabunb-
HOM COCTOAHUW C HapyLleHWeMm npo-
XOAUMOCTU AbixaTeNbHbiX nyTen [11].

B HekoTopbIX LeHTpax ana onpene-
JIEHVA MEeCTa KpOBOTEYEHUA U MOATOTOB-
ku k BA npumensatoT KT [12] unn 6poH-
xockonuto. OgHako, cornacHo obemy

MHEHWUI0, AaHHbIX O TOM, YTO 3TU Uccne-
noBaHuA 3 dEKTUBHBI, HEAOCTAaTO4HO,
M UX NpoBeAeHNEe MOXET 3afepXaTb
neyeHue [4]. IBA ycTpaHUT KpoBOTE-
YeHue B nofgasnAloLWeM 6ONbLINHCTBE
cnyyaes [13]. BmewaTtenbcTtBO AONXKEH
NPOBOAUTb OMbITHLIA COCYAUCTbIN XU-
pypr, NOCKONbKY cMcTeMa KpoBoobpallie-
HUA B OPOHXaX MMEET MHOIO BapMaHTOB
CTPOEHNA, MECTO KPOBOTEYEHUA MOFYT
cHab>XaTb KPOBbIO HEGPOHXMabHbIE CU-
CTEMHbIE apTEPUN 1 H4acTo BCTpeyaloTcA
CcnuHaNbHble apTepuun, oTxoddaAwume ot
6poHXManbHbIX cocynos. HesHaunTenb-
Hble OCNOXHEHWUA ABNAIOTCA YacCTbIMU
M BKNIOYaloT 60nb B rpyaHOMN KieTKe.
TAxenble OCNOXHEHUA peakn, HO Mo-
ryT cTaTb KaTtactpodudeckumu, byayun
pe3ynstatom aMbonmn3aumm CUCTEMHOMN
apTepuu [14]. YacToTa peunansos fo-
BOJIbHO BbICOKa B CBA3M C MOABMEHU-
€M HOBbIX NMyTeln KpoBOCHabXeHNA unum
pekaHanusauuemn oKKNANPOBaAHHbIX
apTepun (20-40 %), y HEKOTOpPbIX Na-
LMeHTOB HabnoaaloTcA MHOrOKpaTHbIe
peumanBbl; K cHacTbio, DIBA MoxeT 6bITb
nposefeHa noBTopHo [15]. B cnyyasx,
He nopaaloLwmMxca nevYeHmnto, onnucaHo
ycnewHoe npuMmeHeHne pekoMOMHaHT-
HOro akTusBmpoBaHHoro gakrtopa VIl
[16]; onepauna ABnAeTcA nocnegHUM
cpeacteom [17].

HeCMOTpH Ha BbICOKYO CMEPTHOCTb
naymneHToB C NHEBMOTOpPaAKCOM uUnun
MacCCMBHbIM KpOBOXapKaHbeM, TakKux
60NbHbIX cnenyet 6bICTpO rocnuTanun-
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3uposaTb B OUT 1 BbINONHUTL MHTYOa-
LMIO, eCnu 3TO HEO6XOAMMO, NOCKONbKY
npvmMmepHo 60 % [OXMBaKOT O MOMEHTa
BbINMUCKWN 13 6onbHULbI [18].

Annepruyeckun
6pOHXONYNbMOHaNbHbIA
acneprunnes

Annepruyeckmn 6poHXonysibMOHalb-
HbI acneprunnes (ABIMA) npeactaenaeT
cobon nMMyHo-annepruyeckoe 3abo-
JieBaHWe, UHMLMUPYEMOe BAbIXaHWEM
cnop Aspergillus y 4yBCTBUTENIbHbIX U
reHeTUYECKU NPeApPacronoXeHHbIX NnL,
TakMX Kak Jiloan ¢ GpoHXmanbHOM acTMon
wnn MB [19, 20]. OHo xapaKkTepun3syeT-
€Al BblpaXXeHHbIM KIETOYHbIM OTBETOM
T-xennepos 2 TMNa U UHTEHCUBHBIM Ty-
MOpaJsibHbIM OTBETOM, YTO MPUBOAUT K
BblpaboTKe MOMNKNOHANIbHbIX aHTUTenN
IgE, a Takxe Aspergillus-cneundunyeckmnx
aHTuTten IgE, IgG u IgA [20].

PeTpocnekTBHbIE faHHble CTapbIX
3NMAEMMONIONMYECKNX NCCNenoBaHUM
nokasblBalOT PacnpoOCTPaHEHHOCTb
ABIMA npu MB, coctaBnsaiowyto 2-14 %
[21, 22]. OgHaKoO UCTUHHYIO pacnpo-
CTPAHEHHOCTb TPYAHO OLEHUTb MO
NPUYMHE 3HAYUTESIBHOIO YaCTUYHOIO
COBMaZleHnA KapTUHbI C KNacCUYeCKUM
3ab6oneBaHNEM OpPraHoB AblXaHUA Npu
MB. OTcyTcTBME 06WENPUHATLIX eaun-
HOOGpa3HbIX AMAarHOCTUYECKUX KPUTE-
pVEB 1 NPOrpaMm CKPUHWHTIA, OLEHKM

BO BpemMA 6ecCMMNTOMHbIX NEPUOAOB,
BapnabenbHOCTb 1abopaTOPHbIX METO-
AWK N 9KCMIEPTHOW OLEHKM, a TakXkXe He-
JOCTaTo4HOe pacrno3HaBaHue 6one3Hun
KIVMHULUCTaMU AeNaloT KapTUHY eLle
6onee HeyeTkon. O4yeHb BEPOATHO, YTO
Jaxke B HacToAllee BPeEMA 3HAYUTENb-
Hoe uyucno cnyyaes ABIA cpean niogen
¢ MB ocTtaeTcAa Hepacrno3HaHHbIM.

3.1. AnarHocTtuka

IAnarHoctuka ABINA ocHoBbiBaeTcAa Ha
co4veTaHun pe3ynsTaToB KIMHUYECKOro
obcnenoBaHUA U NOATBEPXAEHUA UM-
MYHONOrMYecko peakTUBHOCTU B OT-
HoweHumn Aspergillus spp. [20]. Bpauu,
3aHUMaloLWMeca ANarHoCTUKOM U neve-
Huem MB, no-npexHemy npenmyLle-
CTBEHHO NoJaraloTcA Ha corlacoBaHHble
Kputepuu, onybnmkoBaHHble DoHpom
MykoBucumpaosa B 2003 . [23]. Knaccu-
yeckun ABINA npu MB xapakTtepu3syetca
cnepyoWMMmM NpU3HaKamMu:

e (Mop)ocTpoe KNINMHUYECKOE YXYA-
LeHNe COCTOAHUA, He 06 BACHUMOE
Opyron aTuonormen;

e 006wwun ypoeeHb IgE B cbiBOpOTKE
6onee 1000 ME/mn y naumeHTOB, He
nony4aioLwmnx cTepongbi;

® MONOXMWTeNbHaA TIMNEepPYyBCTBUTENb-
HOCTb KOXMW HEMeOJeHHOro Tmna
K aHTureHam Aspergillus vnn no-
BbllWEHHble YPOBHU A. fumigatus-
cneuymnduyeckux IgE;
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o MpeuunuUTUpyloLWmne aHTuTena unm
aHTutena lgG npotus A. fumigatus
B CbIBOPOTKE;

e HOBble NAaTOJIOrMYECKNE UBMEHEHMA,
BblfIBJIEHHbIE NPU PeHTreHonornye-
CKOM uncciiefoBaHuUN, KOTopble He
paspewmnnumcb nocne NpoBeaeHun
KMHEe3nTepanum n nevyeHnAa aHTu-
6uoTmkamu.

KnunHnyeckn ABIMA HeoTnnumnm

OT KN1acCUYeCcKOro nopaxeHma opraHoB

nbixaHua npu MB. lNopgo3peHune mo-

>KeT Bbl3BaTb OTXapKMBaHUE CIIN3UCTbIX

npo6ok. JInxopagka, HegomMoraHue m

CHUXeHne Beca MOryT 6biTb Hecneuu-

dunyeckumm cumntomamm. ABIA cne-

ayeT nogo3peBaTb y naumneHTos ¢ MB,

Yy KOTOpPbIX BO3HMKaOT 060CcTpeHunA

3aboneBaHunA nerkux, cnabo pearu-

pylowme Ha BHYTPMBEHHOE BBeAEHME
aHTMbmnoTtmnkos. KnuHnyeckue cragumn
ocTtpon dasbl, pemuccuna, obocTpeHue,
acTMa, 3aBUCUMan OT KOPTUKOCTEPO-
npos, u dnbposHaa 6one3Hb NETrKnX,
onucaHHble y NauneHToB, He cTpagaio-
wmnx MB, He ABnAOTCA HENOCPEACTBEH-

HO NPUMEHUMbIMU K NauneHTam ¢ MB,

OAHAaKO Ba>XXHO 3HaTb, YTO NocTeneHHoe

YMEHbLUEHMe A03bl KOPTUKOCTEPOUAOB,

HasHa4YyaeMblX BHYTpPb, NOC/ie OCTPOW

a3bl MOXET co3faTb TPYAHOCTU Y He-

KOTOpPbIX NauneHToB, YTO CyLWEeCTBYIOT

BCMbIWKM U YTO Y HEKOTOPbIX Maum-

eHToB 3aboneBaHne GygeT nporpec-

cupoBaTb 4O cTaguu, 3aBUCMMON OT

KOPTUKOCTEPOULOB.

MeToaukn BM3yannsaumMOHHbIX UC-
cnefoBaHUM UrpaloT OCHOBHYIO pOJb
B AMArHOCTMKe U HabniogeHuu 3a pas-
Butuem ABTA. LleHTpanbHble 6pOHX0-
9KTa3bl C HOPMabHbIM MOCTENEHHbIM
Cy>XeHuem aucTtanbHbiX OPOHXOB AB-
NAIOTCA OCHOBHbIM NMpu3Hakom 6ones-
HW y NauueHToB, He cTpagatowmnx MB
[24]. Y naumeHTOB ¢ MB Takxe moryT
HabnogaTbcA BpeMeHHble NHpUNbLTpa-
Tbl, nob6apHbIN/cerMeHTapHbIN Konnanc
B pa3nMyHbiX 06nacTAX nerkoro, Bbl-
3BaHHbIV 3aKyNOPKOMW CNN3blO, U CNN3b,
Jalowan BblpaXeHHoe 3aTeMHeHMe Ha
KT rpynHon kneTkun BbICOKOro pa3petue-
HWA, YTO ABNAETCA NaTOrTHOMOHUYHbIM
NPU3HaKkom.

[MoceB MOKPOTbI He ABNAETCA HU YyB-
CTBUTENbHbIM, HU cneunduyHbIM ana
anarHoctukm ABIA.

MMmyHonornyeckaa peakTMBHOCTb
npoTuB aHTUreHoB Aspergillus yctaHas-
JIMBaETCA MO pa3NMyHbIM NokasaTenam,
M3 KOTOpbIX Hanbonee AUCKPUMUHA-
TUBHbBIMU ABMAIOTCA YPOBEHb obuiero
IgE B cbiBOpOTKE, YpOBEHDbL 06LLEro A.
fumigatus-cneundwuyeckoro IgE B cbiBO-
pOTKe U KOXHaA UHbeKUUOHHanA npoba
C peKOMOMHaAHTHbIMK aHTUreHamun A.
fumigatus (rAspf). Y nauneHToB ¢ ak-
TUBHbIM 3aboneBaHveM HabniopaoTcA
noBblLWeHHble ypoBHU o6wero IgE B cbi-
BopoTke. Mpn MB ypoBeHb obuero IgE
B cbiBOpoTke 6onee 500 ME/mn moxeT
CYMTaTbCA ANArHOCTUYECKMM, HO ONu-
caHbl cnyvau ¢ 6o5iee HU3KUM YPOBHEM
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obuwero IgE [23]. OTAnuuTb NauneHToB
¢ accoummpoBaHHbiM ABIA oT nauu-
eHTOoB 6e3 accouunposaHHoro ABIA
MOryT NoMo4b ypoBHU A. fumigatus-
cneunduyeckoro IgE [25]. Mpu npose-
OEHUN KOXXHOW MHBEKLMOHHON Npoobbl
nauneHTsbl, cTpagatowme MB B coveTa-
Huun ¢ ABIA, pearmpoBanu no kpanHen
Mepe Ha OfViH N3 ABYX aHTUreHoB rAspf,
B OTAMYmMe oT nauyneHToB 6e3 ABIMA
[26]. CepuitHble onpeaeneHna ypoBHA
ob6uwero IgE n obuwero A. fumigatus-
cneymnduyeckoro IgE B cbiBOpoTKE Tak-
K€ OYeHb MOoJSIe3Hbl ANA MOHUTOPUHIa
«Bcnbiwek ABMA» [25]. Buonoruyeckan
nunarHoctuka ABIMA MoxeT 6bITb ynyy-
LeHa 3a c4eT KOMOUHNpOBaAHUA pas-
JNINYHBIX Mapkepos [27].

3.2. JleueHune

OCHOBHbIMU LLEeNAMMW eYeHnn ABNAIOTCA
BblABMIEHNE MOTEHLUMANbHbIX UCTOYHU-
KOB 3apaXkeHWA B OKpy>KaloLen cpene,
KOHTPOJIb aCTMaTUYECKMX ABNEHUN, Obl-
cTpoe obHapyXeHue, ne4yeHne obocTpe-
HWUW 1 NpodunNakTnka ganbHenLWwero no-
paxeHua nerkmx. ®apmakonorunyeckme
BMeLUaTenbCTBa BKOYalOT Ha3HavyeHne
KOPTUKOCTEPOUAOB CUCTEMHOTO Aen-
CTBMA, NPOTMBOrpMOKOBbLIX NpenapaTos
n aHTuTen k IgE.

K coxaneHuio, opanbHblie KOPTU-
KOCTEpPOUAbI OCTalOTCA Kpaeyronb-
HbIM KaMHEM Tepanuu no npuymHe mx

MOLWHbIX MPOTUBOBOCMANUTENbHbIX
CBOWCTB. Y NauneHToB ¢ 6pOHXManbHoON
acTMou HamboJsiee LUMPOKO UCMOJb3ye-
MafA cxeMa Jie4eHUA BKJIloYaeT Ha3Have-
HWe npegHn3onoHa B go3se 0,5 mr/kr/cyT
B TeyeHWe 2 Hefenb C Nocnegyowmm
nepexonom Ha BBeAeHWe npenapara
yepes AeHb U MeANEeHHbIM CHUXEHU-
emM [03bl B TevyeHune 3-6 mecaues. na
naymeHToB ¢ MB yHudunumnpoBaHHbIn
NPOTOKON NEeYEeHUA OTCYTCTBYET; B He-
KOTOPbIX COOBLEHNAX ONMUCAHO Ha3Ha-
yeHue 6onee BbICOKOW HavyanbHOM [03bl
npenHn3oHa, coctasnAawowen 1-2 mr/
kr/cyT [23]. MpoBoanTca HabnoaeHue
3a KJIMHUYECKUMU N BMONOTrNYEeCcKMMU
peakumMAMU; CHUXEHNE YPOBHA 06LLero
IgE B cbiBOpOTKE GOnee 4yem Ha 35 %
yKasblBaeT Ha pemuccuto. [ocne otme-
Hbl OpafibHbIX CTepouaoB HabnopatoT
3a COCTOAHWEM NaUMEHTOB Ha NpeaMeT
KJIMHUYecKkon n 6uonornyeckon pe-
mMuccun. ExxemecAdHyo BHYTPUBEHHYIO
nynbc-Tepanuio NPUMEHANN C LEeNbio
orpaHunyeHuns nobo4HbIx apdekTos [28,
29], pnAa nevyeHua peunansos [28] unu
B cllyyae 060CTpPEeHUI, yrpoXaloLwmx
xun3Hu [28, 30]. NMpencraBnaetca, 4To
naumeHTam, ctpagatowmum MB co cre-
pouasasucumbim ABIA, nokasaHo Ha-
3HayeHWe npenapaToB Yepes3 AeHb ANnA
yMeHbLeHUA No6o4YHbIX 3 eKkToB.

Mo MHeHMIO cneunanucToB, NHra-
JIALNOHHbIE KOPTMKOCTEPOUAbI B Kaye-
CTBE MOHOTEepanuu No3BONAIOT NULLb
obecrneynTb KOHTPOJIb 6POHXMANbHOM
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acTMbl, HO He ABNAIOTCA CPeacTBOM AnA
neyenuna ABIMA [31].

Ponb npotBorpnbKoBbIX Npenapa-
ToB B NneveHumn ABIA octaeTca criopHom.
Nx yacTto KOMBUMHUPYIOT € OpanbHbIMK
KopTukoctepoupamu. MonaratoT, 4To
OHW yMeHbLUIaT rPUBGKOBYIO Harpysky,
OrpaHUYnBalOT BOCMANMTENbHYIO peak-
umio n Takum obpasom obecneymBaloT
cTtepounpacbeperato i apdhekT; ogHaKo
[0 HacTOALLLero BpEMeHU He NMPOBeAEHO
paHAOMM3MPOBaHHbIX KOHTPONIMPYEMbIX
uccnegosaHui [32]. Ha npakTuke npoTtu-
BOrpun6KoBble Npenaparhbl (B HaCTHOCTH,
MTPaKoHa30J1) YacTo Ha3HavaloT B f03€e
5 mr/kr/cyT B TedeHue 3-6 mecaues [23].

UTpakoHa3on umeeT orpaHuUyeH-
Hyl0 6MOAOCTYNHOCTb NPWN Ha3Have-
HUWN BHYTPb, N TONbKO NMPUMEPHO Y
50 % nauueHToB ¢ MB pmocTturatoTtca
TepaneBTUYecKNe YpoBHMU B KpoBu [33].
Cy6TepaneBTuYeckne ypoBHu cosaa-
10T KaK OTCYTCTBME TepaneBTUYECKOrO
acdekTa, Tak U pasBUTUE PE3UCTEHT-
HocTu. TpakoHa3on MOXeT Bbi3biBaTb
Bblpa>XeHHble No6oYHble 3 eKTbl
(Hanpumep, GOTOYYBCTBUTENBHOCTD,
TOKCU4eckoe BO3[eNCTBME Ha NeYeHb),
a TakxXe obycnoBnuBaeT 3HaYMMble
MeXXneKapcTBEHHble B3aUMOAENCTBMA
[34]. Kak cunbHbIn uHru6utop CYP3A4
(dbepmeHTbI, y4yacTByloWwMe B MeTabo-
NM3Me KCeHOBUOTMKOB), NpenapaTt Mo-
KET 3HAYMMO CHU3UTb MeTabonmyeckmin
KNMPEHC OpaNbHbIX U UHFANALNOHHbIX
KopTukocTeponaos. B gencreutenbHo-

cTn «cTepounp-cbeperaowmmn» apdekt
MoXeT 6bITb 06ycnoBneH NHrM6uMpo-
BaHWemM metabonuama KOpTuUKoCTe-
pougos [34]. UmetoTcAa coobLieHua o
ATporeHHoMm cuHppome KywwuHra n/
WM He[OCTaTOYHOCTUN HaAMNOYEYHMKOB
y nauuneHToB ¢ MB, nonyyaBwwux ne-
YyeHUe a3onaMu U MHranALMOHHbBIMM
KOpTUKOCTEPOUAAMM OLHOBPEMEHHO
M B TeYeHUe ANnTeslbHbIX NepPUOLOB.
[nA neyeHna naumMeHTOB, CTpagaloLLMX
MB c ABTIA, Takxke npuMeHAnn a3onbl
BTOPOro MNOKOJIEHUA — BOPUKOHA301
1 nosakoHason. ®apmakoknHeTmka,
MeXnekapcTBeHHOe B3anmoaencreme
1 npodunb No60o4HbIX aphekToB OGblNKn
CXOOHbIMN ¢ HabnoaaBWUMNCA NpwU
NnpUMeHeHUN uTpakoHasona. Y nauu-
eHToB ¢ MB, cTtpapatowwux ABIA, oma-
nrM3ymab — MOHOKNOHaNbHOE aHTUTENO
npotus IgE — npumeHAnn pononHum-
TeNbHO WM B KavyecTBe aNibTepHaTuBbI
nepopanbHbIM KOpTMKOCTEPOUAAM U
npoTnBorpmnbkosBbiM npenapartam. Pe-
3ynbTaThl OKasanucb B Lenom obHage-
XXMBAIOLWMMUN: OTMEYEHO YMEHbLUEHNE
CUMNTOMATUKK, yNy4lweHne hyHKLMN
NIErKNX, CHUXXEHME 4acToTbl rocnuTa-
nn3aumn n o60CTPEHUN N, YTO camoe
BaXKHOe, YMEHbLUEHMWE [03bl NN Jaxe
OTMeHa opaJsibHbIX KOPTUKOCTEPOUAOB.
OpHako aHTu-IgE aHTUTENa He ABNAIOT-
cA 3¢ HEKTMBHBIMM Y BCEX MaLUEHTOB,
KpOMe TOro, UMeeTcA TEHAEHUNA K 3aHU-
XXEHUIO Yncna cny4vaeB HeadheKTUBHO-
cTu B uccnepoBaHuax [35]. Oxupatotea
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pe3ynbTaTbl 9KCMJOPAaTUBHOIO paHAo-
MMW3MPOBAHHOIO UCCeQOBaHNA C LIESbIo
oueHkmn addekTUBHOCTM oManusymaba
y 6onbHbIX, cTpapaowmx MB ¢ ABTA;
00 MoNy4yeHus Takux pe3ynbTaToB CTaH-
[apTHOe NpMMeHeHne oManu3ymaba He
pekomeHgoBaHo [36].

Dpyrve TepaneBTnyeckne noaxonpl
BKJtOYalOT HeOGynusaynio amdpoTepu-
unHa B gna neveHua octporo ABIA
nnun nopaepxaHua pemuccuun. MHoro-
obeLlaoWwmmmn ABNAIOTCA TakxXe nekap-
CTBEHHbIe (hOpMbl UTPakOHa3osa B BUAe
CyXOro nopoLuKa.

Mporpeccupyiowwan
AbiXaTeNibHafA HEJ0CTaTOYHOCTb

[bixaTenbHaA He[oOCTaTOYHOCTb ABNA-
eTcA 6onbluoN NPO6GNEMON U YacTbiM
ocsioXHeHuem y naumeHtos ¢ MB.
OcTpble U XPOHUYECKUNE JIEFOYHbIE UH-
dekunmn n BocnaneHne NPpMBOAAT K NPO-
rpeccupyiolemMy NoBpexXaeHuUto ner-
Kux, 6poHxoakTazam u dubposy [37].
B pe3ynbrate 3TUX U3MEHEHUI BO3HU-
KaeT runokcemusa. M'mnokcemuio onpe-
OEeNAT Kak CHUXEHWE napuuanbHoro
OaBJieHMA KMcnopoaa B KPOBU YenoBe-
Ka, Abllalero KOMHaTHbIM BO34yXOM,
MeHee 60 MM PT. CT., UNn Kak CHUXeHue
M3MepPEeHHON YPECKOXHbIM METOAOM
catypauuu kucnopogom, veHee 90 %.
Pa3BuTne runokcemMmm MoxeT NpuBo-
OUTb K JIEFrOYHOW TMNEpPTEH3UMN, YTO

KOPPENUPYET C MeHee 61iaronpuATHbIM
ncxomom [38, 39]. 3a nocnegHue geca-
TuneTua pas3paboTaHO HECKObKO ne-
4ebBHbIX PecypcoB, MHOTME N3 KOTOPbIX
o6LWeNpPUHATBLI ANA NeYeHna naymeH-
ToB ¢ MB, cTpagatowmx neroyHon mnm
BEHTUNALNOHHOWN HEQOCTAaTOYHOCTbIO.
JleyeHne HauYMHaOT ¢ KNCNOPOAHON #0o-
Tauuu ¢ nocnegytowen HBJ1 (HeuHea-
3UBHOW BeHTUNAumnen nerknx). Hosbimu
BO3MOXHOCTAMMW ABAAIOTCA 3KCTPAKOpP-
nopanbHana nogaepxka nerkmx (ECLA)
1 aKcTpakopnopanbHaAa membpaHHan
okcureHauma (ECMO), koTopble 06bIY-
HO MCNONb3YIOT Kak NepexonHblin atan
K TpaHCNNaHTauum nerkux.

4.1. JleyeHue

Y 6onblmnHcTBa naumeHToB ¢ MB kpa-
TKOBPEMEHHaA KucnopopgoTepanusa
BrnepBble CTaHOBUTCA Heobxoanmon
HOYblO, BO BpeMA o60cTpeHuna nnm eu-
3n4yeckon Harpy3ku. KpatkoBpeMeHHyi0
Tepanuio 3aMeHAI0T ANNTENbHON Tepa-
nven, Koraa KUCIoOpPoA CTaHOBUTCA He-
obxoaumbim B nokoe. B KokpaHoBckom
0630pe OblJ1 OLEHEH UCX0A KpaTKoBpe-
MEHHOW 1 ANnUTeNbHOW KucnopoaoTepa-
nuun y nauneHTos ¢ MB [40]. NHTepecHo,
4YTO ANUTENbHAA AOTaUuA KUCNopoaa He
okasana 3Hauyumoro addekTa Ha npo-
AOJIKNTENbHOCTb XXNU3HU, CMEPTHOCTb,
BbI3BAHHYIO MaTonorMen nerknux nnu
cepAaua, Ho ynyylunna perynfapHyio no-
celaemMocTb WKosbl 1 paboTobl. Jonon-
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HUTENbHaA OKCUreHoTEPanua BO BpeMA
CHa BbI3blBaJia NOBbILLEHMe caTypauum
KMCNOPOAOM, HO C OTpuLaTeNbHbIM 3ch-
dekTom B Buae cnabown runepkanHum
[40]. Y aTux nauMeHTOB Ka4eCcTBEHHblE
nokasaTesin CHa 3Ha4YMMO He N3MeHA-
nucb. Bo Bpema punsmnyeckon Harpysku
KucnopopoTepanua 3Ha4Mmo NnoBsbILLana
caTypaLmio KUICIOPOAOM U yBENU4YMBana
ONTENbHOCTb (pranyveckomn Harpysku. K
coXaneHuto, AOMONIHUTENbHAA KUCNO-
popoTepanuA BO BpemAa hu3nmyeckon
Harpysku npusoguia K Hebonbiomy
NOBbILIEHUIO YPOBHA YIrNEeKNUCNOoTbl B
Kposwu [40].

B To BpemAa kak runokcemus npu
MB aBnAeTcA cneacTBMeM nopaxeHua
JIETKUX N CHUXEHUA NOTPeBNeHnaA Kuc-
nopopa, AnuTenbHasa runepkanHua go-
NONIHUTENbBHO K FMMOKCEMUM ABNAETCA
NpU3HaKoM AbiXaTeslbHON HegocTaTou-
HOCTM U yKas3biBaeT Ha CleayioLyio
CTaAuio B HanpaBJIEeHUN K KOHEYHOW
cTagumn 3abonesaHunA. B ato Bpemsa
cneuunanucTbl rpynnbl, okasbiBaloLwen
MeAMLUMHCKY0 nomoLb npu MB, gonx-
Hbl 06CyaAnTb Bo3mMoxHocTb HBJT [41].
PekomeHayembIM 1 NpeanoYTUTebHbIM
cnoco6om HBJ1y naumeHToB ¢ MB aBna-
€TCA METOA BEHTUIALUK C MOAAEPXKKON
OaBNieHVEM NpU OBYXYPOBHEBOM MoO-
JIOXNTENbHOM AaBNeHUMN B AblXaTeNb-
HbIX NyTAX [41, 42], HO ANA HEKOTOPbIX
6OJIbHbIX U B HEKOTOPbIX KJIMHUYECKUX
CUTYaUMAX MOXET ObiTb NOAXOAALLEN
BEHTUNALUA C KOHTPOJZIEM MO AaBre-

HUIO U MOCTOAHHbLIM NMOJIOXUTENbHbIM
OaBfeHneM B AbixaTeNibHbIX nyTax [41,
43]. BeHTUNAUMA ¢ Noaaepxkon gas-
JIEHUEM OTNIMYAETCA OT APYIUX PEeXu-
MoB annapata MBJ1 Bo3amoXHoOCTbIO Ba-
pbupoBaTb BpemMA BAOXA MPU KaXaom
AblXaTeNlbHOM LWKJIe, YTO NO3BONAET
obecneynTb Xopollee COOTBETCTBUE
naTTepHam CNOHTAHHOIO AblXaHWA na-
umeHTa. Kpome TOro, Ha ANNTENbHOCTb
BOXa MOXET BNIMATb YyBCTBUTENbHbIN
MHULUUUPYEMBIA NaLMEHTOM TpuUrrep,
CUTHaNN3UpYIOLWMIA O peanusaumm nog-
OEPXKN faBfieHWEeM Ha BOOXE, U CHU-
XXEHUE MHCMUPATOPHOro NoToka, 3a-
ctaBnawuwee annapat VUBJ1 nepentn
K Bblgoxy [42].

na o6ecneyeHna kompopTa naum-
eHTa y vy ¢ MB 60/1bLLMHCTBO KIMHU-
umctoB ncnonb3ytot gna HBJ1 Hazanb-
Hble nHTepdencol. [pn NnpumeHeHnn
Ha3anbHbIX MAcoOK NMaLVEHT MOXET Kall-
NATb M 0TXapKMBaTb MOKPOTY 6e3 nepe-
pbIBOB B BEHTUNALMM, YTO ABNAETCA Of-
HUM M3 caMbIX BaXHbIX MPEUMYLLECTB.
K HavanbHomy npumeHeHuio HBJ1 cy-
LEeCTBYIOT ABa BO3MOXHbIX noaxoaa:
HayaTb C HU3KOIO MHCMMPATOPHOrO AaB-
nexHua (8-10 cm BofA,. CT.) 1 MOCTENEHHO
NoBbILLATb €ro ¢ y4eToM NnepeHoCMMo-
CTU NauMeHTOM UK Ha4vaTb ¢ Gonee
BbICOKOIO MHCMMPaTOPHOro AaBneHuA
(20 cm BOA. CT.) M perynupoBaTb B €ro
CTOPOHY MOHMXeHUnA [44].

B ocTpbix cutyaumax MoxeT ObiTb
rnokasaHa MHBa3MBHaAA MexaHun4yeckan
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BEHTUAALMA, HO NPOrHO3 B 3TOM c/lyyae
ABNIAETCA OYeHb HebnaronpuATHbLIM.
B nccneposaHuu, nposegeHHoM ddpa-
T n coasT. (Efrati et al.), y nauueHToB,
noctynuewux B OUT 1 nonyyaBlwimnx
ne4vyeHumne nytem MEexXaHN4YeCcKOn BEHTU-
NALUM NO NOBOAY OCTPON AbliXaTesb-
HOW HeJOCTaTOYHOCTU UNWN B Nepuog
OXUAAHWNA TpaHcNnaHTauumn nerkux,
6blia ycTaHOBJIEHA CMEPTHOCTb, paBHasA
94 %, no cpasHeHuto ¢ 30 % B rpynne
nauuneHToBs, nony4daswux HBJ1 [45]. Ho
CYLLEeCTBYIOT pasnunuma mexay 6onb-
HbiMn, nepesoaumbimu B OUT. Mpu
nepeeoge no noeoay o6paTuMbIx ne-
FOYHbIX N BHEJIEFOYHbIX OC/TOXHEHUN
B ycnosuax OUT moxeT 6biTb OKasaHa
coOoTBEeTCTBYIOLLanA nomolub. Hanpumep,
npu sHAoTpaxeanbHon UHTy6aumumn no
npuynHe KpoBOXapkaHbA U NMHEBMO-
Topakca nNporHo3 6naronpuaTteH [18].
[Mockonbky MHOrMe naumeHTbl ¢ MB no-
nydatoT HBJI B kavyecTBe nepexonHoOro
aTana nepepj TpaHcnnaHTauuemn ner-
KUX, KIMHULUCTaM cnenyeT nogymatb
o nepcnekTuBe 6onbHoro, ecnu HBJI
okaxeTtcA HeaddekTusHon. C nauneH-
TOM 1 ero ceMbeWn, a Takxe ¢ Konnera-
mu B OUT cnepyet o6cyanTb pasHbie
npoueaypbl, OT AOCTYNHOCTUN KOTOPbIX
3aBUCAT nepcnekTusbl. B ueHTpax, roe
NpoOBOAMUTCA TpaHcnnaHTauua nerkux,
CTaHOapPTHO UMELDTCA CpeacTBa ANA UH-
Ba3NWBHOW MeXaHWU4YecKon BEHTUNALUN,
ECLA n ECMO, HO 3TO J0NXHO ObITb
pe3epBHbIM NMNoKa3aHWeM, NMNOCKONbKY

BEHTUNALMIO 3KCTPaKoprnopasibHbIMU
annapaTaMy MOXHO MPOBOAMTb NNLLb
B TeYEeHNe OrpaHNYEeHHOro BPEMEHMU.
B HactoAwee Bpema ECMO B coctoAHUM
60apCcTBOBaHNA CO CNOHTaHHbIM AblXa-
HUEM ABNAETCA HOBOM U NEPCNEKTUBHOWN
cTpaTerven ansa nepexofHoro nepuoaa
[46, 47]. MauneHTbl cNOCOGHbI KalNATb
M OTXapKMBaTb CAaMOCTOATENIbHO UK
c nomMouwbto GnM3noTepaneBTOB U Bbi-
MONIHATb aKTUBHbIE ABUXEHUA HOramm
1 pykamu gna ctabunmnsaummn gyHkunm
1 cunbl Mbliwy,. MockonbKy 3To ABNAETCA
pe3epBHON Tepanuen 1 JOCTYMHO TOMb-
KO B cneumann3mpoBaHHbIX LeHTpax,
cnenyet pa3paboTaTb HOBYIO cUCTEMY
Ha3Ha4yeHUA TpaHcNaaHTauum nerkmx,
4T06bI NaumeHTbl ¢ MB nonyyanu opraH
[0 OOCTUXXEHNA UMM CTaaun TEPMUHASb-
HOW AblXaTeNbHOW HEJOCTaTOYHOCTH
1 HeobxoaumocTun ECLA. B 3aknioveHune
cfefnyet OTMETUTb, YTO AJIA okalaHuA
NOMOLLM NPY NPOrpeccupytoLLen abixa-
TENbHOW HEAOCTAaTOYHOCTM Y NALNEHTOB
¢ MB cyuiecTByeT lWMpOKMIA cnekTp BO3-
MOXHOCTEN, BKJTIOYAIOLNIA KUCTTOPOAO-
Tepanuio, HBJ1, mexaHn4yeckyio BEHTU-
nAauuio, ECLA n ECMO. O6a3atenbHbiM
yCnoBueM ANnA NpUMeHeHNA 3Tux anna-
paToB ABNAETCA «CcTaHAapTHaA pabo-
YaA npouenypa», NPUHATaA B rpynne
crneunanuncToB, OKa3biBaloLWMX MOMOLLb
nauueHTtam ¢ MB, n nogknioyeHune OUT
M LeHTpa TpaHcnnaHTaumm K ne4eHuio
KOHeYHoW cTaaumn 3aboneBaHnA Nerknx
npu MB.
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I'MIABA 3

Ycno)xxHeHue npob6nem,
obycnoBneHHbiXx MB: HoBble

nHdekunn, HetybepKyne3Hble
MukobakTepum u rpnbkoBbie

Anne Prévotat, Marianne Skov,
Tacjana Pressler

BBepeHune

Mpwu mykosucumaose (MB) cnoxHocTb
3aboneBaHnA MeHAETCA NO mMepe yBe-
JINYEHUA OXUOAEMOWN NPOACSIKUTENb-
HOCTM XW3HU NONyNALUNA NaLUeHTOoB.
MomMumMo Knaccuveckmx JIerovHbIX UH-
dekuunn, BbizBaHHbIX Staphylococcus
aureus n Pseudomonas aeruginosa,
BaXHbIMK hakTopamu, BAMAIOLWMMY Ha
TeyeHue 6one3Hn, cTanm apyrve narto-
reHHble MMKPOOPraHM3Mbl, B TOM Yucne
HeTybepKynieaHble MUKOGakTepun 1 rpu-
6bl. B HacToALWel rnaBe onucbiBaloTCA
3TN HOBbIE NAaTOreHHbIE MUKPOOPraHn3-
Mbl, MHUUMpylowme nerkme npu MB,
n ob6cyxpaaloTca Npobnembl, KOTopble
OHW cO3JaloT ANA KIMHULMCTOB U na-
LMEHTOB.
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Hosble nudekumnn

Cneuunduyeckana noarpynna Mmnkpo-
OpraHnU3moB, KOTOpble 06bIYHO UHDU-
LUPYIOT HUXHWE ObIXaTeNibHble NMyTH
nuu, ctpapatowmx MB, co BpemeHeM
npetepnena apontoumio. Korga B 1938 .
MB BnepBble 6b11 NpU3HaH OTAENbHON
Ho3o0nornyeckon opmon, ero cBA3bIBa-
JIY NPEVMYLLLECTBEHHO C IEFOYHBIMWU UH-
dekuuamun, obycnoBneHHbiMu S. aureus
[1, 2]. Mocne noaBneHna NneHUUMANMHA
netam ¢ MB v ctadhMnokokkoBbIMU UH-
dekunAMN BNepPBbIE CTanu Ha3HayaTb-
cA a(pheKTUBHbIE MPOTUBOMUKPOOHbIE
npenaparbl, IPU 3TOM ObINM MNONYYEHbI
BneyvyaTnaoLlme KIMHUYEeCcKne OTBEThI
[3]. B 1950-e 1 1960-e rr. BaXXHbIM na-
TOreHHbIM MUKpoopraHuamom npu MB
6bin NpusHaH P. aeruginosa [4]. Opra-
HU3Mbl komnnekca Burkholderia cepacia,
paHee numeHoBaBwwueca Pseudomonas
cepacia, ctanu usectHbimu B 1970-e rr.,
1N oHM obycnoBnmBanu GbICTPOE CHU-
XeHne QYHKUUM Nerknx 1 nosblLEHNE
cmepTHocTK [5]. C rogamu 6b110 gocTur-
HYTO 3HaYUTENbHOE YBENINYEHME OXMAA-
eMOoW NPOAONXKUTENBHOCTU XU3HU NpU
MB, Ho Takoe fonroneTne conpoBoXaa-
nocb BbiABIEHUEM Bce 6osiee LWnpoKon
M CNIOXHOW rpynnbl MUKPOOPraHM3MOB,
KOTOpble UHPULNPYIOT AblXaTeNbHble
nytv npn MB, nameHas anungemunono-
rmio MHekUnn abixaTenbHbIX NyTeNn
y nauueHToB, cTpagatowmx MB [6, 7].

MomMUMO pa3BUTUA MYNbLTUPE3UCTEHT-
HOCTM NaTOreHHbIX MUKPOOPraHU3MOB,
yacTo BcTpeyawuwwmxca npu MB, Takmx
kak P aeruginosa, Bce 6onee pacnpo-
CTPaHEHHbIMUW CTAHOBATCA HECKONbKO
HOBbIX, U3HaYaNIbHO PE3UCTEHTHbIX BU-
OOB rpamMoTpuLaTenbHbIX MUKpOOpra-
HU3MOB, Takmx Kak Stenotrophomonas
maltophilia, Achromobacter
(Alcaligenes) xylosoxidans, HekoToO-
pbie Buabl Ralstonia 1 mnkpo6bbl HOBO-
ro poga Pandoraea. MHorue ns atnx
NnaToreHHbIX MUKPOOPraHU3MOB ABJA-
10TcA 6NIN3KOPOACTBEHHBIMU U UMEIOT
CcXofiHble (PeHOTUMDI, YTO AenaeT 3aTpya-
HUTENIbHOM TOYHYIO UX MAEHTUbUKaLMIO
nabopaTopHbIMU METOAAMU; B TO BPEMA
KaK HEKOTOpbIe BbICTynatoT 6e3ycnoBHO
natoreHHbIMu [8, 9], ponb Apyrux B na-
ToreHese 3abonesaHua nerknx npu MIB
elle He ACHa.

1.1. Komnnekc Burkholderia cepacia

Korpa B 1992 r. pon Burkholderia nony-
4un cBOE Ha3BaHWe, OH COCTOAN U3 ceMun
BuaoB. C Tex nop B xoae AanbHeNLwmnx
TakCOHOMMUYECcKMX nccnefoBaHnm 6ouim
MAEHTUDOULUMPOBAHbI MHOFOUYUCTIEHHbIE
nononHuTenbHble Buabl Burkholderia
[10]. B HacToALWEee BpeMA poa BKoYa-
eT 6onee 60 BMAoOB, 6ONLLUNHCTBO U3
KOTOPbIX 0O6Hapy>XeHbl B NPUPOAHON
oKpy>Kailolen cpege n He ABNAIOTCA
naToreHHbIMW ANA 300POBbIX NIOAEN.
OnHako HeckoJibko BUAOB cnocobHbI
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BbI3blBaTb XPOHUYECKME U HACTO TAXE-
nble nHdeKuMn abixaTenbHbiX NyTen
y niogen, ctpagaowmux MB [11, 12].

Mo nmeowmmeca gaHHbIM, pac-
npocTtpaHeHHocTb (B 2010 n 2012 rr.)
XPOHUYECKON MHGEKLUNN, BbI3BAHHOMN
Burkholderia, B nonynaumn nauMeHToB
¢ MB, nocewatowmx pasfinyHble LeH-
Tpbl No nevyeHuto MB, BapbupyeTtca oT
0 no 13 % [13, 14]. NMpumepHo y 20 %
nauyneHToB ¢ MB, nHpunumMpoBaHHbIX
Burkholderia, aToT MnkpoopraHusm
Bbi3blBaeT NieTajbHoe 3abonesaHue,
HasblBaemoe «Lenauna-CUHAPOMOMY».
Mpwn aToM cMHAPOME Y NaUMEeHTOB pas-
BUBatoTCA MHDEKLMN AbiXaTeNbHbIX My-
Teln ¢ O6bICTPbIM CHUXEHUEM (PyHKLUMN
Nerknx n yactom 6aktepmemunen, 4To
o4YeHb HeobbI4YHO AnA nauymeHToB ¢ MB.
[MonaraioT, 4To BUAOM, BXOOALLMM B 3TOT
KOMMJIEKC U ABNIAIOLWMMCA OCHOBHOM
npUYMHON LenaunAa-cuHgpoma, ABNA-
etcA B. cenocepacia, XoTA ¢ CUHAPO-
MOM Takxe cBA3blBanu B. multivorans
n B. dolosa [6, 15]. B. cenocepacia nnu
B. multivorans BbigeneHbl B 80 % cny-
YaeB NHGEKUUI, BbI3BAHHbIX KOMMEK-
com B. cepacia y naumeHToB ¢ MB [6].
Bce 3Tu knoHbl MOTYT NepenaBaTtbenA
OT YesloBeKa K 4YenoBeKy, XOTA MHOrve
naumeHTbl UMEeIOT YHUKaNbHbIE KNOHbI,
KOTOpble, BEPOATHO, MOFNY BbITb NONY-
YeHbl M3 oKpyXatowen cpeabl [16-19].
lMpusHaHne anngemumyeckoro pacnpo-
CTpaHeHuA 1 yBenmyeHne CMePTHOCTH,
CBA3aHHOW C aNNAEMMUYECKUMU LUTaM-

mamu, npusenu B 1990-x rr. K NONUTU-
Ke CTPOron cerperauuu B oTAeNeHnAx
knuHwuk [20, 21].

Mockonbky B. cepacia n B. multi-
vorans KoppenupytoT ¢ 6osee 6bICTpbIM
CHUXEeHMEM (PYHKLMM NErKUX 1 BbICOKOMN
CMEpPTHOCTbIO U YacTo ABNAIOTCA NaHpe-
3UCTEHTHBLIMWU K MPOTUBOMUKPOBHbLIM
npenapartam, anAa nauyueHtos ¢ MB,
MHUUNPOBAHHbIX 3TUMKN BakTepuAmM,
MEeTOAOM NEeYEHUA, CnacaloLLUM XN3Hb,
06bI4HO cyMTanacb TpaHcnnaHTauma
nerkoro. B nocneaytowem 66110 BbiAB-
NneHo, 4To y 6onbHbIX, cTpagatowmx MB,
C XpoHUYeckon NHdekLunen, Bbi3BaH-
Hom B. cenocepacia, cMepTHOCTb nocne
TpaHcnnaHTauum nerkmux 6bina Bbilwe No
cpaBHeHMIO ¢ nauneHtamu ¢ MB, nepe-
HeCLUMMU TpaHCcnnaHTaumio, Ho MHUUK-
poBaHHbIMU Apyrumu 6aktepmuamu. Y He-
KOTOpPbIX 60NbHbIX, UHOULMPOBAHHBIX B.
cenocepacia, B paHHUI NOCTTPaHCcnNaH-
TaUMOHHbIN Nepuoa pa3smuBasca cerncuc
C NOJIOXUTENbHbIM Pe3yNnsTaToM NnoceBa
kpoBwu [22, 23]. B pe3synsrate 60bLUNH-
CTBO LEeHTpoB Gonblue He npegnaratoT
TpaHcnaaHTauuio Nerknx nauneHTam c
MB, nHdurunposaHHbim B. cenocepacia.

JleyeHune xpoHuyeckon nHpekumu,
Bbi3BaHHOW Burkholderia, apnaeTcAa
TPYAHbIM B CBA3U C BbICOKMM YPOBHEM
PE3UCTEHTHOCTU K aHTMOMOTUKaM. bbino
npepJsioXeHo fevyeHne HeCKONbKUMMU
aHTMOMOTUKAMKN B KOMOMHALMN C UMMY-
HOCYMNpeccuUBHbIMK NMpenapatamu [24].
B HepaBHUX uccnegoBaHUAX KOMOU-
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HauuA NHranAUMOHHOIo amunopuaa
n TobpamuumHa He No3Bonuna Npo-
BecTu apagukauuto B. dolosa [25], n He
yAanocb nokasatb a3 HeKTUMBHOCTb
MHranAunm asTpeoHama npu nevyeHunmn
MHMbEKUMIN, BbI3BAHHON 3TUMU MUKPO-
opraHusmamum [26]. UHdekunn, o6ycnos-
JNieHHble komnnekcom B. cepacia, npen-
CTaBMAIOT 3Ha4YUTeNbHYI0 Npobnemy anA
KNMHULNCTOB, 3aHMMaIoLWMXCA AnarHo-
cTukon u nedyeHmem MB, n naumeHTOB
¢ MB. lNpo6nema koHTpoONA 1 nevyeHunA
3TNX UHdEKUM cTaHOBUTCA Bce Gonee
3Ha4YMMON NO Mepe cTapeHuA nonyna-
umun naunenTos ¢ MB. CywiectByeT ove-
BMAHaA HEOOBXOANMMOCTb KIIMHUYECKNX
MCMbITaHUN C LeNblo OLUeHKN 3 deKkTmB-
HOCTMW PasfiInyHbIX CXEM NMPUMEHEHUA
aHTMbuoTuKoB y nauneHToB ¢ MB, uH-
bUUMPOBaHHbIX MUKPOOPraHM3Mamm
Kkomnnekca B. cepacia [27].

1.2. Achromobacter xylosoxidans

Achromobacter xylosoxidans npep-
ctaBnAeT cobon obuTaioLlyo B BOA-
HOW cpefe rpamoTpuuaTenbHyto 6a-
LuMnny, Kotopas ABNAETCA NAaTOreHHbIM
MWKPOOPraHM3MOM AJ1A OPraHM3MOB-
X03fAEB C HapyLlEeHMEM UMMYHUTETA.
Kak n B cnyvyae Bnpnos Burkholderia
n Stenotrophomonas, ee TpyoHoO
TOYHO uaeHTUdUUMpoBaTb, a ee Ho-
MeHKnaTypa ABNAeTCA 3anyTaHHOW.
B HacToAwee BpemA pacnpocTpaHeH-
HocTb A. xylosoxidans npn MB nexuTt

B Anana3oHe oT 2 o 11 % [13], n, no-
BMAMMoOMYy, oHa Bo3pacTaerT [28, 29]. Co-
obLwanock 0 NepekpecTHOM 3apaxkeHunn
nauyneHToB ¢ MB, nHpuumpoBaHHbIx
1 He HdrumnpoBaHHbIX Achromobacter
[30-35]. Buabl Achromobacter xapakTe-
pPU3YIOTCA MHOXECTBEHHOMW PE3NCTEHT-
HOCTbIO K JIEKapCTBEHHbIM Npenapartam
Aaxke BO BpeMA nNepBoro nHduumposa-
HWA, N B XOAe Te4eHUA XPOHUYECKON
MHbEKUUM YacTbIM ABNAETCA pa3BuTme
JanbHeunLwen ycTon4nBOCTN K aHTUOMO-
Tukam [36-38].

KnuHunyeckyio 3Ha4yMmocTb MHbEK-
umun, BbiaBaHHOM Achromobacter, Tpyn-
HO Aoka3sartb [33], Ho cooblanochk o ee
KOPPEenALmMmn ¢ oCTpbIMM 060CTPEHUAMMN
[39]. XpoHunyeckan nHbekuma, obycnos-
neHHana A. xylosoxidans, koppenupo-
Bana ¢ NOBbILWEHHbIMU KOHLEHTpaLm-
AMM NPoOBOCMNaNUTENbHbIX LUTOKAHOB,
CXOZHbIMM C KOHLEHTpaUUAMHK, Habio-
[aeMbIMU Y NaLMeHTOB, CTpaAaoLmx
XPOHUYeckon MHbeKUnen, BbI3BaHHOMN
Burkholderia vnv P. aeruginosa, 4to
yKa3blBaeT Ha pa3BuTUE B opraHu3me
BOcnanuTenbHou peakuum [40]. Ony6nu-
KOBaHO BCET0 HECKOJIbKO UCCNENOBAHWMN,
JaBLUUX NPOTMBOPEUUNBbIE Pe3ynbTaTbl,
OTHOCUTENBHO 3 HEKTOB XPOHUYECKOMN
nHdekumun, BbidaBaHHOM A. xylosoxidans,
Ha TedyeHmne 6onesHu nerkux npu MB
[31, 41].

O,D,HaKO nmeeTcA HeCKOJIbKO CO-
O6|J.I,eHVIIZ O KOHKPETHbIX cny4anx, B KO-
TOPbIX ONUCaHbl NauneHTbl C 6bICprIM
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CHMXeHMEM hYHKUUN NErknx 1 yxyauie-
HMEM KIIMHMNYeCKOro COCTOAHUA nocne
pas3BUTMA XPOHMUYECKOW UH(EKLUK, Bbl-
3BaHHOW A. xylosoxidans [42, 43]. Bbinn
BbIABJIEHbI 3aMETHble FreHeTu4Yeckue
KOppenaunun mexay wraMmMmamu, Bbiae-
JIEHHBIMW Y OOHUX U TEX Xe NauMeHToB
B pa3Hoe BpeMmA, a Takxe koppenauua
MeXAY FreHeTU4YeckMmMn npodunamu
wTtammoB A. xylosoxidans v KnuHuve-
CKUM TeyeHuem 6oNe3HU nerknx npu
MB, a Takxe cnoco6HOCTb LWITaMMOB
A. xylosoxidans BbI3blBaTb NepcucTm-
pytowyto nHdekumio [42].

1.3. Stenotrophomonas maltophilia

S. maltophilia npepgctaBnaeT cobon
a3pob6HyIo rpaMoTpuLaTENbHYIO Nanoy-
Ky, KoTopas BrnepBble Oblna BblaesieHa B
1943 r. 1 Ha3BaHa Bacterium bookeri. B
1961 r. oHa (hopmanbHO 6bina knaccndm-
umpoBaHa kak Pseudomonas maltophilia,
B 1981 r. nocne ganbHenLero TakcoHOMM-
Yyeckoro aHanusa 6bina nepeuMeHoBaHa
B Xanthomonas maltophilia v HakoHew,
B 1993 ., NOBTOPHO KNaccuguumpoBaHa
kak S. maltophilia. PacnpocTpaHeHHOCTb
S. maltophila BapbupyeTt oT 3 o 20 %
[14]. Takas BapuabenbHOCTb pacnpo-
CTPaAHEHHOCTU MOXET OTpaxaTb pas-
NN4YnA B cnocobHocTN naeHTuduumnpo-
BaTb OPraHn3M B pasHbIX KIMHNYECKNX
nabopartopuax. HeacHo, npocto nu S.
maltophilia kKonoHU3UpPyeT nerkue nioaen
¢ MB 6e3 pa3sutua HebnaronpuATHOro

apdekTa, LN MUKPOOPraHN3M Bbi3bl-
BaeT UCTUHHYIO MHGEKLMIO, BEAYLLYIO
K BOCManeHuto nerknx n KNMHN4Yeckomy
yxyauwenuio. NpumeHeHne cteponaos
MM @aHTUCUHErHOMHbIX NpenapaTos,
BK/OYaA XMHOJIOHOBbIE aHTUOMOTMKMN
N MHranAUMOHHbIE aMUHOTNKO3NAbI,
onpefeneHo kak akTop pucka 3apa-
xeHua S. maltophilia [44, 45]. MNpwu uc-
cnegoBaHun addekTa BbiI3BaHHOM S.
maltophilia xpoHu4deckon nHbekuun,
nPOn3BOAMMOrO Ha (PYyHKLUIO Nerkmx
N KNMHMYECKOe COCTOAHME MaLneHToB
¢ MB, pesynbsraTtbl okasanucb NpoTUBO-
pPEeYMBbIMU: YCTAHOBNIEHO, YTO Y 6ONbHbIX
C XpOHUYeckomn nHdekuunmn, obycnosneH-
Hom S. maltophilia, nmeloT mecTo 6onee
HN3KWe YPOBHU DYHKLIMM NErkux n nosbl-
LLEHHbIN puck o6ocTpeHuA 3aboneBaHna
JIErKNX NO CPaBHEHMIO C KOHTPOJIbHbIMMN
Muamu, He CTpaaaloLw MMy XPOHMYECKON
nHdekumen, BbidaBaHHon S. maltophilia
[46, 47], ogHako He 6biN NPOAEMOHCTPU-
poBaH oTpuuaTeNbHbIN KTUHUYECKNN
addekT, cBA3aHHbIN C pa3BUTMEM XPO-
HU4eckon nHdekunn, obycnosneHHoOn
S. maltophilia [48, 49].

1.4. ipyrne MMKpoOOpraHn3mbl

MHorpa B cekpeTe AbixaTenbHbIX NyTeN
nauveHToB, cTpagatowmnx MB, BbiAB-
NAT pAa 4PYrux MUKPOOPraHM3MOoB.
HekoTopble 13 HUX NpeacTaBAAIOT CO-
6on 6akTepuun, obuTalowmMe B OKpyxXa-
loLuen cpene, KOTopble peako Bbi3biBa-
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10T uHdeKunmn, B To BpemA Kak apyrue
ABNAIOTCA KOMMNOHEHTaMU HOPManbHOW
MuKpodnopbl YenoBeka.

1.4.1. Pandoraea apista

Pandoraea npepncrasnaet cobon He-
[aBHO OMucaHHbIN pof rpamoTpuua-
TenbHbIX 6aunnn, obuTalLWUX B OKPY-
>atowen cpege. Bugom, Hanbonee vacto
accouunmpoBaHHbiM ¢ MB, asnaetca P
apista, xota y naumeHToB ¢ MB npu noce-
Be Takxe Obliv BblAENEHDbI ApYr1e BUabl
[50]. UmetoTca orpaHUYeHHbIE AaHHbIE O
KNMHUYECKOM 3HaYeHun nHduumnposa-
HuA Pandoraea y naunentoB ¢ MB, Ho
3Ty 6aKTepuio CBA3bIBAIOT C XPOHMYe-
CKOM MHeKumnen, pacnpocTpaHeHneMm
OT NauueHTa K NauneHTy 1 BbICTPbIM
yXyALueHnem cocToAHnA nerkux [51-53].

1.4.2. Inquilinus limosus

Pog Inquilinus 6bin onncaH B 2002 .
nocsie BCECTOPOHHEN TaKCOHOMMYECKON
OLEeHKN U30JIATOB N3 MOKPOTbI Nauu-
eHToB ¢ MB [54]. 9TOT opraHuam crno-
cobeH K XpOHMYECKOWN NepcuUcTeHunn B
ObIxaTenbHbIX NyTAX naumeHTos ¢ MB 1
MOXeT npuobpetaTb MyKOUAHbIN heHo-
Tun. B ogHoMm nccnegosaHum o6pasuos
MOKPOTbI, B3ATbIX Y AETEN U B3POCIbIX
¢ MB, pacnpocTtpaHeHHoCTb I. limosus
coctaBuna 4,9 % y B3pocnbix 1 1,2 %
y peten [55]. KnuHnyeckoe 3HayeHue
haHHou BakTepun ocTaeTcA HEeACHbIM,
HO B OAHOM coobLeHnn nepBnYHoe

MH@nunposaHwue . limosus koppenu-
poBano ¢ yxyaweHnem COCTOAHUA Obl-
XaTesibHbIX NyTel y OAHOro naumneHTa
[55, 56].

1.4.3. Ralstonia spp.

[Opyrana rpynna rpamoTpuuaTesibHbIX
6auunn, nHoraa BbiAENAEMbIX Y UL,
cTtpagatowmx MB, npuHagnexuT k poay
Ralstonia [54, 57]. U B paHHOM cny4ae
naeHTndmnkaumna aTux 6akTepuin moxer
ObITb NPO6NEMATUYHOM, HO CYLLLECTBYET
nepcnekTuBa, YTO HOBble MONEKYNApP-
Hble noaxoabl AafnyT 6onee yooBneTBO-
puTenbHble pedynsraThl [55]. KnuHunye-
ckoe 3HadeHune 6akTepun Ralstonia npun
MB ocTaeTcA HeACHbIM.

1.4.4. AHaspobHble bakTepumn

B cekpeTe abixaTenbHbIX NyTEN Npu
MB HanpsaxeHue kucnopoga ABNAET-
cA Hu3kum [58, 59], 4To yka3biBaeT Ha
HaJn4me HULWKN, NPUro4HON ANA pocTa
aHa3pobHbIX GakTepuit, U B pAage coob-
LEHMN yKa3aHo, YTO aHaspoObHble Hak-
Tepun AeACTBUTENbHO NMPUCYTCTBYIOT
B AblxaTenbHbIx nyTAx npu MB [60]. Bce
MUKPOOPraHM3Mbl, 0ObIYHO CHMTAIOLLN-
ecA npuHagnexawmmm K HopManbHOM
Mukpodnope potornotku (Prevotella,
Veillonella v rpynna Streptococcus
anginosus), obHapy>uBaloTcA B Ablxa-
TeNbHbIX NyTAX naymeHTos ¢ MB [61].
Mukpo6Hble coobuiecTBa ABNAIOTCA
YOVBUTENBHO CTabUiIbHbIMU, faXe Mo-
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c/ie NOBTOPHbIX KYpCcOB NPOTUBOMMU-
Kpo6HoM Tepanuun [61-63]. AHaspoObl,
BbIABJIEHHbIE B MOKPOTE MyTEM CEKBEHU-
poBaHuWA, KOPPENUPOBaNN C MEHbLUEN
BbIPaXX€HHOCTbIO BOCMANEHUA U NyYd-
wen dyHKUMen nerkmx No cpaBHEHUIO
¢ Pseudomonas Ha paHHeM 3Tane o60-
cTpeHuna [63]. Heobxoanmbl HoBbIe Te-
paneBTUYecKMe NoAXoAbl, HaLEeNeHHbIe
Ha MoaynupoBaHue GakTepuanbHbIX
CcOoOO6LECTB AbIXaTeNbHbIX NYTEN, U OHU
MOryT NpuBecTu k 6onblien ahdexkTms-
HOCTU neyvyeHnA 60Ne3HN Nerkux npu
MB [64, 65].

1.5. 3akno4yeHune

YBenuyeHue oxungaeMon NpoaosdKu-
TENbHOCTWN XWU3HW NaLMeHTOB, CTpa-
paowmx MB, nprvBeno K ycnoxHeHuio
3aboneBaHMA OpraHoOB AbIXaHUA U No-
ABNIEHMIO HOBbIX MaTOreHHbIX MUKPO-
opraHnsmoB. [MpuHUMNbI nevyeHunA
OYeHb CXOAHbl C TaKOBbIMWU, NCMNOJIb-
3yemMbIMU NpU UHGEKLMN, BbI3BBAHHOMN
P. aeruginosa. Heo6xognmo nogyep-
KHYTb Ba>XHOCTb KJIMHWYECKOro OoTBeTa
Ha aHTUBNOTUKN HE3ABUCUMO OT YyB-
CTBUTENBHOCTU K aHTUBMOTMKaM [66].

HeTty6epkyne3Hbie
MukobGakTepumn

Bce 6onbliee npusHaHue nojyvaeTr
KNMHUYeckoe 3HaYeHne HeTybepKy-

nesHblXx muko6aktepun (HTM) npwu
MB. WUccnepoBaHunAa pacnpocTpaHeH-
HOCTWM MoKa3ajiu, 4TO Ha KOMMNJeKC
Mycobacterium avium (MAC) n kom-
nnekc Mycobacterium abscessus npu-
xonunTea 95 % ob6Hapyxusaembix HTM.
HTM npegctaBnaioT cobon mukpoopra-
HW3Mbl, MOBCEMECTHO BCTpeYaloLmecsa
B OKpy>XaloLen cpege, ux knaccmdu-
LMPYIOT KaK «MeaseHHO» U «BbICTPO»
pacTywme MmukpoopraHmusmel. M. avium
ABNAeTCcA MegneHHo pactywen HTM.
BbicTpo pacTylwme MuKkpoopraHusmbl
(MeHee yem 3a 7 gHel) BkOYaAlOT
M. abscessus v M. chelonae, Ha3biBae-
Mble komnnekcom M. abscessus, B KOTO-
pbi BXoAAT cobcTBeHHO M. abscessus,
noarpynna massiliense M. abscessus n
noarpynna bolletti M. abscessus [67].
Mepepaya HTM oT yenoBeka k 4yeno-
BeKy TPagMLUMOHHO cYMTanacb mMano-
BEPOATHOWN; OOHU U Te Xe U30NATHI,
BbIAABJIEHHbIE Y PA3/INYHbIX NALMEHTOB
OAHOro ueHTpa, mornu 6biTb 06ycnos-
NeHbl HENPAMOW Nepepaven vyepes
okpyxatouwyto cpeny. CtaHgapTHble
pekoMeHAaunm No Yyactote KOHTpona
Ha HTM oTcyTcTBYIOT, HO 6bIN0 GbI NO-
NIe3HO NPOBOAUTb KOHTPONIbHOE UC-
cflefoBaHMe Ha 3TU OpraHU3Mbl Npu
Ka>xaoMm BU3nNTe, 0COB6EHHO y NOApOCT-
KOB W B3POCHbIX.

2.1. PacnpocTpaHeHHOCTb

B 2003 r. nepBoe MHOroueHTpoBoOe
nccnepoBaHne pacnpocTpaHeHHOCTH
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y nauyueHtoB ¢ MB B CLUA nokasa-
N0, YTo YyactoTa obHapyxeHua HTM
B MokpoTe cocTtaBnana 13 % [68, 69].
B 2010 r. no paHHbIM OQHOLEHTPOBOIO
unccnenosaHua B CesepHon KaponuHe
pacnpocTpaHeHHOCTb cocTaBuiia 0kono
11 % [70].

B EBpone ogHOUEHTPOBbIE UCCle-
[OBaHWA BblIABUNM BapuabenbHylo pac-
npocTtpaHeHHocTb HTM, coctaBnAaBsLyio
ot 13,3 % B Nepmanumn 0o 5 % (y B3poc-
neix ¢ MB), no paHHbIM HeplaBHero
nccnefoBaHMA pacnpocTpaHeHHoCTH,
B Benuko6putaHum [71]. Bo ®paHunn
no pesynsrataM MHOFOLEHTPOBOIO MC-
cnegoBaHuA coobwanocb 0 pacnpo-
CTpaHeHHoCTU, paBHou 6,6 %, Nnpuyem
M. abscessus vaeHTUdULUMpPOBaNn Kak
Hanbonee 4acTo BCTpeyvaloLwminca naTo-
reHHbIN MuKkpoopraHmam [72]. NMockonb-
KY KOHTPOJ1b YCUNUNCA OAHOBPEMEHHO C
pacwmpeHneM MeToamk 1abopaTopHon
OVarHoCTUKKU, TPYAHO OLEHUTb, oTpa-
KaloT N 3TW NokKasaTenu yBennveHune
pacnpocTpaHeHHOCTU AN MOBbILWEHWEe
cnocobHocTu BbigenaTs HTM.

2.2. KnuHunyeckoe TeueHue

Yacto 6bIBaeT TpyAHO onpeaenunTb,
yka3biBaeT nu BbigeneHne HTM Ha ko-
JIOHM3aUuIo UK Ha 3aGoneBaHue, KOTo-
poe TpebyeT neyeHnA aHTUGUOTHKAMU.
B 2007 . AMepukaHckoe TopakanbHoe
obuwecTteo (ATS) u AmepukaHckoe 06-
LLEeCTBO NO MH(peKUMoHHbIM 3aboneBa-

HuAm (IDSA) nepecmoTpenu pykoBoa-
CTBO MO ANArHOCTUYECKUM KPUTEPUAM
6ones3Hu nerkux, BbizsaHHon HTM [73].
KpuTepuu BkatoYaloT KIMHUYeckne
CUMMATOMBbI U TEHU B BUAE MHbUNLTpa-
TOB WV MONOCTEN HAa PpEHTreHorpaMmme
rpyoHomn KNeTku niam KOMMNbOTEPHON
TOMOrpamMmMe BbICOKOrO pa3peLueHus,
4YTO NokasbiBaeT MynbTudOKanbHble
OGpPOHX03KTa3bl C MHOXECTBEHHbIMM
Menknmu ysenkamu. Mukpobuonoru-
YECKMMU KPpUTEPUAMU ABNAIOTCA MO-
JIOXUTeNbHblE pe3yNbTaThl NOCEBA ABYX
oTAenbHbIX 06pa3LLOB MOKPOTbI UK
MaTepuana, NnoJly4eHHOro No KpamHen
Mepe Npu ofgHOKPaTHOM NPOMbIBaHUU
nnu naeaxe 6GPOHXOB.

Mpu MB knuHuyeckne cMmMnTOMbI,
Takue Kak yBenvyeHue obpasoBaHuA
MOKPOTbI, CHUXXEHMe Beca, nuxopagnka,
MOTAMBOCTb MO HOYaM UK yXyALleHne
YHKUMM Nerknx, MoryT 6biTb 06ycnoB-
neHbl o6ocTpeHnem GakTepuanbHoOMn
MHdeKunn nnn anneprumyecknm 6poH-
Xonero4HblMm acneprunnesom. Korga
3TN KJIMHUYECKME CUMMTOMbI BO3HUKA-
10T, HECMOTPA Ha Kypcbl aHTUONOTMKOB,
BBOOMMbIX BHYTPMBEHHO, NN NIeYeHne
acneprunnesa, NPUYNHON NX MOTYT AB-
natecA HTM, n aTo cnegyeT yunTbiBaTh
npwu guarHoCTUKe.

YcTaHOBNEHME CBA3U MEXAY XPOHU-
yeckon nHdekumen, sbiasaHHon HTM,
M KIIMHUYECKOW TAXECTbIo 60M1e3HM oc-
JIOXKHAETCA MHOTMMU hakTopaMu, KOTo-
pble BAUAIOT Ha yYXYALIEeHNe COCTOAHMA
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opraHoB abixaHua npu MB. CornacHo
6a3e paHHbIX No 1216 nauneHtam ¢ MB
1 536 nsonatam HTM, B rpynne ¢ XxpoHu-
yeckon nHdekumen, soizsaHHon HTM,
0COBEHHO NMpU XPOHUYECKON UH EK-
uun, obycnosneHHon M. abscessus,
oTmMeyvanacb 6onee BbICOKaA CKOPOCTb
€XerogHoro CHMxeHua GyHKUun ner-
KuX (B MpOLIEHTaxX OT MPOrHO3MpPyemMoro
ob6bema dopcnpoBaHHOroO Bbigoxa 3a
1 cekyHay [FEV1]), 4YEeM B KOHTPOJIbHOW
rpynne c koppektuposkon no FEV,, Bos-
pacTy, nony, XxpoHuyeckon nHdexkunm,
BbI3BaHHOW Pseudomonas, HepocTaTou-
HOCTW NUTaHWA, caxapHoMmy anabeTy,
obycnosneHHomy MB, n annepruyecko-
My 6GpOHXONero4yHoOMy acneprunnesy
(ABNA) [70].

2.3. ®akTOopbl pUckKa

[MpoBepeHHoe Bo ®paHunm nccnepo-
BaHWe TUNa «Cny4an—-KOHTPONb» MNo-
Ka3ano, 4to muweHaAmn M. avium n
M. abscessus ABNAIOTCA pa3Hble Mo-
nynaunm nuy, ctpapatowmx MB: npu
ONarHocTuKe C Lenblo BblABJIEHMWA
HTM MAC-nonoxuTtenbHble naymneH-
Tbl OKa3anucb 3Ha4YMMO cTaplle, Yem
nauuneHTbl, NokasaBLuMe NMOJIOXUTENb-
HbIM pe3ynbraT uccnepgoBaHmA Ha M.
abscessus (23 ropa npotus 17 nert),
npu 3Tom 75 % NauneHToB, Y KOTOPbIX
BblABNEeHa konoHusauna MAC, 6biiu
ctapue 16 net. [NpoxoxaeHne no kpamn-
Hen mepe O[HOro Kypca aHTMBMOTUKOB,

Ha3HayaeMbIX BHYTPMBEHHO, B Te4YeHMe
roga Ao BK/IOYEHUA B UccnepoBaHue
n BblaeneHue Aspergillus sp. aBna-
nucb akTopamum pucka, CBA3aHHbIMMU
¢ M. abscessus. OgHako ABJ1A He 6bin
3Ha4YMMbIM HakTOpoOM AnA MHGeKUnmn
M. abscessus [74]. B 6a3e gaHHbIX No
1216 nauueHtam ¢ MB n 536 nsona-
Tam HTM 6onee BbicokanA pacnpocTtpa-
HeHHocTb S. maltophilia v Aspergillus
fumigatus oTmeyeHa B rpynne nauu-
€HTOB, KoJloHu3npoBaHHbix HTM [70].
[Opyroe HepaBHee uccnegoBaHne no
TUNY «CNYyY4aN—KOHTPONb» C y4acTUeM
30 naumeHTOB Cc 3a6oneBaHuUeM, Bbl-
3BaHHbIM M. abscessus, KOTopble coO-
OTBETCTBOBaNUN KpuTepuam AmMmepukaH-
cKoro TopakanbHoro obuiectsa [73], He
BbIABWJIO NONOXUTENIbHOWN KOPPENAaLnm
Mexay 60ne3Hblo nerkmx, Bbi3BaHHOMN
M. abscessus, n NpUMEHEHUEM UHTrana-
LMOHHbIX NpenapaToB (aHTU6NOTUKOB,
pekomMObUHAHTHON YesiloBeYecKon pe-
30KCUPNBOHYKNeasbl U cTeEPONAOB)
WY a3uTPOMMLMHA B HU3KNX [O3aX B
TeyeHue 4 neT, NpeLecTBOBaBLUMX Bbl-
deneHunio M. abscessus [75]. B peTpo-
CNEKTUBHOM MCCNe[0BaHMM C yHacTUEM
12 naumMeHTOB, NOKa3aBLINX MONOXUN-
TeNbHbIN pe3ynbraTt noceBa Ha HTM,
6 NnauMeHTOB COOTBETCTBOBANU KpPU-
Tepuam ATS no 3aboneBaHuIo Nerkux,
Bbl3BaHHOMY HTM. Y Bcex aTux naum-
eHTOB Habnloganacbk He[OCTaTOYHOCTb
noa)kenyaoyHonm xenesbl, n 6 naymeH-
TOB NPOLUNN ANUTENbHbIA KypC Nieve-
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YcnoxHeHune npo6nem, obycnoneHHbix MB: HoBble HbEKLUMN...

HWA cTepouaaMn CUCTEMHOIO AeNCTBUA
[76]. OpHako kpynHomacwTabHoe uc-
cnefoBaHMe pacnpoCcTPaHEeHHOCTH B
CLUA He nokasano, 4To Tepanua cTepo-
MaamMu CUCTEMHOTO AeNCTBMA ABNAETCA
dakTopoM pucka [68].

[aHHble No AnMTENbHOMY MpuUMe-
HEHWIO a3NTPOMMULINHA B Ka4ecTBe Npo-
TUBOBOCMAaNMTENbHOrO Npenaparta npu
MB npoTtuBopeuunBsbl. UccnepoBaHue in
Vitro BbIAIBUNO, YTO a3UTPOMULNH 6no-
KMpoBan aytodarocomanbHbIN KNMPEHC
nyTem npepoTBpaleHna aumanduka-
umm nusocom. B mogenbHom nccnepo-
BaHWM Ha MblLLax TakaA ankanMHu3auma
ayTodarocom Hapyliana BHYTpuKIe-
TOYHOE YHMYTOXeHne MukobakTepumn
1 yBenM4uBana BblpaXeHHOCTb XPO-
Huyeckon nHdbekuum, obycnoBneHHon
HTM [77]. B uccnepoBaHuu, nposeaeH-
HoMm BO ®paHumu, He GbIIO BbIABNEHO
NOJIOXUTENbHOW KOPPENALUn Mexay
3aboneBaHueM Nerkmx, BbI3BaHHbIM
M. abscessus, n npuMeHeHUem asu-
TPOMUUMHA B HU3KUX [03aX B TEYEHWE
4 net, NpeALecTBOBaBLUNX BbIAENIEHUIO
M. abscessus [75]. B kpynHon koropTe
B CLLIA no paHHbIM Peructpa naumen-
TOB, CTpajaloLWwmX MyKOBUCLULO30M,
191 naumeHTa, NokasasLlero nNono-
XXUTENbHbIW pe3ynbTaTt Npu noceBe Ha
HTM B 2011 r. » He Nnoka3aBLuero Ta-
koro pesynbsrata B 2010 r., cpaBHMBanm
¢ 5212 KOHTpPONbHbIMK cybObekTamu,
MMEBLUMMM OTPULATENbHbIN pe3ynbTaT

nocesa Ha HMT B 2010 n 2011 r. Cpegu
noapOCTKOB U B3POC/bIX NAaLUEHTOB,
nony4aBLUNX OJUTENbHYIO Tepanuio as3u-
TPOMULMHOM B Te4YeHue HaubonbLIero
yucna NeT, oTMeYanacb MeHbLUanA BEPO-
ATHOCTb Pa3BUTUA UHDEKL MM, BbI3BAH-
Hon HTM [78]. A3uTpoMuumnH moxet
6bITb faxe 6onee acdekTMBHbIM ANA
npodunakTnkm nHdbekuun, obycnosneH-
Hbix HTM, cpeau nauMeHTOB, Y KOTOPbIX
HTM paHee He BbIABNANUCH.

2.4. JleyeHne

Mocne yctaHoBNEHUA anarHo3a nHdek-
umMun nerknx, BoidasaHHon HTM, TpyaHo
obecneynTb apagmkaLmio MUKpoopra-
HU3MOB, U ANA NpefoTBpaLleHnsa pas-
BUTUA NIEKAPCTBEHHOW YCTONYUBOCTU
Heo6Xo0AUMO MCMoNb30BaTh TPU MU
6oJiee NnekapCcTBEHHbIX Npenaparta npo-
TuB HTM.

JleyeHue nHdekunmn, BbiIsBaHHOM
HTM, moxeT 6biTb ANUTENbHbIM.
B pykoBoactBe AMepukaHCKON TO-
pakanbHOW accouMaumMn pekoMeHay-
eTcA NpoOBOAUTbL JleyeHne B TeyeHue
no MeHblien mepe 12 mecALeB nocne
TOro, Kak NoceB MOKpPOTbI CTaHOBUTCA
oTpuuaTenbHbiM (Tabnuua 1). Ha6nio-
paetcA cnaban koppenauna mexay
YyBCTBUTENIbHOCTbIO in Vitro n addek-
TUBHOCTbIO in Vivo, 3a UCKJIIOYEHNEM
Makponugos [78, 79].
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Ta6nuua 1. PekomeHayemble cxeMbl JiekKapCTBEHHON Tepanuu uHdekunm,
BbI3BaHHOWN pacnpoCcTpaHeHHbIMU HETyGepKyne3HbiMu MukobakTepuamu [79]

Bupa muko6akre-
pvi

Komnnekc
Mycobacterium
avium

250-500 mr/cyT

1. Knaputpomuuun 15-30 mr/kr/cyT (makc. 1 1) nnm asuTpomMULUH

2. Pudbamnuuyun 10 mr/kr/cyT (makc. 600 mr)
3. 3tambyTon 15 mr/kr/cyT

Cxema nekapcTBeHHOW Tepanuu

aento

Mycobacterium
abscessus

1. AsutpomuumH 250-500 mr/cyT
2. LledpokeuTun B/B 200 Mr/kr/cyT (Makc. 12 1)
3. AMukaumH B/B 10-15 mr/kr/cyT unn 25 mr/kr Tpu pasa B He-

AnbTepHaTUBHbIe Npenaparbl:
Mmunexem B/B oT 1 go 2 rlcyt
TwreuunknuH B/B 50 mr/cyT
JNnHezonug 300-600 mr/cyT

AmukaumH B hopme uHranaumii (pasbasneHHbin B 3 ma dusmno-
noruyeckoro pacteopa) 250-500 mr aBa pasa B CyTKu

2.5. TpaHcnnaHTauua

Touka 3peHnA OTHOCUTENbHO TOro, YTO
HTM, ocobeHHo M. abscessus, npeg-
cTtaBnAT abcoNioTHOE NPOTUBOMOKA-
3aHWe AnA TpaHcnnaHTauum nerkux,
nocreneHHo nameHnAeTcA. B oByx Henas-
HUX PETPOCMNEKTUBHbIX UCCeAOBaHNAX
He BbIAB/IEHO YBENMYEHUA CMEPTHOCTMU.
B nepBom uccnenosaHun, nposegeHHOM
B laHuu, coobuianochk o 52 nauneHTax,
KOTOpble NepeHecnn TpaHcnaaHTaunio
nerkux B nepuop mexay 1994 n 2011 r.
Cpeawn Hux B 11 cnyyaax Habnioganacb
KonoHusauunAa M. abscessus, [eBATb U3

3TUX CNy4YaeB COOTBETCTBOBANMN KpuUte-
puaM AMEpPUKaHCKOro TopakanbHOro
obwecTtBa; y 5 60/bHbIX OblNa oTMe-
YyeHa akTuBHaA nHdekuma. Umenun me-
CTO HEKOTOPblE NOcneonepaLoHHbIe
OCNOXHeHUA (Hanpumep, MHbeEKLMA
rny6oKknx TKkaHen, cTepHabHbI ab-
cuecc), Ho ¢ UHdeKLMAMN, BbI3BaHHbI-
Mu M. abscessus, netanbHbIX NUCXOL0B
cBA3aHo He 6bino [80]. Bropoe uccne-
JoBaHWe npepacTtasnaAno cobom petTpo-
CMEKTUBHOE NCCief0BaHUE C y4acTmem
13 naumMeHTOB, KOTOpPbIE, COrNAcHO Kpu-
TepuAM AMEPMKAHCKOro TopakaibHO-
ro obuiectsa, 661N NHPULMPOBAHDI
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M. abscessus. Bce oHn nony4ann kom-
6uHauNIo aHTUOBNOTUKOB (LLehOKCUTUH,
KNapUTPOMULIMH N aMUKaLWH) B Teve-
HWe No MeHbLuen Mepe 6 Heaenb nocne
TpaHcnnaHTauum nerkux. JletanbHbix
ncxonos, 00ycnoBneHHbIX UHMEKLMEN,
Bbl3aBaHHOW M. abscessus, He OTMe4YeHOo
[81]. XoTAa mo v nocne TpaHcnnaHTaumum
JNIErKMX pekoMeHaoBaHa arpeccmBHan
Tepanua, spagukauma MUKPOOpraHus-
MOB nepea TpaHcnnaHTauuen vyacTto
npeactaBaAeT TPYAHOCTU, U Y Nayu-
eHTOB ¢ nHdekunen, BbizaBaHHon M.
abscessus, BO3MOXHa TpaHcniaHTauua
nerkux ¢ 61aronpuATHbBIM NPOrHO30M
B OTHOLLEHUWN BbI)XMBAEMOCTM.

FpubkoBble NHGEKLUN

Bonpoc o Tom, anAtoTcA nu rpubol
B nierkom npu MB «MonyanuebiMu Ha-
6niogatenAaMu» UKW UX cneayeT pac-
cMaTpuBaTb Kak UCTUHHbIE NATOreHbl,
6bIn NnpegMeToM auckyccui [82]. Mnec-
HeBble rpubbl MOryT BHOCUTb CBOM BK/1apg,
B MECTHYIO BOCNaNUTENbHYIO peakuuto
1 NO3TOMY — B MporpeccupytoLlee yxya-
weHne ¢yHkunm nerkmx [83]. B cBA3m
C BO3pacTatloLLel COXXHOCTbIO NleveHun,
BKJIIOYAlOLLLEro Tepanuio aHTMboTnkamm
1, B YaCTHOCTU, UHTaNALNOHHbBIMWN aHTU-
6MoTMKaMun, BHUMaHNE K TpUOKOBbIM
MHdEeKUNAM ycunmnocb U HakonuImcb
DaHHble 06 UX KITMHUYECKOWN BaXXHOCTW.

KonoHuszauua rpnbkamn y nauu-
eHTOB ¢ MB BcTpeuaeTcA 4acTto, npu
3ToM npeobnapaet A. fumigatus [84—
86]. [lo 40 % nauuneHTOB, CTpagaoLWmnx
MB, konoHusunpoBaHbl Aspergillus [87].
ABJIA npepnctasnAaet cobon Hanbonee
noapo6HO onncaHHyl HO30M0rMYe-
ckyto hopMy, OAHaKO Apyrue neroy-
Hble MHdEeKLMK, Bbi3BaHHble Aspergillus,
BKJIIOYAOT GPOHXMUT, 0OYCNOBNEHHbIN
Aspergillus [88], meHee YacTo BcTpe-
YaUWNNCA UHBA3UBHbIN IETOYHbIN
acneprunnes u MHorga — acneprun-
nomy. Ponb Aspergillus B 3abonesaHumn
nerkmnx npn MB, nomumo ABJIA, octa-
eTcA MeHee AcHOW. HepaBHAA paboTa
nokasana, YTo ceHcubunmnsauus, Bbl-
3BaHHanA Aspergillus, n/wnn nHdekumna
ObIXaTeNbHbIX NyTeN KOPPENUPYIOT Npu
MB ¢ xynwum nokasatenem FEV, [89].

MepBble npoABneHnAa 6poHxuTa,
Bbl3BaHHOro Aspergillus, BkntovaioT
Kawenb, yBennyeHme obpasoBaHuA
MOKPOTbI, CHUXEHNE PYHKLUN Nerkux
1 OTCyTCTBME OTBEeTa Ha aHTubakTepu-
anbHylo Tepanuio aHTMbnoTukamu. Y He-
KOTOpbIX NauneHToB HabnogaeTcA no-
BbllleHWe ypoBHA IgE, n nx cocrtoAaHne
paccmaTpuBaeTCcA Kak paHHAA cTaguA
ABJ1A [88]. Y aTux 60nbHbIX MOTYT 6bITb
BbiABNEHbI IgE n IgG, cneynduyHble
B OTHoweHun Aspergillus, Ho OHUN He
cooTBeTCTBYIOT KpuTepuamu ABJTA [90].
HabniopatoTcAa U3MeHEHMWA NpuU peHTre-
HONIOrMYeCcKNX nccnenoBaHuAx, Takme
Kak MHduneTpaThl, aTenekTas u 6pPoH-

64

Jonraa xu3Hb ¢ MyKOBMCLMLO30M

X09KTa3bl. PekomeHayembiM cpeacTeom
nlevyeHund B LENoM ABNAIOTCA a3onbl [88].

MHBa3uBHbIN NEroYHbIN acreprun-
ne3 HabnogaeTcA rnaBHbIM o6pa3zom
y naumeHToB ¢ MB, nepeHecLumx TpaHc-
nnaHTaumio nerkmx. UameHeHua B ner-
KOM HOCAT Anddy3HbIN XapakTep, Npu
aTtom Aspergillus npoHWKaeT B CTEHKY
6pPOHXOB, BbI3blBaA pa3BUTUE NHOUNb-
TpaToB B NErknx, NMHEBMOHUIO Un ab-
cuecchl nerkoro. finarHos asnAaercA
OOMNONHNTENIbHBIM U OCHOBbIBAeTCA Ha
Takux HabnpaeHnAxX, Kak KpoBoxap-
KaHbe, pocT Aspergillus B noceBax
MOKPOTbI UM BPOHX0aNbBEONAPHON
JlaBaXKHOM XMAKOCTU, NONOXUTENbHAA
peakuuAa Ha ranaktomMaHHaH B GpPOH-
X0aNbBEOSIAPHON NaBaXKHOWM XUAKOCTU
(6onee 1 Hr/mn) [91, 92]  nonoxuTenb-
HbI TecT Ha IgG npoTtus Aspergillus.
CuMNTOMBI BKNIOYAIOT Kalleslb, OAbILLKY,
NNXopagkKy, KpoOBOXapkaHbe, CHUXEHUNE
dyHKUUNM nerkux n 6onu B rpyau, He-
CMOTpPA Ha neyeHne aHTUBNOTMKaMMU.
Tepanua o6bl4HO BKAOYaET BHYTpU-
BEHHOE BBeAEeHUe NpoTUBOrpmnbKOBbIX
npenapaToB C Nocneayowmnm Ha3Ha-
YeHMeM a30J10B BHYTpb. B HEKOTOpbIX
cny4aAax MoxeT 6bITb fo6aBneHa nHra-
NALWOHHAA Tepanua NpoTnBorpumobko-
BbIMW NpenapaTtamu. B pegkux cnyyanax
HabnogaeTca poct Aspergillus B paHee
CyLLECTBOBABLLEW NOJIOCTU, U 3TO MOXET
npusoauTb K acneprunnome [93].

Momumo Aspergillus spp., Hanbonee
4acCcTbIMU FpI/I6KOBbIMI/I MNaTOr€éHHbIMU

MUKpPOOpPraHMaMamu, BblaenAaeMbl-
MU 13 o6pasuoB, B3ATbIX N3 OPraHOB
ObixaHunAa nauneHToB ¢ MB, aBnaioT-
cAa Scedosporium spp. [84-86, 94]
n Exophiala dermatitidis [84-86]. NHo-
roa Moxet obHapyxuaTbcAa Geosmithia
argillacea [84]. Trichosporon spp. no-
TeHUManbHO MOXET ObITb CBA3aH C TA-
XenbiMU 060CTPEHMAMU Y NaLUEHTOB
c MB [95].

OnucaH WMPOKUIA CNEKTP KNNHU-
yecknx adpdekToB rpnbKoBbIX NHDEK-
unn. E. dermatitidis MoXeT MHULUUPO-
BaTb BbIpabOTKy aHTUTEN U BbI3blBaTb
3HaYUMYI0 MHMDEKLMNIO AblXaTeNbHbIX
nyten y naymentoB ¢ MB [96]. Coo6-
wanocb 06 OTCYTCTBMM KOppenaumm
MeXnay CeEHCnbunmnsaumen K Komniekcy
Scedosporium apiospermum v yxypuie-
Huem dyHKuum nerkmnx npu MB [97]. Oa-
HaKo B cry4dae 6onee TAXENOoN Nero4Hon
nHdekumm, BbiI3BaHHOM S. apiospermum
y nogpocTtka ¢ MB, 6bin10 npoBegeHo
addekTMBHOE NeyeHne Hebynunsmpo-
BaHHbIM BOpuKoHa3onom [98]. Onuca-
HO Ccepbe3HOE YXyALleHNEe COCTOAHUA
B TeYeHue 2 NeT oT ypoBHA DYHKLUN
nerkux (FEV,), npesbiwasiuero 50 %,
[0 Heo6X0AMMOCTM TpaHcnnaHTauum,
npy 3TOM OCHOBHbIM MATOr€HHbIM MU-
KpOOpraHn3Mom npu nocese MOKpOTbI
B TEYEHME BCErO 3TOro nepuoga AsnAacA
S. apiospermum [99]. Hanbonee yacto
BbigenAembiMu npu MB gpoxkeBbiMu
rpubkamu asnatoTca Candida spp. [85].
OpHako onpefeneHHana ponb Candida
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ocTtaetcA HeAcHon [100]. YcTtaHoBneHa
KoppenAuua ceHcmbunnnsaumm, Bbi3aBaH-
How Aspergillus, Ho He Candida, ¢ 60-
Jiee BblPaXKeHHbIM CHUXEHUEM ¢yHK-
uMun nerkmx n oboctpeHnAMn 6one3Hn
nerkux [101].
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'TIABA 4

Ycno)xxHeHue npob6nem,
obycnoBneHHbix VIB: punaber

n 3aboneBaHune Kocrteun,
Bbi3BaHHble VB

Benjamin G. Challis, BeepeHue

Amanda I. Adler,

Maria Luisa Bianchi 3HaunTeNbHOE NoBbIleHNe 3 heKTUB-
HOCTU ANArHOCTUKU U NEYEHUA OCIOX-
HEHUI CO CTOPOHbI OPraHoB AbIXaHuA
npu mykosucuugose (MB) npusoant
K TOMY, 4TO 6osiee pacnpocTpaHeHHbI-
MU CTaHOBATCA 9KCTpanyfbMoOHalbHble
ocnoxHeHuA. Bce 6onee n 6onee Bax-
HbIM MpeAcTaBNAeTcA KOHTPONb 3TUX
9KCTpanynbMOHaNbHbIX OCNOXHEHUMN,
NMOCKOJIbKY OHU MOTYT BbI3bIBaTb TAXE-
Jible CUMMTOMbI U BAMATb Ha Ka4ecTBO
XXM3HW, @ B HEKOTOPbIX CllyYaAX — 1 Ha
NpPOAONMXKUTENBHOCTb XU3HU. B HacTo-
ALLEN rnaBe BHUMaHUE CKOHLEHTPU-
poBaHO Ha ABYX Takux npobnemax —
caxapHom gunabeTte, BbiaBaHHOM MB
(COMB), n 3aboneBaHuun Kkocten, 06-
ycnosneHHom MB. O6a coctoAaHuMA nme-
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10T CMeLUaHHYI0 3TUONIOTUIo, BKIlOYa-
IOLLYI0 HEMOCPEACTBEHHO HapylueHue
dyHKUMKM 6enka TpaHcMeMbpaHHOro
perynaTtopa nposoaumoctu (CFTR) n
KOCBEHHbIe BINAHWA, Takue Kak OCNoX-
HEeHWA, CBA3aHHblIe C NPUMEHEHUNEM
niekapcTs (HanpuMmep, ¢ NpUMEHEHUEM
KOPTUKOCTEPOMIOB).

CaxapHbiin gnaber,
Bbi3BaHHbIN VIB (CIMB)

COMB npepncrtaBnaet cobon Hambonee
pacnpocTpaHeHHOe 3KCTpanyibMOHanb-
HOe OCNoXHeHwue, BbiaBaHHOe MB, ko-
TOpOE accouMnMpoBaHO CO 3HAYNMOM
3a60neBaeMOCTbIO U CMePTHOCTbIO [1].
B HacToAwem paspene o6eyxpaetca
anuagemuonorua, natodusnonorva, ana-
rHoctuka u nevyeHune CIAMB ¢ ocobbim
BHMMaHMEM K HEKOTOpbIM M3 Hanbonee
NpoTMBOpPEYnBbIX NPobreM, TakKUM Kak
CKPUHWHT U ne4veHue.

1.1. Anuaemuonorua CAMB

XoTA B pAje coobLEeHNN O KOHKPETHbIX
cny4vanax onucan COMB y geten camoro
MfiagLlero Bo3pacTta, cTpagaowmx MB,
CTabunbHbIN caxapHbln auabeT B nepBoM
AecATUNeTnn XXN3HM ABNAETCA peakum.
PacnpoctpaHeHHocTb CIMB Bo3pacTaeT
C BO3pacTom, Npu 3Tom 3a6oneBaHue Ha-
6Gnionaetca y npumepHo 2 % aeteit, 19 %

nogpoctkoB 1 50 % B3pocnbix B CLLIA [2]
ny 22 % noppocTkoB (Mnagwe 18 ner)
1 52 % B3pocnbix (cTtapwe 40 net) B EB-
pone [3]. AHanornyHo y B3pocsibix nauu-
eHToB (cTapLue 20 neT), ctpapatowmx MB,
KOTOpbIX Habnopanu B TeyeHne 5 ner,
pacnpocTtpaHeHHocTb COMB yBenuuun-
nacb ¢ 25 go 53 % [4]. B Benuko6puTa-
HUK pacnpocTpaHeHHocTb CAMB cpean
B3pOCbIX cocTaBnaeT npumepHo 30 %,
npu 3TOM HapyLleHWe ToNepaHTHOCTU
K FN0KO3€e NOATBEPXAEHO Y MOJIOBMHbI
nauuneHTos [5].

ExeropgHana 3a6onesaemoctb CIMB
TakXe 3aBMCUT OT BO3pacTa B Nepuog, 4o
YETBEPTOro AecATUNETUA XU3HU, Npu
3TOM coobLianocb 0 YacToTe pas3BUTUA
3aboneBaHuA, pasHon 1-2 % y peten
(mnagwe 10 net) u 6-7 % y B3poOCNbIX
(30-40 nerT) [6]. Puck CAMB He3aBucumo
KOppenupyeT ¢ Knaccom MyTauuu reHa
CFTR (myTauuun reHa CFTR I v Il knac-
coB), HapyweHneMm OyHKLUU Nerkmx
M rnevyeHun, Tepanunuen KOPTUKOCTEPOU-
[aMu, LOMNONIHUTENbHbBIM Ha3HaYeHNEM
dhepMeHTOB NoaXenynovyHON xenesbl
M XXEHCKMM MOJIOM, XOTA NPpUYMNHa Ta-
Koro nosioBoro gnmopdunama ocraerca
HeAcHon [6-8].

1.2. Natodusuonorua CAMB

CAOMB npepctaBnaeT cobot HO3010-
ruyeckyto opmy, oTnmyaloLwyoca ot
caxapHoro guabeta 1 1 2 TUNoOB, HO OH
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MMeeT KIIMHUYeckue u natohunanono-
rnyeckme ocobeHHocTH, obme ¢ 060-
nmu 3abonesaHnamu. MaTonorunyeckan
byHKumna reHa CFTR BbI3blBaeT HapyLue-
HWe cekpeuunmn xnopuga, bukapboHaTta u
XNOKOCTU B I'IaHeraTI/IKO6I/IJ'II/IaprIe
NPOTOKMK, YTO NMPUBOAMUT K BbipaboTkKe
BA3KOro cekpeTa u ByieveT 3a cobom no-
BpeXAeHne NpoTOKOB MNOAXKENYA04YHON
Xesie3bl U HapyLLeHne KPpoBOTOKa B TKa-
HU nogxenynodHon xenesbl. [Nocne-
aylouiee vwemmyeckoe nospexaeHve
9K30KPUHHOW YacTu NOAXeNya04HON
enesbl, 3a KOTOpbIM creaytoT ¢hpunbpo3
M XnposBaa UHGUNLTPaUnUa, NPUBOANT
K MporpeccupylowemMy pas3pyLieHuio
W yXyoweHunio hyHKUUN SHAOKPUHHBIX
[B-kneTok n, B KOHEYHOM UTOre, K HeOO-
CTAaTOYHOCTU MHcynuHa. MNpu aytoncum
He BbIABJIEHO YCTOWYMBOW KOppenaunm
MeXAY CTeneHblo yTpaTbl B-KneTok
n COAMB. BbickazaHo npepnonoxe-
Hue, 4YTO B natoreHe3 CAMB, nomumo
YMEHbLUEHNA Yncna B-KﬂeTOK, BHOCAT
BKNaf yBeNu4eHue OTN0XEHUA aMUIo-
uaa B OCTPOBKax U MHAYKUUA cTpecca
aHAoONNasmMaTU4Yeckoro peTukynyma
[9, 10]. OpHako, B oTnn4Me oT caxap-
Horo anabGeta 1 TMna, UMeeTcAa Mano
cBMOeTenbCTB, YKa3dbliBalownx Ha 1O,
4YTO noBpexpaeHue B-knetok npu CAMB
06ycnoBAEHO MMMYHOJIOTUYECKUMMU
MexaHu3MaMu unu moanduumnpyetca
reHamu, onpegenaloWMMN Npegpac-
NMONOXEHHOCTb K ayTOMMMYHHOW naTo-
norun [11, 12].

HapyLeHHanA cekpeuns MHCyNnHa AB-
JIAETCA XOPOLUO M3BECTHbIM, HO HeJoCTa-
TOYHO M3YYEHHbIM NaTONOrMYECKUM NpPU-
3HakoM C[AMB, koTopbiii Gbls1 BbIABNEH Y
Monoabix nauneHtTos ¢ MB c B ocTanb-
HOM HOPManbHOW TOJIEPAHTHOCTbIO K
rnioko3e oo passutua CAMB [13-15].
YpoBHU uHcynuHa n C-nentnaa B nnasme
KpOBU HaToLWaK MoryT 6bITb HOPManbHbI-
Mu, nepsasn (asa cekpeuun NHcynnHa
HapyLlleHa, 4To 3ameanAeT n ocnabnaer
BbICBOOOXAEHUE MHCYNMHA B OTBET Ha
nepopanbHyio Harpysky riniokosou [16,
17]. HegaBHO Nony4YeHHble AaHHbIe yKa-
3bIBalOT Ha TO, YTO HapyLLEHME cexpeLmm
MHCYNIMHA MOXET ABNATbCA Hernocpen-
CTBEHHbIM pe3ynsTaToM aedekTa reHa
CFTR, nockonbKy B He6onbLOM mUccre-
[OBaHUU ¢ y4acTUeM cy6beKTOB C MyTa-
umen G551D reHa CFTR neveHwne npe-
napaTom usakadTop — NoTEHUMATOPOM
reHa CFTR — yBenn4neano cekpeumio
MHCyNUHa BO Bpemsa nepsou dasbl [18].

HapyweHHana cekpeLma MHKpeTU-
HOBbIX TOPMOHOB, BK/lOYaA rnoKaro-
Honogo6HbIn nentua 1 (FMM-1) n rio-
KO303aBUCUMbIA UHCYIMHOTPOMHbIN
nonunentug (FTUM), Takxe urpaet posnb
B CHUXEHWUN BblpabOTKN MHCYNWNHa
Ha nepopajibHOe BBEAEHUE TNOKO3bI.
IMMN-1 n TN cekpeTupytoTca aHTEepoO-
9HAOKPUHHbIMK L-kneTkamum B OTBET Ha
YBENMYEHNE COAepXKaHUA XXUPOB U yrie-
BOJOB B MPOCBETE KMLIEYHUKA. ITU Fop-
MOHbI ABNAKOTCA BaXXHbIMMW onpeaenaio-
wmmMn pakTopamum rnoctnpaHamanbHoOm
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rMMKEMUUN NO NPUYMHE UX CNOCOBHOCTM
CTUMYNUpPOBaTb CEKPELMIO UHCYNNHA.
NHTepecHO, 4TO Yy NauneHToB, cTpaja-
towmx MB, oTMmeyeHa HU3Kaa nocTnpax-
AunanbHafa CTUMYNAUNA BbicBOOOXAeHMA
IMr-1 v TNM-addekT, KOTOpPbIN MOXET
ObITb YCUNEH AOMONIHUTENIbHLIM Ha3Ha-
YyeHnem hepmMeHTOB NoaXenyaoyHomn
xenesbl [19].

Bknap pe3ucTeHTHOCTU K UHCYNUHY
B natoreHe3 CAMB sBnnaetca Bapua-
6efbHbIM, 1 Ha HETO B NEpPBYI0 ovepedb
okasblBaeT BAMAHWE obLiee KNMHUYe-
CKOE COCTOAHME; NMPU 3TOM M3BECTHO,
4YTO aKTMBHaA UHdekumMA, BocnaneHue,
CHUXEHHanA yHKLMA Nerkmx u conyT-
CTBYlOLWLAA TepanuAa KopTMKocTepouaa-
MM CHUXAIOT YyBCTBMTENIbHOCTb K MHCY-
nuHy. B uenom nccnegosaHua nokasanu,
yto npn CAMB oTmeuvaetca cnaban ne-
pudepuryeckad pe3nUCTEHTHOCTb K UH-
CYNuHY, Npu 3ToM y nauneHTos ¢ MB,
He cTpapaloWmnx caxapHbiM gnabeTom,
YYBCTBUTENbHOCTb K UHCYNIMHY COXPa-
HAeTcA [20]. OgHako paHee GbiBwan
HN3KOW YacToTa pa3BUTUA OXUPEHUA
B NONYNALUKN NAaLMEHTOB, CTPaAaloLwmx
MB, Bo3pacrTaert, 1 B 6yayLiem yBenuye-
HUE Macchl XXMpa MOXET CTaTb BaXXHbIM
onpegenAlWwuM GakTopoMm TonepaHT-
HOCTWU K rMoKo3e y nauneHTos ¢ MB [21].

1.3. KnuHunyeckne nponasneHua
1 OCJI0OXKHEHUA

CAMB pa3sBuBaeTcA He3aMETHO; Y MHO-
rMx nauMeHToB TeyeHue 6one3Hn ocTa-

eTcA 6eCcCMMNTOMHbBIM, U NIULLb Y OYEHb
MaJioro Yncna cybbekToB Habnogatotca
OYeBUAHbIE CUMMTOMbI TMNEPFIUKEMUN,
Takue Kak Noavypua unm nonuguncun.
Yauie cMMNTOMbl HapyLweHUA OCMOTH-
yeckoro gaBneHuna o60CTPAIOTCA B CU-
TyaumnAx, KOTopble NoBblWatoT nepude-
pUYecKyto pe3MCTEHTHOCTb K MHCYIUHY,
BKJ1I0YanA OCTPYIO NIErOYHY0 MHDEKLUMIO,
npUMeHeH1e rIOKOKOPTUKOUAOB, Ha-
3Ha4YeHne MMMYHOCYNpPEeCccaHTOB Mo-
cne TpaHcnaaHTaumm nnn notpebne-
Hue 60/bLINX KONMNYECTB YrneBoa4oB
[4]. Y ppyrux naumMeHTOB CUMMMTOMbI
BO3HUKAIOT B pe3ynbraTte runoriukeMuu,
Habnogaemomn Yepes HeCKOJIbKO 4YacoB
nocne npuemMa NuLLM, 4TO OTpaxaert 3a-
OEPXKY cekpeumn nHeynuHa [22]. Xota
npv CAMB HefocTaTO4YHOCTb MHCYNMHA
npeactaBafeT cobon NepBUYHOE Hapy-
LueHuWe, B OTAINYME OT caxapHoro anabe-
Ta 1 TMna, pnabeTuyecknin KeToaunaos
ABNAETCA peakum, 4To, BEpOATHO, OT-
pa)kaeT YacTU4HOe coxpaHeHue 6a3anb-
HOW cekpeunmn MHCynmnHa B-knetkamu.

Y nauuwenToB ¢ MB, y koTOpbIx pas-
BMBaeTCA cMMNTOMaTUyeckana runepriv-
kemua, 6onee BEPOATHO MPOrpeccupy-
lolLlee CHUXeHMe MHAeKca Macchbl Tena
(MMT) 1 byHKUMM nerkmx Ao NocTaHoBKM
AnarHosa no cpaBHEHUIO ¢ 6ONbHbIMY,
KoTopbiM anarHo3 CAMB nocTtaBneH
npwu pyTMHHOM o6cnepoBaHuu [23]. AHa-
JIOTUYHO, UCCNeaoBaHUA ¢ NOMOLLbIO
CUCTEM HEMpepbIBHOTO MOHUTOPUHIa
YPOBHA MOKO3bl BbIABUIN, YTO Gonee

80

Jonraa xu3Hb ¢ MyKOBMCLMLO30M

3HauYNTeNbHbIE CYyTOYHble konebaHua
KOHUEHTpaunn rioko3bl KOPPENMpyoT
¢ 6onee BblpaXkeHHbIM CHUXEHMEM (yHK-
LMKM NEerknux N cocToAHMA nuTtaHua [24].
LaHHble, HegaBHO NOJIyYeHHbIe B MO-
OenbHbIX UccnefoBaHUAX Ha Mbllax,
YKasbIBalOT Ha TO, YTO FMNEpPriaMKemMun
npenATcTBYeT 6akTepuanbHOMY KNUpPEeH-
cy nerkux y CFTR-peUuMTHbIX MblLIEN
M cNoco6CTBYET COXpPaHEeHUIO NHpeKLMIN
[25]. Y nuu, ctpapatowmx MB, kKnuHu-
yeckoe yxyaweHue hyHKUMN Nerkux n
cHmwxeHne UMT HabniopaeTtca B nepuop
00 4 net 0o obHapy>xeHUA aaxe ensa 3a-
METHbIX HapyLLEHWA roMeocTasa rtoKo-
3bl [26, 27]. BbickazaHo NpeanonoxeHue,
yTO 3Ta «npenamabeTmnyeckan ¢gasa» AB-
NAETCA pe3ynsTaToM NpPorpeccupytoLen
HefoCTaTOYHOCTU 3-KNETOK U OTHOCU-
TeNbHOW MHCYIMHOMNEHUM U NOBbILIAET
3Ha4YMMocCTb aHabonn4yeckoro A4encTeuna
nHcynuHa npyu MB n HebnaronpuATHOro
BNUAHUA HEQOCTAaTOYHOCTU UHCYNNHA
Ha mMeTabo/IM3M MIOKO3bl, COCTOAHME
NMUTaAHUA U KIIMHUYECKMEe UCXOoabl Y 3TUX
nauuveHTos [27].

Mpn CAMB onucaHbl gnabetnye-
CKME MUKPOCOCYOMUCTbIE OCNIOXHEHMA,
KOTOpPble KOPPENUPYIOT C ANNTENbHO-
CTbiO caxapHoro anabeTta u KOHTponem
rMUKEMUN, NPUYEM HaNIUYME TUNepriv-
KeMUn HaTowak umeeTt ocoboe 3Haye-
Hue. B oagHOM uccneposaHum LLBapueH-
6epr n coaBT. (Schwarzenberg et al.)
BblABUAM, 4TO Yy NauuneHToB c CAMB 6e3
runeprankeMmnmn HaTowak He Habnopa-

JI0Cb NPU3HAKOB PETUHOMNATUM UK He-
¢pponatuun, B To BpemAa kaky 14 un 16 %
cy6BbEKTOB, Y KOTOPbIX OTMEYanach ru-
nepriavkeMmnsa HaTolak unm AavTenb-
HOCTb caxapHoro gvabeTta npeBbllana
10 net, UMeNN MecTo MUKpoanbbymm-
HYpPUA 1 PETUHONATUA COOTBETCTBEHHO
[28]. YacToTa pa3BuUTNA aBTOHOMHOM
HenponaTuu unu ractponaTum He 6bina
CBAi3aHa C runeprinkeMmen HaTowak m
okasaflacb CXOAHOW ¢ rnokasatenamu,
OTMeYaBLWMMUCA Y NaLUEHTOB, CTpa-
Jalowmx caxapHbiM gnabetom 1 Tvna.
YuunTtbiBaa aTn HabnogeHus, 6bis10 pe-
KOMEHAOBAHO HauYunHaTb NpoBeAeHUe
€>XXerogHoro CKpMHUHra Ha MMKpPOCO-
CYAUCTbIE OCNOXHEHWNA Y NauueHTOB
¢ CAMB, y koTopbIX runepravkemuma
HaToLWak MMena MecTo B TeyeHue 5 nert.
B otnuyune ot caxapHoro guabeta 1 u
2 Tuna, MakpoCoCyANCTbIE OCNOXHEHUSA,
BKJTIO4aA ulemuyeckyto 6onesHb cepa-
ua u uepebpoBackynapHyo 601e3Hb,
npu COMB B HacToALWee BpeMA peaku.
OpHako npu yBenn4eHun oxmaaemon
NPOAOIIKMTENIbHOCTU XU3HW U YacTOTbl
pa3BUTUA OXUPEHUA U TMNEPTOHNN BE-
POATHO, YTO MaKpPOCOCYAMNCTbIE OCMNOX-
HeHWA cTaHyT 6onee pacnpPoCTpaHEHHbI-
MV B Al@aHHOW MONynALMK NauMeHToB,
NoO3TOMYy pPeKOMeHAyeTCA NOCTOAHHOe
KNIMHMYeckoe HabnoaeHue.

Kpome Toro, no npuynHe ocnoxHe-
HuI nauneHTbl ¢ CAMB ymupatoT paHb-
e, 4emM nauuneHTbl, cTpagatowue MB,
HO He uMetolmne caxapHoro agnabera.
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XoTa y nauymeHToB ¢ CAMB Habniopa-
eTcA 6onblle CONYTCTBYIOLLMX HapyLUe-
HWI, YEM Y NAUNEHTOB, HE CTpadaloLmx
caxapHbiM gnabeTtom, NOBbILEHHbIN
puck cmepTu, kKoppenupytowuii c CAMB,
He 3aBUCUT OT APYrMX OCMOXHEHUN,
obycnoBneHHbix MB [1]. Co cmepTHO-
CTbIO KOPPENUPYET FMNEepPraMkeMma Kak
TakoBan [29].

1.4. CKPVIHUHT M ANarHocTuKa

YuunTbIBaA CKPbITOE M HaCTO KIUHNYECKM
6eccumnToMHoe Ha4vano CAMB u kop-
penaumio COMB c HebnaronpuATHbIMMK
KJIMHUYECKUMMN NcXodamu, BkJloYasn
(YHKUUIO Nerkmx, cocToAHMe NUTaHuA
M cMepTHOCTb, Npu MB cuntaetca o60-
CHOBaHHbIM PETYNAPHbIA CKPUHWUHT Ha
caxapHbi gnabet, 0co6eHHO NpUHUMasn
BO BHUMMaHMWe NpocToTy AuarHoctmye-
ckux TectoB. OgHako, B OTNIM4uMe oT Apy-
rnx hopm caxapHoro gnabeta, npoba Ha
rMUKUpOBaHHbIN remornobuH (HbA1c)
noka He ABNAETCA PEKOMEHAOBaHHbIM
MHCTPYMEHTOM CKpWHUHra Ha COMB
no NpuYMHEe HETOYHOCTU, CBA3AHHOW C
HU3KOW YyBCTBUTENbHOCTbIO [30].

AHanoruyHo, ecnv Npu AMarHocTuke
CAMB nonaratbcA TONbKO Ha rMnepram-
KEMUIO HaTOLLaK, TO HE yAacTCA BbIABUTb
50 % cny4aes, B OT/IN4ME OT OOHON Tpe-
TV B cny4ae caxapHoro guabeta 2 Tuna
[30, 31]. XOTA NOCTOAHHBIN MOHUTOPWHT
YPOBHA MI0KO3bl NpeaAcTaBnAeTcA nep-

CMeKTUBHbIM B KayecTBe BalMAHOro
1 YyBCTBUTENbHOIrO MeToaa o6GHapyxe-
HUWA HapyLeHUn romeocTasa rioKo3bl,
B HacToALWee BPeMA OH He ABJiAeTCcA
peKoMeHAYEMbIM METOLAOM CKPUHWH-
ra rno npuyMHe OTCYTCTBUA OAHHbIX MO
OOJIFOCPOYHOMY KITMHUYECKOMY UCXOAY,
KOPPENUPYIOLLMX C STUM UHCTPYMEHTOM
ckpuHuHra [30].

HanpoTuB, HECKONBbKO ANUTENbHbIX
nccnenoBaHUM nNokasanm Koppenaumio
MeXAy pes3ynbTaTaMu CTaHOapTHOro
OBYX4acoBOro TecTa Ha TOJIEPAHTHOCTb
K nepopajibHO BBEAEHHOW rNi0Ko3e
(NTTT) ¢ ncxogamu MB, noatomy fgaH-
HbI MeToA MPU3HaH 30/10TbIM CTaH-
0apTOM CKPUHUHIOBOro mMccnenoBa-
HuA Ha COMB [30, 32]. OnpepeneHue
YPOBHA rNMioKo3bl KpoBK Yepe3 1 vac
rnocfie HarpysKu raKo30M MoXeT ObITb
6onee YyBCTBUTENbHbLIM TECTOM, HO
3(pheKTUBHOCTb NNIe4eHNA, OCHOBAHHO-
ro TOJIbKO Ha pe3ynbTaTte 3TOro TecTa,
HeusBecTHa [32].

B HepaBHeM cornacoBaHHOM py-
KOBOJCTBE PEeKOMeHAyeTcA HauynHaTb
exxerogHbin ckpuHuHr Ha COMB y Bcex
nayuneHToB, cTpagatowmx MB, Hauu-
HafA ¢ Bo3pacTa, pasHoro 10 rogam [30].
YcuneHHbIN CKPUHUHE Takxe ABNAeTCA
060CHOBaHHbLIM B 0COObIX CUTyaLUAX,
Korga y nauMeHTOB MOBbIWEH pPUCK
pa3BUTUA TUNEPraMkKemMnmn, BkitoYan
6epeMeHHOCTb (B PyKOBOACTBE PEKO-
MeHayetcA nposoanTb MNTTT nepep 3a-
YaTueM, B KOHLE 1-ro 1 2-ro TpMMecTpoB
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1 yepes 6-12 Hegenb Nocne ponos),
conyTcTBylowee 3abonesaHue, Tpebyto-
wee npuMeHeHnA aHTMBNOTUKOB U/unu
rMIOKOKOPTUKONAOB CUCTEMHOTO Aen-
CcTBUA (MOHUTOPUHT YPOBHA MMIOKO3bl
HaToLaK U NOCTNPaHANaNbHOrO YPOBHA
rNOKO3bl Yepes 2 yaca nocne npuema
nULLK B TeveHune 48 4yacoBs), NoCToAHHOE
9HTepa/ibHOe NuTaHue (perynapHbIn
MOHUTOPWUHI YPOBHA TNMIOKO3bl KPOBU
camMuM MauueHToM) 1 nepeq TpaHcniaH-
Tauumen opraHa [30].

lMpumeHAeMble B HacToALLee BpeMA
nuarHocTtuyeckue kputepun CAMB Te
e, YTO U UCcnofib3yeMble NpK caxap-
Hom anabete 1 unu 2 Tuna (taén. 1),
XOTA YMECTHbIM cUYUTaeTcA onpegene-
Hue CAMB B MOMeHT, Koraa Bo3HuKaeT
noepexaeHue nerkux [30, 32]. o storo
BpemeHn amarHo3 CAMB ocHoBaH Ha
06LWENPUHATBIX KPUTEPUAX, BKIOYa-
IOWNX FrMneprankeMunio Hatowak (6o-
nee 7,0 mmonb/n), ypoBeHb rioKO3bl
6onee 11,1 MmMonb/n No pesynbratam
2-yacosoro MTTI, cnyyalHbii ypoBeHb
rnoko3bl 6onee 11,1 MMonb/n Npu Ha-
JINYUMN KNacCMYeckmx cuMnToMoB (no-
AMypua U NoNMANNCUA) N, HaKoHel,
ypoBeHb HbA1c 6onee 6,5 %, HO, Kak
oTmeuasiocb, 3Ha4YeHue meHee 6,5 %
He uckntovaet CAMB. Y manoro yuucna
nauneHToB ¢ MB HabniopgaeTtca Hop-
MajibHafA TONIEPaHTHOCTb K MoKo3e;
«COMHWUTENIbHAA TONEPaHTHOCTb K Mio-
KO3e» ABNAETCA NPU3HAHHOW OTAeNb-
HO DOPMON Yy NALMNEHTOB, UMEIOLLNX

HOpMaJibHble YPOBHW NOKO3bl HAaTO-
Lak 1 Yepes 2 yaca nocne Harpysku, HO
y koTopbiX npu MTTI ypoBeHb rNoKo3bl
npesbiwaeT 11,1 mmonb/n. Y HekoTo-
pbIX NauMeHToB MOXeT HabnogaTbeA
HapyLleHne YPOBHA M0KO3bl HaTOLaK
(5,6-6,9 Mmmonb/n). B To Bpema kak npo-
rHOCTMYeCcKoe 3Ha4YeHne HapyLleHHON
MM COMHUTENbHON TONEPAHTHOCTH
K FMOKO3e Y B3POC/bIX OCTAaeTCA HEAC-
HbIM, Y AeTel 3TV U3MEHEHNA KOppenu-
pYIOT C NOBbILLEHHbBIM PUCKOM paHHEro
Havana CAMB [33]; Takum o6pasom,
COCTOAHME 3TUX NauneHTOB cnepnyeT
TWaTeNbHO KOHTPONIMPOBATb.

1.5. JleyeHune

HepoctaTo4yHOCTb MHCYNMHA ABNAETCA
OoCHOBHbIM kputepuem CAMB, noatomy
JieYeHNEe UHCYNTMHOM NpeacTaBnAET Co-
601 eANHCTBEHHbIN PEKOMEHAYEMDbIN
meTopq hapmakoTepanuu [30]. Kak n npu
Apyrux tTunax caxapHoro guaberta,
COMB B coyeTaHuUu ¢ runepriavkemMum-
el HaTowak fievyaTt ¢ UCNONb30BaHU-
eM CTaHAapTHbIX 6a3UCHO-60MOCHbIX
CXeM BBELEHMA MHCYNMNHA, BKITOYAOLWMUX
60 NOAKOXHbIE UHBEKLUN UHCYNTUHA
HECKOJIbKO pa3 B fieHb, NGO HenpepbIB-
HYlO Nofayvy MHCYNMHa NOAKOXHO Yepes
WHCYNMHOBYIO nomny. Y B3pocnblX, cTpa-
naowmnx CAMB 6e3 runeprnnkemumn
HaTowak, o60CHOBaHHbLIM ABNAETCA
BBeAEHWE WHCYNMHa nepen NpMeMomMm
nuwun, n oHo cHmxaet UMT [34]. do-
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cTUraeTcA N y nauueHToB, cTpajato-
wmx MB 1 nmerowmx «COMHUTENbHYO»
WUNN «HaPYLIEHHYIO» TOJNIEPaHTHOCTb K
rnoKo3e, NONOXUTENbHbIN addekT oT

Tepanunm MHCYNMHOM, OCTaeTcA npen-
MEeTOM npoaosXkarWwnxca KNMHNYEeCKnX
nccnefoBaHui, XoTA Takas Tepanua wun-
POKO NpakTUKyeTcA.

Ta6bnuua 1. JuarHoctunyeckme KaTeropuun ypoBHA M1OKOo3bl NpuU onpeaeneHnn
C NOMOLLbIO ABYX4YaCcOBOro TeCta Ha TOJIepaHTHOCTb
K nepopanbHO BBEAEHHOW r1I0KO3€e

YpoBeHb YpoBeHb YpoBeHb
Kateropus FNIOKO3bl rNI0KO3bl rNII0KO3bl
P HaToLak B cepeauHe MNTTI  yepes 2 yaca
(Mmonb/n) (mmonb/n) (mmonb/n)
HopmanbHas TonepaHTHOCTb <56 <111 <78
K rniokose
HapyLlueHue ypoBHA 5,6-6,9 <11 78
rNI0KO3bl HaTOLAK
HapyLlueHve TonepaHTHOCTM <7.0 <111 7.8-11,0
K rniokose
ComHuTenbHanA <7.0 11,1 78
TONEepPaHTHOCTb K FOKO3e
CAMB npwu oTcyTcTBUM <7.0 H/M S111
rMNepPraMKeMUM HaToLLLaK
CAMB npwu Hanu4nm 7.0 H/N 11,1
rMNepraMkemMmmn HaToLak

MB xapakTepu3syeTca NoBbILLEHHbIM
pacxofoM 3Heprum B NOKOe U HapyLLIeHu-
€M BcacbliBaHMA NUTATENbHbIX BELLECTB
rno nNpuYmMHe 3K30KPUHHOW HeJoCTaTOM-
HOCTU MOAXENYAOYHOM XeJe3bl; TakKNUM
obpa3om, yaoBneTBopeHne noTpebHo-
CTEN B NMUTAHUU U NUTaTENIbHbIX BeLle-
CTBax ABNAETCA HEOTHEMIEMOW YacTblO
neveHua MB. B otnnyme ot caxapHoro
Onabeta 2 Tuna, orpaHuyeHue notpebne-
HWA Kanopui He ABNAETCA NOAXOAALLNM

BapuaHTOM AnA 60MbLUMHCTBA NauneH-
TOB, cTpagatowmx CAMB, nockonbky oHM
TpaTAT 60NblUNE KONIMYECTBA SHEPTUNY
M UM HeobxoaMMo BblCOKOe noTpebrne-
HUe Kanopun gnAa obecnevyeHus npu-
6aBku Beca 1 pocTa. HekoTopbiM naumeH-
Tam s yooBneTBopeHmA notpebHocTen
B MUTaHUN HEO6XOAMMO HOYHOE KopMIie-
HWe Yyepe3 HasoracTpanbHbIA 30HA UK
racTpocToMy U MOXeT noTpeboBaTtbceA
«MPUKPBITUE» UHCYNIUHOM B TEYEHUE

84

Jonraa xu3Hb ¢ MyKOBMCLMLO30M

YcnoxHeHve npo6nem, o6ycnoBneHHbix MB: auaber n 3aboneBaHne KOCTEN...

HOYM NOCPEACTBOM BBeAeHMA nsodaHa
WS aHanora MHCyNuHa AJINTENbHOIO
OencTBnA AnA NpeaoTspaLleHna HOYHOM
runeprnvkemun. B uenom knuHMUMCTbI
OOMXKHbI NoabupaTbh cXeMbl BBeAeHUnA
1 [003bl MHCYNWHA ANA YAOBNETBOPEHMUA
MHAMBUAYaNbHbIX NOTPE6GHOCTEN C yye-
TOM TEKYLLLEro KIMHUYECKOro COCTOAHNA
nauueHTa.

PaHaomMn3npoBaHHble KOHTponnpye-
Mbl€ WUCMbITaHUA, KAaCaOLLUMECA CHUXEHNA
YPOBHA FIIOKO3bl Kak TAKOBOrO U cre-
umduyecknx npenapaTos, CHUXAIOLWMX
YypOBeHb rnoko3bl npu CAMB, HemHoro-
YUCNEHHbI, @ UMEIOLLMECA B HacToALLEee
BpEMA [aHHble HEe NOATBEPXKAAIOT npe-
MMYLLEECTBO MEPOPanbHbIX TMMNOrMKeMU-
Yecknx npenapaToB nepen VHCYJIMHOM
npu nevyeHun CAMB [30]. B HenaBHEM
KokpaHoBckoM 0630pe BblABMEHbI TOMb-
KO ABa pPaHAOMW3UPOBAHHbIX KOHTPO-
JINPYEMbIX UCCNEenOBaHUA, B KOTOPbIX
JIeYEHUE VHCYJIMHOM CPaBHMBANM ¢ Npu-
MEHEHVEM MepopanbHbIX TMMNOrMUKEMU-
yeckux npenapatos [35]. OcHoBbIBaAch
Ha 6onee paHHeM nccnegoBaHum [36],
MopaH u coaBT. (Moran et al.), oco6o
ccbinanch Ha 3 dekTbl, OkasbiBaeMble Ha
Bec Tena, paHAOMU3NPOBaNv NauMeHTOB
OJ1A Ha3HAYeHUA MHBEKUMIA UHCYNINHA,
TabneTok penarnvHuaa unu Tabnetok
nnaue6o. Pesynbratbl nokasanu, 4To no
CpaBHEHWIO C NPUMeHeHueM nnauebo
1 penarnMHupa B TedyeHue 12 mecAues
VHCYNIUH HE3HAYMTENIbHO MOBbILLAN Mac-
Cy Tena, B TO BPEMA KaK penarfimHug, npu

CpaBHEHMWM C APYFMMW UcCnefoBaHHbIMMU
rpynnamMu He Bbi3biBan Takoro addekTa.
Hu uHCynuH, HYM penarnnHUA 3Ha4YMMo
He cHmXanu ypoBeHb HbA1c, koTopbii,
O[lHaKo, He ABNANCA NEPBUYHON KOHEY-
Hon Toukon [34].

YuunTtbiBaAa ponb nepudepunyeckomn
PE3UCTEHTHOCTU K MHCYNUHY B naTore-
He3e COAMB, npencraBnAeTca NOrMYHbIM
BKJTIOYEHME NpPEenapaTos, MOBbILWALLMX
YYBCTBUTENIbHOCTb K UHCYNIMHY, B ap-
ceHan cpencTs anAa nevyenna COMB.
OpHako [0 HacToALWEro BpEMeHU nme-
€TCA HEL,OCTAaTOYHO AaHHbIX, MOATBEPXK-
OaloWmx Nosb3y NPUMEHEHUA 3TUX
nekapcTBeHHbIX cpeacTts npu CAMB,
No3TOMYy BO3HMKINIa 06eCNOKOEHHOCTb
KacaTenbHO UX NOBOYHbIX OENCTBUN
npuv Ha3HaYeHUW NauuneHTam, cTpaga-
owum MB; atn adpdexTbl BKOYatOT
XKeNnyAoYHO-KMLLIEYHble paccTponcTBa
(MmeTdopMUH), HapyLleHWe BcacbiBaHWA
yrnesofoB (akap603a), MONOYHOKMUCIbIN
aunpno3s (metpopmuH), octeonopos (Tu-
a30/IMAVHANOHDI), AUCHYHKUMIO NeYeHn
(TmasonManHANOHbI), CHUXEHME MacChl
Tena (MHrMGUTOPbI HAaTPUN-TNIIOKO3HO-
ro KoTpaHcrnopTtepa 2 Tuna), MHdbekK-
LMUKM OpraHoB AbixaHuA (MHrM6UTOpPLI
avnenTuaunnenTtuaassl 4) U UHTMGU-
poBaHue cdyHkuum CFTR (npenapaTbl
cynbpOHUNIMOYEBUHDbI). HeMHCynuHo-
Bble UHbEKLMOHHbIE Npenaparthbl, Takue
kak aroHuctbl [TIM-1, Takxe cBA3bIBAlOT
C CUMMTOMaMM CO CTOPOHbI Xenynou-
HO-KMLLEYHOrO TpakKTa U CHUXKEHUEM
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Maccbl Tena. HecmoTpa Ha To, 4TO Yy
HEKOTOPbIX MauMeHTOB, cTpagatoLwmx
COMB, neyeHue nepopanbHbIMU Npe-
napatamu 3¢ HeKTUBHO, B COBPEMEHHbIX
pyKoBOACTBaX pekomMeHAyeTcA NeyYnTb
naumeHToB ¢ CAMB TONbKO MHCYIMHOM.

1.6. 3aknoyeHune

YBennyeHve NpofosiXUTENbHOCTU XKN3-
HM NauMeHToB, cTpagatowmnx MB, npuse-
J10 K pOCTY pacnpocTtpaHeHHocTn COMB.
Anuaemunonormyeckme nccnefoBaHua
no 6onblien 4YacTu NOATBEPXKAAIOT He-
06X0AUMOCTb CKPUHUWHIA, paHHen gua-
rHOCTMKW, BMeLLaTeIbCTB U HEMpPEepPbIB-
HbIX YCUIUIA NO YNYyYLIEHMWIO KOHTpPONA
rnukemuu. Noka 4To cyulecTByeT Mano
PaHAOMU3NPOBAHHbIX KOHTPONMPYEMbIX
nccnenoBaHui, KOTOpble NO3BOAMAM Obl
[aTb peKkoMeHAauMn No CKPUHUHTY 1
neyeHuio. Jlyylee noHMmaHue natore-
He3a u nocneacteun COMB o6ecneunTt
BO3MOXHOCTU NOBbIWeEHNA aphekTUB-
HOCTM NIeKapCTBEHHOIO KOHTPOA U Nne-
YyeHuA nauneHToB, cTpagatowmnx MB,
npy HaNU4YMU U OTCYTCTBUU CaxapHOro
nunabeTa ¢ Lenblo cBeAeHNA K MUHUMYMY
OCNTOXXHEHUI 1 MPOAJIEHNA X XU3HMU.

3ab6oneBaHune Kocrten,
Bbi3aBaHHOoe MB

PacnpocTpaHeHHOCTb 3a6oneBaHusa
KocTen, BbizaBaHHOTro MB, 1 cBA3aHHbIX

C HUM OCNOXHEHWUN yBenunyuBaeTcAa
c Bo3pacTtoMm. B HacToAwem pasgene
o6cyxpatoTca hakTopbl pUCKa, OCNOX-
HEeHWA 1 cTpaTernm nevyeHuna sabonesa-
HWA KocTen, BbidaBaHHOro MB.

2.1. OcTeonopos u CHWXeHue
KOCTHOW Macchbl

CornacHo kputepuam BcemupHom opra-
HM3auUMKn 30paBOOXPaHEHUA, ocTeone-
HUIO 1 OCTEONopPOo3 onpeaenatoT (TONbKO
Y B3pOCHbIX) Kak CHUXEeHUE MUHepanb-
HoW nnoTHocTu Kocten (MIK), pasHoe
Nno MeHbluen mepe 1 cTaHAapTHOMY OT-
knoHeHuto (CO) nnn 2,5 CO cooTBeT-
CTBEHHO OTHOCcUTenbHO cpeaHen MIK
340POBbIX MONOAbIX B3POCHbIX Ntoaen
Toro xe nona (B Bo3pacte 25-30 ner,
T. €. B BO3pacTe, B KOTOPOM JOCTUraeTcA
MakcumasibHaA Macca KOCTel B TeyeHue
XUN3HU). TN 3HAYEHUA TEXHUYECKM Bbl-
paxkatoTca kak T-oueHka MK, nexatuan
B AnanasoHe oT -2,5 no -1,0 (octeone-
HuA) unu meHee -2,5 (octeonopos) [37].
[nAa geten n nogpocTkoB Heo6xoanmMo
Apyroe onpegeneHune, NOcKonbKy MUX
CKENET elle pa3BMBaeTcA U pacTeT (noa-
po6Hee cM. ccbisiky [38]).

B nocnenHue roabl Bce HacToATENb-
Hee PEKOMEHAYIOT U BCe Yalle NpoBoaAT
perynapHyto oLeHKy Maccbl KOCTeN Kak y
B3pOC/bIX, Tak U Yy MONOAbIX (B BO3pac-
Te fo 30 neT) NauMeHTOB, CTpaAaloLWNX
MB. B HacTosALLee BpeMA 04eHb BaXKHbIM
cyunTaeTcA ceeaeHne K MUHUMYMY pUCKa

86

Jonraa xu3Hb ¢ MyKOBMCLMLO30M

nepenomMoB C UX NOCAEACTBUAMU B BUAE
YMEHbLEHNA MOABUXHOCTU N MOBbI-
LUEHHOrO pUcKa NeroYHbIX MHGeKUnn.
[MaToreHe3 nopaxeHua kocten npn MB
OYEHb CNOXHbIV U BKIIOYAET HECKONIbKO
pasnnyHbIX MEXaHNU3MOB: Manbabcopb-
LMIO B KMLLEYHWKE, HapYLUEHWE NUTaHUA,
HepocTaToYyHOCTb BUTammHos D n K,
OCNOXXHEHUA CO CTOPOHbI Nerkux (Xpo-
HUYeckne nHgekumm, cucteMmHoe Bocrna-
NeHve, AibixaTenbHaA HeJOCTaTOYHOCTb),
Manyto 1M3nyeckyto akTUBHOCTb, Mo-
HUXEHHbIE YPOBHU UHCYNNHOMNOA06-
Horo ¢akTopa pocta 1, rMnoroHagnsam,
3amMefsieHHOe HacTynJeHue NonoBomn
3peniocTu n nevyeHue ctepongamu. Bee
3TK (hpakTOpbl MOTYT UrpaTb PONib Aaxe
B paHHeM Bo3pacTe. BnuaHue mytauun
reHa CFTR Ha KOCTb uccnenoBanu kak
Y XUBOTHbIX, Tak U y niogen. B Tpex nc-
cnepoBaHuax y CFTR-HyneBbIX Mbllen
Habnoaanocb CHUXeHne obpasoBaHuna
KOCTHOW TKaHW 1 ycuneHHas pe3opbuua
KOCTW C BblpaxeHHoON TpabekynapHom
1 KOpTUKanbHOW ocTeoneHmen [39-41].
Wcknioune apyrune BO3MOXHble Npu-
YuHbI papedurkaunmn KocTu (Hanpumep,
HapyLUeHMe NUTaHWA, NeroyYHble NHgek-
uMu), aTM MofenbHblie UcCnefoBaHua,
BbIMOJIHEHHbIE Ha XXMBOTHbIX, NOKa3anu,
4yTo yTpata pyHkumn CTFR okasbiBaeT
npAmMoe BAINAHME Ha KOCTb.

Akcnpeccua CFTR noka3aHa Ha KneT-
Kax KOoCTu YenoBeka (octeobnacTbl, ocTe-
oKnacTbl, ocTeouunTbl) [42]. Y nauueHToB,
cTpagatowmx MB, Bo BpeMA NeroyHbix

MHdekunn Habnoganocb NOBbIWEHNE
YPOBHEWN NpoBOCNanuUTeNbHbIX U MPO-
pe30pOTUBHBIX LLUTOKMHOB C Nocniegyio-
LM POCTOM KOSIMYECTBA U aKTUBHOCTU
OCTEOKNacToB 40 Havana aHTMBMoTUKo-
Tepanuu [43]. B kynbTypax octeobna-
CTOB YenioBeka MHrMbumpoBaHue yHk-
uun CFTR-kaHana Bbi3biBaNo 3Ha4YMmoe
CHUXXEHMe cekpeLuunmn ocTeonpoTerepuHa
1 yBeNnyeHue cekpeLmm npoctarnaHam-
Ha E, ¢ ycuneHnem pesopbumnm koctu
[44]. Takxxe nccnenosBanocb BO3MOX-
Hoe BAnAHWE cneunduyeckmx MyTaumun
reHoB Ha KOCTb, HO pe3ynbTaTbl Noka
HeoKoHYaTeNibHble N HEOOBXOAUMbI UC-
cneposaHuA B 6osiee KPYynHbIX Nony-
nAuMAX nauneHToB, ctpagatowmx MB.
B uccnepgoBaHuu c yvyactmem 88 B3poc-
nbix ¢ MB 6b110 BbIABIEHO, YTO MyTaLmA
F508del koppenupyeT co CHUXEHUNEM
MMK [45]. B gpyrom uccnepoBaHuu,
BkJtoyaBLiem 136 nauMeHTOB MONIOAOIO
BO3pacTa, y cy6bekToB, KOTOpble ABNA-
JINCb FOMO3UTOTHLIMWU B OTHOLLIEHUN
MyTaumu reHa CFTR dyHKUMOHanbHOro
knacca | n ¢pyHkumoHanbHoro knacca ll
(Bkntouvan F508del), Habnioganocb 3a-
MeTHoe cHuxeHue MIK, B To Bpemna
KaK y cy6bekToB, KOTOpble ABNANUCH
reTepo3nroTHbIMK MO MyTaLUAM Knacca
| unn knacca ll, oTMeyanocb MeHee Bbl-
paxxeHHoe cHuxeHue [46]. Ewie B ogHOM
nccnenoBaHum He GbIO BbIABNEHO Ka-
KON-nn6o NpAMON KOppenauumn Mexay
myTaumen F508del n Hnskon MIK [47].
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Y>e n3BecTHO, 4TO NpoBocnanu-
TENbHbIE LUTOKMHBI, Takne kak ¢akTtop
Hekpo3a onyxosnen anbda (TNF-a) nnu
MHTepnenknH 6 (IL-6), urpatoT Heno-
CPeACTBEHHYIO posib B papedukaunm
KOCTV NMpU APYrUX XPOHUYECKUX BOC-
nanuTeNbHbIX 3a60NeBaHUAX, TaKMX Kak
6poHXxuanbHaA actTMa U peBMaToug-
HbI apTPUT, YBENUYEHNE BbIPaboTKN
3TMX UUTOKUHOB Takxe Habnoganoch
Npu NeroYHbIX MHMOEKLMAX U XPOHU-
yeckom BocnaneHuu npu MB [43, 48].
B yactHocTu, Lna v coasT. (Shead et
al.) Habnoaanu NONOXUTENbHYIO KOp-
penAaunio Mexay KoJIn4ecTBOM OCTEeO-
knactoB 1 yposHeMm TNF-a B cbiBOpOTKE,
NONOXUTENbHYIO KOPPEnAuuio Mexay
nnowapgpto pe3opbumm n yposHem IL-6
1 OTpurUaTeNIbHYIO KOPPENALUIO MeXAy
KOJINYECTBOM OCTEOKIIACTOB U YPOBHEM
ocTteonpoTerepuHa [43].

2.2. [INOTHOCTb KOCTU U NEepenomMbl

Bo MHOrMx nccnegoBaHUAX ¢ y4acTUeM
B3pocnbix, cTpagatowmux MB, coobuwa-
nocb 06 ocTeoneHuun, ocTeonopose u
nepenomax, npu aTom papedukauma
KOCTM HauMHanacb B 60nee paHHeM
BO3pacTe, YeM Yy 340pOoBbIX nuu [49-
54]. Mo pe3ynsTratam HefaBHEro MeTa-
aHanusa 12 uccneposaHun 3abone-
BaHWA KOCTEN y B3POCNbIX NaUNeHTOB
(Bcero 1055 cy6bekToB) cooblanoch
0 CyMMapHOUW pacnpocTpaHeHHOCTH
ocTeoneHun, pasHon 38 %, octeono-

po3a — 23,5 %, nepenomMoB NO3BOH-
KOB, NOATBEPXAEHHbIX PEHTIEHON0-
rmyeckumu mccnegosaHnamu, — 14 %
1 MepenomMoB APYruMx KOCTEN, Kpome
no3soHkoB, — 19,7 % [55]. B uccnepo-
BaHUM C y4acTMEeM MONOAbIX XEHLLNH
(16-34 roga) u myxuuH (25-45 nert),
cTpagatowmx MB, yactoTa nepesomoB
(B nlo6om mecTe) okasanach B fiBa pa3a
Bbllle, 4em B ob6uwen nonynauun [51].
Hanbonee yacTbiMu Mmectamu nepeno-
MOB y NauuneHToB, cTpagaowmnx MB, aB-
naTca pebpa u No3BoHkM (0co6EHHO
rpy4Hble), Npu aToM HabnopaswancA
YyacToTa nepesiomoB oka3anacb B 10 pa3
(pebpa) n B 100 pa3 (N03BOHKM) BbiLE,
yeMm B ob6Len nonynauun [54].

DaHHble no MIMK y pneten, nogpocT-
KOB M MaumeHTOB MOJIOQOrO BO3pacTa
B MEHbLUEN CTENEHWN MOCTOAHHbI, HEXE-
N1 AaHHble no B3pocnbiM [56-59]. Heko-
Topble aBTOpbI BblABMAN cHMxxeHne MK
y Aeten npenybepTaTHOro Bo3pacTta
[46], HO ppyrue coobwany o Hopmalsb-
HbIX UM NMOYTU HOPMaJbHbIX 3HAYEHMUAX
B AETCTBE NPU MPOrpeccMpyioLLeEM CHU-
>xeHun MIK B nogpocTtkoBom nepuoge
[68, 59]. B uccnepoBaHuu ¢ yyactmem
136 Monoabix NauueHToB (B Bo3pacTe
ot 3 po 24 net) MINK (namepeHHana me-
TOAOM [IBYX3HEPTreTUYECKON PEHTIeHOB-
ckol abcopbuMOMETPUN U CKOPPEKTU-
poBaHHaA No pa3mepy Tena) okasanacb
HopMmasnbHoM B 34 % cnyyaes, yMEpPeHHO
CHUXeHHOW B 32 % cny4yaeB 1 3aMeTHO
CHUXEHHOW (Z-oueHka meHee -2) y 34 %
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nauneHToB [46]. Umelowmeca aaHHble
no nepenomMmam y AeTel U NOApPOCTKOB,
cTpagatowmx MB, ABnAoTCcA CKyAHbIMU
1 HEOKOHYaTENbHbIMU, U B 6ONbLUNHCTBE
nccnenoBaHum He coobaeTcA o nepe-
JIomMax, 3a UCKITI0YEHMEM UCCNIE[0BaHWI
y AeBouek-noapocTtkos [566-58, 60, 61].
MpoTnBopeuYnBbie pe3ynbTaTbl MOTYT
06BACHATLCA pPa3nMyuMAMU B BO3pacTe,
YPOBHE NOJIOBOro CO3pEBAHNA, CTENEHM
COXpPaHHOCTU (pyHKLMM OpraHOB Ablxa-
HWA 1 TAXecTU 60s1Ie3HU B UccnenoBaH-
HbIX nonynaunax. Hekotopble nccnepno-
BaHMA C y4acTUeMm feTel 1 NoapocTKOB,
cTpagatowmx MB, nokazann BaXXHOCTb
COCTOAHMA NMUTaAHMA 4JIA 300POBbA KO-
cten. MINK koppenuposana ¢ maccon
Tena (nokasaTtenb NUTaHUA) U GyHKUMen
NIErkmMx, a CKOpPOCTb OTNOXEHMUA Kallb-
LMA B KOCTW Gblla 3HAa4YMMO CBA3aHa
C NOBbILWEHMEM BcacbiBaHWUA KanbLUuUA n
KOHLEHTpaUUAMU NenTUHa B CbIBOPOTKE
[62-64].

B page uccnepoBaHuni, BkOYaB-
LWIKX B3POCIbIX U HeGonbLUMe BbIGOPKU
neten, coobuianochk, 4To 06bem dopcu-
posaHHOro Bbigoxa 3a 1 cekyHay (FEV,)
ABJIAETCA OCHOBHbIM OMpeaenaAlowmnm
¢dakTopoM NAOTHOCTK KOCTHU [46, 47,
60, 65]. Mo-Bnaumomy, nocrato4Han
dYHKUMA nerknx ABNAETCA BaXXHOM
anAa sgoposbA kocten npu MB. Mpwu Ha-
pylweHuAx AbixaHua ¢pusmnyeckana ak-
TUBHOCTb OrpaHM4YMBAETCA, CHUXAETCA
anneTuT, MbllLeYyHanA TKaHb ocnabeBaer,
XpOHUYecKoe BocnajieHne HapyluaeT

npoueccbl peMmoaennpoBaHua KOCTH,
1, KpOMe TOro, nauneHTam MoryT 6biTb
Heo6X0oAMMbIMU MOBbIWEHHbIE AO3bI
rNMIOKOKOPTMKOMAOB — BCe 3Tu haKTo-
pbl NPAMO BeAyT K CHUXEHUIO Macchbl
KocTen.

2.3 lNpodunakTuka n nevyeHve

TwaTenbHanA oLeHKa COCTOAHUA KOCTEN
ABnAeTcA Heo6Xo0aMMbIM acnekToM Orl-
TUManbHOIO JIeYeHUA Kak MonoabiX,
Tak U B3pOC/bIX NaLNeHTOB, cTpaaa-
towmnx MB.

B HacToAuwee BpeMA BO3MOXHbI
1 JONXHbI OCYLLECTBAATLCA Npodunak-
TuKa, paHee BblABIEHNE U afeKBaTHOeE
nevyeHne HapyweHun metabonusma
kocten. OgHako, HECMOTPA Ha coBpe-
MEHHYI0 OCBEAOMIIEHHOCTb O npobne-
Me U cornacoBaHHOCTb noaxonos [54,
66], no-npexxHeMy nmMeeTcA Mano paH-
OOMU3NPOBAHHbIX KOHTPOJIMPYEMbIX
nccnegosaHuii. OCHoBHOE 3HayeHue
MMEIOT acnekTbl MUTaHWA, PEKOMEHAO0-
BaHO NPOBOANTbL KOHCYNLTaLMN C AUETO-
norom anA obecneyeHnsa NpaBUIbLHOIO
notpebneHna kanbuma n ButammHa D
M ONA COXpaHeHWA MbllEeYHON Macchl.
CyLLecTBYeT JINLWb HECKObKO KPaTKO-
CPOYHbIX UCCNEAOBAHMN, KacatoLmxca
OOMNONHUTENBHOIO Ha3Ha4YeHUA KanbLmA
n Butamuna D [67, 68], nosTtomy B Ko-
KpaHoBckoM 0630pe Obin caenaH BbiBOA,
06 «OTCYTCTBMMY [OKa3aTeNbCTB NOMb3bl
unu Bpeaa» oT npmvema sutammHa D [69].
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CornacHo HeflaBHeMY MccnefoBaHMIo,
nogam, ctpagaowmm MB, moryTt no-
TpeboBaTbCA BbICOKME A03bl BUTAMUHA
D (50 000 ME B cyTku), HO ahdekTnB-
HOCTb U 6€30MacHOCTb Takux 403 He
yLanocb yCTaHOBUTb U3-3a MaJion gnu-
TEeNIbHOCTU NneYeHns (28 aHen) n kpaTko-
ro nepvopna HabnwoaeHusa (6 mecaues)
[70]. ButamuH K Takxe BaxxeH gna Hop-
ManbHOro Metabonunama KocTu, No3Tomy
paccmaTpuBancA BONpoc o ero 4onon-
HUTENIbHOM Ha3Ha4YeHU” nauneHTam
MOJIoA40ro Bo3pacra, ctpagatowunm MB
[71]. OgHako nNo Bcem 3TUM acrnektam
HeobOXOANMbI NIOHTUTIOAHbIE Uccneno-
BaHWA, BKlOYatoLwme 60nbLuMe KOropTbl
nauyumeHToB, cTpagawowwmux MB, c uenbsio
pa3paboTkun pekoMeHAaumi kacaTesibHO
[03bl, CXEMbI U ONIUTENbHOCTY NIeYeHus.

®dusnyeckana akTMBHOCTb ABNAETCA
Apyrvm 6a30BbIM KOMMNOHEHTOM NPodu-
NakTukn papedukaumm koctn. KoHTpo-
JIMPYeMbIX UCTIbITAHUI HE MPOBOANIIOChH,
HO UMEITCA OCHOBaHWUA 0XWUAaTb, YTO
dun3unyeckaa Harpyska MOXeT YCUNUTb
BO3pacTaHNWe MUHepPasbHON MNOTHO-
CTM KOCTW M YMEHbLINTb papedukauunio
npu MB [72]; Takxe coobuanocb, 4To
y naumeHTOoB, cTpagatowmnx MB, koTo-
pble o6napanu 6onbluen cnNoCOOHOCTbIO
nepeHocuTb dur3nyeckne Harpysku
(oueHnBaBLIEeNCA NyTeM KapaMonysb-
MOHanbHOro Tecta ¢ GU3nYeckon Ha-
rpy3kon n Tecta ¢ xoabbon B TeyeHne
6 MuHyT), nokasatenu MIK 6binun 6onee
BbicOKuMM [73].

B TwatenbHo oTo6paHHbIX cnyyYaax
MOXeT 6bITb MOKa3zaHa ropMoHabHan
3amecTuTenbHana Tepanus [66]. lleueHne
ropMOHOM pocTa NMPOAEMOHCTPMPOBaNo
NONOXUTENbHOE BO3AENCTBUE Ha POCT,
Maccy Tena, 6e3X1MpoBylo0 Maccy Tena,
coflep>XXaHue MUHepalibHbIX BELLECTB
B KOCTU N KA4€CTBO XU3HU, MPUYEM 3TU
3 dbeKTbl COXpaHANNCH U NOCNE OTMEHbI
npenapata [74]. JleueHne nonoBbiMU
ropMoHaMu no-npexHemMy ocTaeTcA
CMOPHbIM, HO MOXeT GbITb MONE3HbIM
npv HanU4YMM 3amensIEHHOro No0BOro
co3peBaHuA [66].

JK13HeHHO BaXkHOW Uenbio npu ne-
yeHun MB aBnAeTcA CHUXEHME pucka
nepenomos. [lepenomMbl oka3sbiBaloT
3HaYMMoe HeraTMBHOE BNIMAHUE Ha Ka-
YeCTBO XMW3HM NauMeHTOB U Aaxe Ha
ONNTENbHOCTb UX XWU3HU NO NpuynHe
orpaHuYeHnNA NOABMXHOCTU, XPOHMYe-
cKon 60nn 1 3HAYMMOro YBENNYEHMUA
pucka neroyHbix nHdekunn. Nepenomsl
NO3BOHKOB 1 pebep ABNAIOTCA 0COOEHHO
OonacHbIMU, MOCKOJIbKY OHU MPAMO Ha-
pyLaloT QYHKLUUIO BHELHErO AbIXaHue,
cnocobcTBYOT 060CTPEHNAM UHDEKLMM
[51, 54] u, kpome nNpoyero, NpencTaBnA-
10T co60M cepbe3HOe NpenATcTBue AnA
npoBeAeHua GusmnoTepanuun c Luenbio
ynyyweHna GyHKLUN BHELWHEro Abl-
XaHWA 1 AnA TpaHCNIaHTauumn nerknx.
Heob6xoaumo nog4vyepkHyTb 3TK acnek-
Tbl, MOCKONbKY A0 OTHOCUTENbHO He-
[aBHEro BpeMeHu faxe naumeHToB 13
rpynnbl BbICOKOrO pucka — BKJtoYan
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KaHAMAATOB ANIA TpaHCcNaHTauum ner-
KMX — pepko obcnefgoBanu Ha NnpeameT
XpynkocTu kocten [75]. Bcerna cnenyet
obpawatb ocoboe BHUMaHue Ha Tepa-
NuIo rMIOKOPTMKONAAMMU, MOCKOJIbKY OHa
obnapaeT XopoLUo U3BECTHbIMM OTPULLA-
TenbHbiMK 3 dekTamu Ha meTabonuam
KOCTEN 1 Kanbuua. nutenbHoe neyeHme
rMioKOKOPTUKOMAAMN NOBbILWAET PUCK
nepesomoB faxe y nauneHToB Moso-
[0ro Bo3pacTa, B CBA3U C YeM cnenyer
NPUMEHATb MUHUMAaNbHYIO 3¢ hekTUB-
Hyl0 [O3Y.

Y10 KacaeTcA nekapcTsB, akTUBHO
BNIMAIOLLMX Ha KOCTb, TO BudoccoHaTsl,
Ha3Ha4daBlKnecAa Kak nepopasibHO, TakK
1N BHYTPUBEHHO, YCNELIHO NMPUMEHANN
Yy B3POC/bIX C NepesioMamu BCeAcTBMe
XPYMNKOCTU KOCTEN UM CO 3HAYUMbIM
cHxeHnem MK, ocobeHHO y nauun-
€HTOB, HauYMHaLWmMX nony4vyaTb Ann-
TENbHYIO TEPANUIO MIOKOKOPTUKOUAAMM
CUCTEMHOIO AENCTBUA UM OXUAAIOLLNX
TpaHcnnaHTauuio nerkux [48, 54, 66].

B HepaBHeM o630pe cemu paH-
OOMU3NPOBAHHbIX KOHTPONUPYEMbIX
nccnenoBaHu npumeHeHua 6udoc-
¢dboHaToB B TevyeHue 6 mecALEB MNn
6onee y B3pocibix, cTpagatowmx MB
(Bcero 237 nauueHToB), 6bIN cOoenaH
BbIBOZ, YTO 3TV NMpenapartbl 3HAa4YNMO
nosbiwatoT MIMK, xotAa HeobxoanMbl
JanbHelwne nccnegosaHnA ona oLeHKN
nx ahheKToB Ha PUCK BO3HMKHOBEHMA
nepenomos [76]. budochoHaTbl pegko
MCMONb3YIOT ANA JiIeYeHNA AeTel U Noa-

pocTkoB, cTpagaowmx MB, no npuynHe
HEN3BECTHOCTU AONIFOCPOYHbIX PUCKOB.
B cooTBeTcTBMU C pekoMeHAauMAMN
EBponeiickoro o6uiectsa MyKOBUCLIMAO-
3a [66], ux cnegyeT NPUMEHATb TOJIBKO
npyv HanM4yMun NepPesioMOoB BCNieACcTBME
XPYNKOCTU KOCTeN (rnaBHbIM 06Gpa3om
nepenomoB No3BoHKoB). HepaBHee MHoO-
roueHTpoBOE paHAOMU3NPOBAHHOE,
nnauebo-KOHTPONANPyeMOe UcMbITaHne
¢ yvyactmnem 171 naumeHTa MOno[oro
Bo3pacTa (5-30 neT) NpoAeMoHCTPUpPO-
Basio adhpekTMBHOCTb M 6e30MNacHOCTb
opafibHOro npuema aneHgpoHaTta ansa
nosbiweHna MMK [77].

3akniouyeHune

PacnpoctpaHeHHOCTb 60ne3Hu KocTen,
Bbi3BaHHOM MB, Bo3pacTaeT no mepe
TOro, Kak NpoponXaeT yBenMynBaTbcA
NPOAOSIXUTENBHOCTb XU3HW NaLUEHTOB.
CyLiecTByeT MHOIMO COBMECTHO AENCTBY-
ownx GpakTopoB pucka, U BaXHbIMU
ABNAIOTCA CTpaTerMy paHHero BMeLla-
TenbcTBa. B HacToALWee BpeMA AaHHble
OTHOCUTENIbHO ONTUMaNbHbIX Npena-
paToB AfA nevyeHna NOATBEPXKAEHHOIO
0oCTEONOpPO3a OrpaHUYeHbl, MO3TOMY
Heob6xooumo 6onblue AOCTOBEPHbIX
KNMHWYECKMX UCMbITaHUI ANnA onpepe-
NeHunAa fonrocpoyHon 6esonacHocT 6u-
¢docchoHaToB 1 nx appeKkTMBHOCTU B OT-
HOLLUEHUW CHUXEHMWA PUCKa NEPENOMOB.
970 0cOBGEHHO 3HAa4YMMO AJ1A CTapetoLLEen
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YcnoxHeHune npobnem, o6ycnosneHHbix MB: guabet n 3abonesaHue KocTen...

nonynAauMmn NauneHToB, CTpapatoLmx
MB, nockonbky 6udochoHaTbl MOryT
ObITb NOKa3aHbl B Te4EHME MHOTUX JIET.
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'TIABA S

YBenuueHve pacnpocTpaHeHHOCTU

APYrux HapyLweHun 340pO0OBbA

Harry G.M. Heijerman,
Scott C. Bell

BBepeHue

MauuneHTbl 3penoro Bo3pacTa, cTpaja-
lowue mykosucumagosom (MB), ctanku-
BalOTCA C YBEJIMYEHMEM YUCIIA OCIIOXKHE-
HWIA CO CTOPOHbI NIErKnX (cm. rnasy 2) n
OCNOXHEHW, 0OYCNOBAEHHbIX HapyLLe-
HuAMK MeTabonusma (Hanpumep, caxap-
HbI AnabeT n 3abosieBaHNE KOCTEN; CM.
rnaey 4), HO y HUX MOTYT BO3HMKaTb U
MHOrVe Apyrve HapyLlweHusa 340PO0BbA.
B HacToAwwen rnaBe obeyxpaloTcA Hau-
6onee pacnpocTpaHeHHble U3 HUX, a
WMEHHO: apTponaTna, HapyLeHna co
CTOPOHbI XeNyA04YHO-KULLIEYHOTO Tpak-
Ta, pUCK OHKoNornyeckoro 3abonesa-
HnA, 6one3HN cepaevyHO-CoOCyaNCTOMN
cucTeMbl, a Takxe Npo6nemMbl, CBA3aAH-
Hble C COCYANCTbIM AOCTYMOM.
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ApTtponaTtusa

Hanbonee 4yacTbiMu 1 XOPOLLUO NIYYEH-
HbiMK hopMamu apTponaTum ABNAIOTCA
runepTpoduryeckan 1ero4yHana octeoap-
TponaTtua u apTponatua, obycnosneH-
Haa MB [1].

1.1. F'mnepTpoduyeckan neroyHan
ocTeoapTponaTtua

Knaccuyeckoe yTosnweHne KOHLEBbIX
chanaHr nanbLes pyK U HOT Y NaUMEHTOB,
ctpagatowmx MB, cumntaetca dopmon
rmnepTpoduyeckon Nero4yHom ocTeo-
aptponatuun (FJ10) n B 60nblINHCTBE
cnyyaeB 6e3605e3HeHHO. [TloMmo aTOro
KNaccu4eckoro yTonWweHNA KOHLUEBbIX
cdananr nanbues, N0 o6bl4HO Nopaxa-
€T ANCTanbHbIE KOHLbl AJIMHHbIX KOCTEN
KOHEYHOCTeN (3anAcTbA, NOAbIXKM, KO-
nexun). N0 npu MB nposenAaetca 60o-
Nbl0 B ANCTaNbHbIX KOHLAX AMNHHbIX
KOCTEMN U 3a4acTytlo HOCUT CUMMETPUY-
HbIn xapakTep. lNpu peHTreHonornye-
CKOM vccnefoBaHUn BbIABNAETCA ABHbIN
nogbeM HagKOCTHULbI, 06YCNOBNEHHbIN
nepuocTanbHon nponudepaumen, n npu
NnocTaHOBKe AMarHo3a MOXeT NoMOoYb
paavoHYKNIMAHanA BU3yannsauma KOCTen.

10 o6bivyHO co4veTaeTcAa ¢ 6onee
TAXeNnbIM 3aboneBaHNEM Nerkux, u ee
npoABJIEHMA MOTYT YCUIMBaTbCA BO Bpe-
MA MHPEKLMOHHBIX ocnoxHeHun. Mo
OaHHbIM PEHTIEeHOJTIOMMYEeCcKNX Uccneao-

BaHWI NpU AMarHoCcTuKe, pacnpocTpa-
HeHHocTb [J10 npu MB coctaBnaeT oko-
5o 5 % 1 yBenuynBaeTca ¢ BO3pacToM,
npu aToM MeZnaHa Bo3pacTa, B KOTOPOM
nponaBnsaetcA 3abosieBaHNE, HAXOAMUT-
cA B paHHeM nepuoge B3pocnoctu [2].
Jleuenue 110 BknoYaeT onTUManbHbIN
KOHTPOJb NIEroYHbIX NHDEKUUI U NPU-
MeHeHue HeCcTeponaHbIX NPOTUBOBOC-
nanuTenbHbix npenapaTos (HMBIM), a
Takxe 6udocdoHatos [3]. o HacToALLe-
ro BpEMEHM NccnefoBaHnn No ie4eHnio
'’N10 He npoBoaunocs [4].

1.2. AptponaTtusa, o6ycnoeneHHaa MB

ApTtponaTtua, obycnosneHHasa MB (AMB),
HeckoNbko 6onee pacnpocTpaHeHa no
cpasHeHuto ¢ [J10. B otnnuune ot 10, na-
TONIOrUA BO3HUKAET Ha HeCkosibko 6ornee
paHHeM aTane XXM3HU N 0ObI4HO He KOop-
penupyeT ¢ TAXECTbio 6GONe3Hn Nerknx
unu obocTpeHuamu nHdekumm [1]. AMB
NPoABNAETCA PeLuanBupYIoLUMN anu-
3onamu 6o0nu, onyxaHua, 6ose3HeHHON
YyYBCTBUTENIbHOCTM CYCTaBOB M OrpaHuye-
HuA aBmxeHnA. CumnToMbl pa3BuBatoTcA
B TevyeHune 12-24 yacos, 1 60/bLUMHCTBO
3MNN3040B OrpaHN4MBaETCA HECKONbKUMMN
aHAmu. AMB mMoxeT 3aTparusaTtb OauH
WM HECKOJIbKO CYCTaBOB U B HEKOTOPbIX
cllyyaAx HanoMMHaeT peBMaToOUAHbIN
apTpuT. TakXe MHorga HabnopatoTea
nuxopagka n n3aMeHeHue LBeTa KOXW
Hapj cycTtaBoM. [py peHTreHoIorn4eckmnx
nccnepoBaHuAax, B otnndune ot N0, He
BbIABJIAETCA KakNX-TMOGO OTKIIOHEHUN.
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Ony6nukoBaHbl cO0bLLEHNA O cny4vaax
apTponatuu, umutupytowen AMB, y na-
umneHToB ¢ MB nocne Tepanuu xnHono-
HOM ((hTOPXMHOMOHOM M MpenapaTamu
[aHHOW rpynnbl), XOTA TEHAUHONATUA
ABnAeTcA 6onee pacnpocTpaHeHHbIM OC-
JIOXXHEHMEeM JiedeHns XMHosloHamu [5].
Jlevyenne npuctynos AMB HanpaBneHo
Ha YMEeHbLUEHNEe CUMMTOMOB, MOCKOJbKY
OTCYTCTBYET KOPPENALMA C TAXECTbIO 3a-
6oneBaHuNA NErknx UNn OCNOXHeHNAMN
nHdexkuun. OcTpble NPUCTYMbl CNOCOBHbI
paspeLlmnTbcA CNOHTaHHO B TeYEHUe He-
CKONbKUX AHEWN, HO B HEKOTOPbIX CNY-
YaAX BO3MOXHO Ha3HayeHwue HIBI n
nocrenbHoro pexuma. lNpu 6onee xpo-
Huyecknx popmax AMB npumeHanu gpy-
rve BMeLLaTeNnbCTBa, BKOYana cTeponabl
CUCTEMHOIO M MECTHOIO AENCTBUA U MO-
anduumpytowwme 3aboneBaHne NpoTMBO-
peBmaTtunyeckue npenapatbl. OgHako nc-
cnefoBaHUN NO ONTUMAaNbHOMY NeYeHUIO
AMB HepocTtaTouHo [4].

Ocno>xHeHUsl CO CTOPOHbI
XKEeNyA0YHO-KULIEYHOro TpaKTa
Y B3pOCAbIX

2.1. Cungpom auctanbHomn
MHTeCTUHanbHom o6¢Tpykumun (CANO)

CunHApom aucTtanbHOW MHTECTUHAJNIbHOMN
o6eTpykumn (CAMO) npeacrasnaeT cobom
0HO U3 Hanbonee Y4acTbiX OCNOXHEHUN
Yy B3POC/bIX NaLNEHTOB, CTpafaoLwmx

MB (35,5/1000 nauueHTo-nert) [6]. CuH-
OPOM XapakTepuayeTcAa HaKomnJieHnem
BA3KOro ¢hekanbHOro BeLLecTsa B NpocBe-
Te KULLEYHMKA B KOMOUHALNN C NTIUMKUM
MYKOUAHbIM KULLIEYHbIM COAEPXUMbIM,
NPUAUNAIOLWMM K KULLIEYHOW CTEHKE Tep-
MWHaNIbHOTO oTAena NoaB3AOLWHON U
cnenown kuwkn. GakTopamu pucka passu-
Tna CANO aBnAloTcA «TAXENbIA» reHOTUMN
perynatopa TpaHcMeMOpaHHON NPOBO-
AuMocCTuK npu mykoeucumgose (CFTR)
(knaccbl |-ll), HegocTaTOYHOCTL NoOA-
XenynoyHoum xernesbl, 06e3BoXxnBaHue,
cnabo KoHTponupyemasa manbabcopbuma
KMPOB, MEKOHNEBAA HEMPOXOAUMOCTb U/
unu npepwecteytowmn CANO B aHamHe-
3e, COCTOAHUE Mocsie TpaHcnaHTauum
OpraHoB M acCoOLMMPOBaHHbIA C MyKO-
BUCLMA030M caxapHblil gruaber.

Y nauneHToB 06bIMHO BO3HUKAET
ocTpas unu nepcucTtupytowan 6onb B
npaBoOM HUXHEM KBafpaHTe XUBOTA.
Mpwn dusnkanbHom o6cnenoBaHNN YacTo
BblABNAETCA Nanbnupyemoe o6bemHoe
obpasoBaHue B uieouekanbHon obna-
CTW, HO Hanbonee HageXHbIM AMarHo-
CTMYECKUM BMELLATENbCTBOM ABNAETCA
YNbTpa3ByKOBOE uccrefoBaHue. 31o
BMeLUATeNbCTBO MO3BOJIAET OTNINYUTD
COUO ot apyrux ocnoxHeHun [7]. PaHee
npoBeAeHHasA onepauna Ha GploLHON
NOMIOCTU MOXET NPUBECTU K aTUMUYHBIM
npoAsneHnAM (Bkntovasa HEOBbIYHYIO
Jflokanunsauuto makcumanbHou 6onu).
BbicTpana agnarHocTuka No3BonAeT npeay-
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npeauTb NOJIHYIO KULLIEYHYIO HEMPOXO-
OUMOCTb.

Neyenune CANO [8] pa3nuyHo B pas-
HbIX KNIMHUKax 1 cTpaHax. [Mpu Henon-
HOW HEMPOXOAMMOCTM Y 6OJNbLUMHCTBA
nauymeHToB addekTnBHa KOMOBUHaLUA
nepopanbHON perugpartaumm B coyeTa-
HUW ¢ NpenapaTamMu, pa3mAryaioLwmmm
ctyn (Knun-Mpen, MoBrkonoH npous-
BoacTBa komnaHunm Norgine, Amctep-
nam, HnpepnaHpabl (3To BbiIcOKOMONE-
KYNAPHbIA OCMOTUYECKUI Npenapar, B
Poccun 3apeructpupoBaH aHanor —
npenapat «Popnakc»). ANbTEPHATUBHO
BHYTPb MU 4Yepe3 HasoracTpasibHbIN
30HA MOXHO BBECTU HAaTpUA Merio-
MuHaguaTtpusoat (FacTtporpadpunH™
npounseohcTea komnaHum BayerHealth-
Care AG, bepnuH, l'epmaHna. Mexpay-
HapoAHOe Ha3BaHWe OeNCTBYIOLWEro
BelwecTBa — HaTpuA aMupoTpm3oar.
9TO PEHTrEHOKOHTPACTHOE CPEACTBO
ONA BHYTPUBEHHOTO BBeAeHuA). Anb-
TEPHATMBHO BHYTPb WK Yepes3 Ha3ora-
CTpasibHbI 30HA MOXHO BBECTU HaTpUA
MerniomuHa anatpusoart (FacTporpa-
¢nH™ npomssoacTea komnaHuu Bayer
Health-Care AG, bepnuHn, l'epmanusn).
Y nauymMeHTOB C NOMIHOW HENMpPOXOA[u-
MOCTblO Heobxoanm 6onee arpeccus-
HbI noAxof, BKJloYana MoJiHbIA naBax
C UCMONIb30BaHWEM Ha3oracTpasibHOro
3oHpa. OgHako ecnu BO3HMKaeT pBOTa,
TO MOTYT NOMOYb KJIN3MbI, cogepiKa-
wue ractporpaduH, ecnv coaepxmnmoe
KNIN3Mbl MOXET AOCTUYb TEPMUHaNb-

HOro oTaena NoAB3OOWHON Kuwkn. B
peaKkux ciyvyaAax MoxXeT ObITb MNOSIE3HOMN
KONTOHOCKOMWUA, BbIMOJIHAEMAaA ONbIT-
HbIM FraCTPO3HTEPOJIOTOM.

2.2. Pa3BuTue 3K30KPUHHOMN
HeAoCTaTOMHOCTU NOMKEeNyA04HON
)Kenesbl y NaLlneHToB, paHee
MMEBLUNX [OCTaTO4YHYIO PYHKLMIO

IK30KpPMHHAA HeJOCTaTOYHOCTb NOA-
XXenynoyHowm xenesbl HabnopaeTcA
y 85-90 % Bcex nauMeHTOB AEeTCKOro
Bo3pacTa, cTpagatowmnx MB. Yucno na-
uMeHTOoB, cTpagalowmx MB, nmelowmx
«mArkve» MyTtauum (4 n 5 knaccbl) ¢ He-
OOCTaTOYHOCTbIO NOOXENYAOYHON XKe-
nesbl, HUxe. OgHaKo HeJOCTaTOYHOCTb
NoAXEeNyAOo4YHON Xenesbl He ABNAETCA
«CTaTU4YHbIM» cocToAHMeM. C rogamu
9K30KPUHHaA GpyHKLMA NOAXKENYA0YHON
Xenesbl MOXEeT yXyALWaTbeA, Ny nauu-
€HTOB MOXEeT MeANIeHHO pa3BUBaTh-
CA HeJoCTaTOYHOCTb MOAXKENYAOYHOMN
xenesbl [9]. MoaTomy ecnu y naumneH-
TO0B ¢ MB, umetowmnx naHavanbHo fo-
CTaTOYHYI0 DYHKUUIO NOAXKENYA0UYHOMN
Xese3bl, BO3HUKAeT HEMEPEeHOCMMOCTb
XNpOB, HabnopaetcA Heob6bACHUMOE
CHUXeHWe Beca WUnu BNepBble AMarHo-
CTUpyeTcA HENEPEHOCUMOCTb MTIOKO3bl
nunbo accoummnpoBaHHbIi ¢ MB caxap-
HbI gunabeT, To cnenyeT pacCMOTpPeTb
BO3MOXHOCTb AMarHosa HefoCTaTo4-
HOCTY NOAXKENYAOYHOMN Xenesbl.
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Takon gnarHo3 MoxeT ObITb NocTaB-
JIeH Ha OCHOBaHWM N3MepPEHUA YPOBHA
naHkpeaTunyeckol anacrtasbl-1 (EL-1 —
cneumduryeckana npoTeasa YenoBeka,
cuHTEe3npyemMan auMHapHbIMU KneTka-
Mu) B obpasue kana. 3HavyeHUA MeHee
200 MKr/r MOryT yKkasbiBaTb Ha Hefo-
CTaTOYHOCTb NOAKENYAOYHOM XKenesbl.

2.3. NMaHkpeaTuT: OCTPbLINA,
XPOHUYECKUI 1 peLuanBUpYIOLLAIA

Y naumeHTOoB, cTpagatowmx MB, naH-
KpeaTuUT BO3HUKAET rnaBHbIM 06pa3om
B NOAPOCTKOBOM BO3pacTe v B Nepunon
paHHen B3pocnoctu. 3abonesaHue ro-
pasfo 4alle BcTpeyvaeTcA Yy NauneHTosB,
MMeIoLMNX [OCTaTOYHYI0 (PYHKLMIO NOA-
KENyOAO4YHOW Xenesbl, HO B HEKOTOPbIX
cnyyaax pa3BMBaeTCcA U y NauneHTOB
C HE4OCTaTOYHOCTbIO MOAXKENYAOYHOMN
xene3bl [10]. OcTpbIii NaHKpeaTUT MOXeT
ObITb NepBbIM NpoasneHnem MB, n oH
onucaH y naumeHToB, HECYLLMX LUIMPOKMIA
cnekTp myTauun [11, 12]. BeTpeyaeTca
Kak paspelleHne 3abosieBaHuA, TaKk u
BO3HWKHOBEHWE B pe3ysibTaTe XpoHuye-
CKOro UMK peLnanBmNpYIOLLLEro NaHkpea-
TnTa [12]. XOTA CMMNTOMbI HAaNOMMHAIOT
CMMMTOMbI NaHKpeaTnTa, He CBA3aHHOIO
¢ MB, TeyeHMe 3TOro OCNOXHEHMA YacTo
ABNAETCA MEHEE TAXENbIM.

D,I/IaFHO3 CTaBAT NO KJIIMHNYECKNM
CUMNTOMaM U NOBbILULEHHOMY YPOBHIO
nunasbl B cbiBOpoTKe. MNocnegHun no-
KasaTesib 4acTo MOBbILEH B MEHbLUEN

cTerneHu rno cpaBHEHUIO C NALMeEHTaMu,
He cTpagatowmmn MB, ns-sa orpaHu-
YeHHOM cnocoBHOCTU NopXKenyaou-
HOW Xenesbl BbipabaTbiBaTb amunnasy
npun MB.

JleyeHue BKkJIlOYaAET OTKa3 OT ne-
popanbHOro npuemMa nuiwu, pernapa-
Tauuio BHYTPUBEHHbIM BBeAEHUEM
XUOKOCTN 1 aHanbresuio (o6esbonu-
BaloLMe npenapartbl). Y NauneHTOB ¢
peungnBunpytowimmMm nnn XpoHN4YeCckKnm
naHkpeaTUTOM JieyeHne QUeTon, oc-
HOBAHHOW Ha BbICOKOM COAEPXaHUU
XUOKOCTU U coflen, U MHrMbutopamm
NMPOTOHHOW MOMIbl B BbICOKUX [03aX
B KOMOGMHaUMM ¢ NaHKpeaTUYecknmMmu
dbepmeHTamMun cnocobHO NpuBeECTU
K YMEHbLUEHMWIO CUMMTOMOB, MOCKOJIbKY
OHW MOTYT MO3BOINTb MNOAXKENYA0UYHOMN
Xenese NPUATU B «COCTOAHUE MOKOAY.

2.4. 3a6oneBaHNA XXENYHOIO Ny3bIpA

Y nauwmenTOB, cTpagatowmx MB, yacto
HabnogaeTcA NaToNorMA XeN4yHoro
ny3bipA. KamMHu B Xen4yHoMm ny3bipe
N CMOPLUEHHDIV (YMEHbLUEHHbIN B pas-
Mepax) XeNYHbI/ Ny3bipb NpW ynbTpa-
3BYKOBOM McCNefoBaHUN, MarHUTHO-
pe3oHaHcHo Tomorpadun (MPT) nnu
Jaxe npu aytoncum umenu po 25 %
6onbHbiX [13-15]. OgHako naTonorua
XENTYHOTO My3blPA, Bbi3blBaOLLAA CUM-
NTOMbl, pa3BUBaETCA NMULWb Y Manoro
yncna nauveHToB ¢ MB (1-4 %) [14, 16].
XKenyHokameHHana 6one3Hb y cTpagato-
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wumx MB asnAetcAa 6onee pacnpocTpa-
HEHHOW NO CPaBHEHUIO CO 340POBbIMM
fvuamu, U nonaraioT, 4To 3aboneBa-
HWe oOyCcnoBNEeHO HECKONIbKMMU Npu-
YMHaMKn, BKJIlOYaA N36bITOK HacblLLe-
HUA XONEeCTEPMHOM aHOManbHO BA3KOMN
Xenym u 3acton xenyu. Nockonbky
KaMHWN B XeJIYHOM ny3bipe npu MB
peHTreHonpo3payHbl,0630pHanA PeHT-
reHorpacduA 6pIOLWHON NONOCTN peaKko
NO3BOJIAT NOCTaBUTb AMArHO3, U NoaTo-
MYy AMarHoctuvecku 6onee 3HaYUMbIM
ABNAETCA NPOBeAeHMNe YNsTPa3ByKOBOIro
nccnepgosaHua unu MPT.

Y nauuenTOB, cTpagatowmx MB, mo-
>XeT BO3HUKHYTb Xen4Haa KonuKa, XoTA
Takne OCNOXHEHUA, KaK XONELNCTUT, XO-
JIaHTUT Unn o6CTPYKTUBHAA XENTyXa, AB-
natoTcA 6onee peakumu [16]. U3yvanocb
neyeHune XenyHokamMeHHoOn 6onesHun
C NPMMEHEHNEM YPCOAE30KCMXOEBOM
KUCNOTbI, U 6bII0 NOKa3aHO, YTO OHO
HeaddekTmBHO [17]. Mpu Heobxogmmo-
CTU XUPYPrU4eckoro BMeLlaTeNIbCTBa
npegnoYvTuTeNbHen MMHUMaNbHO NHBa-
31BHbIe MeToAbl (nanapockonuyeckui),
4yeM OTKpbiTaAd onepaumna, 0COGEHHO
Yy NaumMeHTOB C TAXENbIM NopaxeHnem
6GPOHX0NErOYHOMN cucTeMbI. [18]

2.5. XpoHuuyeckoe 3aboneBaHue
neveHu, obycnoeneHHoe MB

Liuppo3s neyeHn n ocnoxHeHue B Buge
nopTanbHOW rMNepTeH3nm o6bIYHO pas-
BVBAlOTCA B MO3AHEM [1eTCKOM BO3pacTe

WA B NOAPOCTKOBOM NEPUOLE U OCIIOXK-
HAT MB y 5-10 % B3pocnbiX NaunueHToB
[19, 20]. BONbLWNHCTBO KNNHUYECKUX MO-
CcNneacTBUN CBA3AHO C OCNOXHEHUAMM
nopTanbHOW rMNepTeH3Un, B YaCTHO-
CTV — C BapMKO30M Xenyaka U Kuieu-
HVKa 1 NpuU3HaKaMu runepcrnieHnsma.
XoTA 3Tn cocToAHUA 0ObIYHO AMArHo-
CTUpYlOTCA B AeTCTBe, MHOraa clyyau
3aboneBaHnA MOryT 6bITb pacrno3HaHbl
B nepuopge B3pocnon XxnsHu. Ponb ypco-
[Ee30KCUXONEBOM KUC/OTbI Y NaLNEHTOB
cTaplLuero Bo3pacrta He gokasaHa [21],
HECMOTpA Ha ee 4YacToe NPUMEHEHME.
Mporpeccupyioliee TeyeHne 3abonesa-
HUW NeYeHn MOXeT noTpeboBaTtb pac-
CMOTPeHUA Bornpoca 06 opToTonMyeckomn
TpaHCcnnaHTauumn neyeHu, a B HEKOTOpPbIX
cny4afx U KOMMNEKCHOW TpaHcnnaHTa-
LMK, KOTOpaa MOXeT ObITb Aaxke pacLum-
peHa Ao TpaHcnnaHTaunn HeCKONbKUX
opraHoB (nerkoe, cepaue-nerkoe) [22].

Pak

Y nuu, ctpagatowmux MB, oTmevaeTtca
NOBbILWEHHbIN PUCK 310KAa4YECTBEHHbIX
HOoBOOOpa3oBaHUN XeNnyaoO4YHO-KU-
LeYyHoro TpakTta, ocobeHHO B obnacTu
NULLEBOAA U XeNyaKa, TOHKOW KWLLIKWU,
060404HOM KULWKN N BunnapHoro ge-
peBa [23, 24].

[Mocne Toro kak MHOro4YMcneHHble
CcO06LEHNA O KOHKPETHbIX CNyYanXx yKa-
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3a1 Ha NOBBILLEHHYIO YAaCTOTY Pa3BUTUA
3/10Ka4eCcTBEHHbIX HOBOOOpasoBaHUi
060404YHON KMLLUKU Y MaLMeHToB, CTpa-
npatowmx MB, Hernna n coaeT. (Neglia et
al.) npencTaBUNU faHHbIE O MOBbILWEH-
HOW YyacToTe pPa3BnUTUA 310Ka4€CTBEHHbIX
HOBOOOpasoBaHU 060404YHON KNLLKN
B ABYX KOropTax nauueHToB — OAHOW
13 Eeponbl (1992) n oaHo n3 Cesep-
Hol Amepuku (1985-1992) [25, 26]. Puck
paka 4acTo OLLEHMBAIOT NOCPEACTBOM
BblHNCNEeHNA CTaHOapTU30BaHHOIO OT-
HoweHus 3abonesaemoctu (SIR), koTo-
poe ABNAETCA MEPOWN OTHOCUTENIbHOTO
pucka u onpegenAeTca Kak OTHoLeHMe
Mexay HabniogaemMblM YUCIIOM Clly4aeB
pasBMTUA paka K 0OXXMAAEMOMY KoJinye-
cTBY cny4aes 3aboneBaHua pakom. Mpu
HepnaBHeM aHanuse Pervctpa nonyyeHsl
OaHHble, NoaTBepXxAaatoLwme 6onee paH-
HWe uccnefoBaHuA, ¢ UCNOJIb30BaHMEM
20-neTHero nepuoga HabnogeHua [24].
Puck pa3ButuAa paka 060404HON KMLLKK
noebiweH (SIR = 6,2; noBepuTENbHbIN
uHTepsan (AW) npu ypoBHe 3Ha4nMocTu
95 % — ot 4,2 oo 9,0). Heckonbkmumm
BaXKHbIMU pe3ysikTaTaMu 3TOro uccne-
[OBaHWUA ABNANMUCH: OTCYTCTBUE MOBbI-
LIEHHOIO p1CKa pa3BMTMA paka NPAMON
KULLIKN; KaXyLwmnnca 6onblwinin puck y
MY>XHUUMH, YEM Y XXEHLLMH; 3aMeTHO Gonee
BbICOKUI PUCK B NMOMNYNALUN B3POCHbIX
crapLuero Bo3pacTta (6onee 30 ner), yem B
rpynne cy6bekToB B Bo3pacTe 20-29 ner;
Bblpa>X€HHOE MOBbILIEHWE pUcKa paka
KuLeYHmKa nocne TpaHcnnaHTaumm (SIR

=30,1; AN 95 % — ot 15,8 no 52,2). Mpwu
CpaBHEHUW 3TOrO MOBbILIEHHOTO pucka
C Opyrumu NonynaumMAMM, UMeLUMm
puck pa3BuTUA paka kuwedHuka, SIR
anA cybbekTa ¢ ceMeHbIM aHaMHe30M
paka 060404HON KULLKN NPU Hann4nu
3aboneBaHWA Y POACTBEHHUKOB NEPBOM
cteneHun coctasnaet 2,2 (O 95 % — ot
2,1 go 2,4), a anAa nuua, poaHomn Gpat
UN cecTpa KOTOPOro CTpagaeT pakom
ob6opaouHom kuwku, — 2,0 (AN 95 % — ot
1,8 oo 2,3) [27].

Mpn MB nMeeT MeCTO NOBbILLIEHHbIN
pVCK pa3BUTUA 3/TOKAYECTBEHHOIO HO-
BooOpa3oBaHNA NULLLEBOAA, Xenyaka u
TOHKOW knwku. OfHaKko peakue cnyyau
pa3BuTuA paka B HeGonbLOW NonynAa-
umun (Hanpumep, B NONynALUN B3POC-
NbIX NauneHToB, cTpagaowmx MB), B
KOTOPOM pUCK NMPEACTaBNAETCA BbICO-
kum (6onblwoe 3HavyeHue SIR), moryT
NOATBEPXAATb MOBbILUEHHbIN PUCK, HO
3aTparuBarb TOJIbKO O4EHb Masioe Yncno
NN, NOcKoNbKy 3a60JIeBaEMOCTb Takomn
dopmon paka AasnAaeTcAa peakon [28].
CBupeTenbcTBa NOBbLILIEHHOW YaCTOThl
pa3BUTMA 3710Ka4eCTBEHHOIO HOBOOO-
pa3oBaHuA renatobunMapHoOn cucTembl y
nauuneHToB ¢ MB meHee [OCTOBEPHDbI, He-
CMOTpA Ha ony6nKoBaHHble COOBLLEHNA
0 cny4anx renaTouenioNIAPHOro paka u
paka nofXenyno4YyHoOM Xenesbl; 0AHaKo
6ONbLUNHCTBO AaHHbIX NOATBEPXAAIOT
NOBbILIEHHbIA PUCK XOJIAHTMOKaPLIMHO-
Mbl [24]. YTO kacaeTcA OHKONOrUYECKMX
3ab60sieBaHMUI OPraHoB, OT/INYHbIX OT
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XKKT, y naumMeHTOB, KOTOPbIM HE MPOBO-
OVNW TpaHCcnnaHTauuio opraHos, To 06-
LM PUCK Pa3BUTUA paka y NauueHToB,
cTpapatowmnx MB, cxogeH ¢ GOHOBbIM
puckom [24].

MpumeyaTenbHO TO, YTO MccneaoBa-
HWe NokKa3aso NOBbILLEHHbIN PUCK TECTU-
KynApHOro paka v TMM@ounaHoro nemko-
3a U NOHMXEHHbIW puck 3a6oneBaHuA
3710Ka4eCTBEHHON MENAHOMOW y NauueH-
TOB, cTpagaowmx MB, no cpaBHeHuio ¢
o6Lweit nonynauuen [24]. Momumo Bapu-
aHTOB, OMUCaHHbIX Bbille, UCCNEfOBaHUA
YeTKo nokasanu cneuunduyeckme Gopmbl
paka y naumeHToB, cTpagatowmx MB,
nepeHecLUIUX TPaHCMIaHTauumio, BKlo4as
3/10Ka4YecTBEHHble HOBOOGpPa3oBaHunA
KOXM, TMHEKONOrMYEeCKUe OHKONornye-
ckvie 3a6oneBaHun (y xxeHLWwwmH) n numdo-
nponudepatvBHoe 3aboneBaHve nocne
TpaHcnnaHTaumm [29-32].

B ogHoOUeHTpOBOM uUccnenoBaHmMm
ObIN10 BbIABNEHO 3HAYNMMOE yBenunye-
HWe obnyyeHunA B pe3ynbraTte guarHo-
CTMYEeCKOM BU3yanmnsauum B TeHeHue
17-neTHero nepuopa ¢ Ha4ana 1990-x rr.
310 MOoXeT 6bITb BaXKHbIM, MOCKONbKY
naumeHTbl XXMBYT JOJblUE U Nony4vatoT
6onee BbICOKYIO J03y 06y4YeHUA B Te-
YyeHue XusHu [33].

3.1. CKpVUHUHT Ha 3N10Ka4YeCTBEHHbIe
HOBOOGpa30BaHMNA XXeNy[04HO-
KMLLIE4YHOro Tpakra

CKPWHVHI Ha pak KulieYyHurKa B obLien
nonynAumMmn cHuxxaet 3aboneBaemMocTb

M CMEepPTHOCTb OT KOJIOPEeKTalibHOTo
paka [34]. UmeeTcAa HeCKONbKO TECTOB
ONA BblABNEHMA U obecneyeHun BO3-
MO>HOCTM Mocfiegylowero yaaneHus
npenpakoBbiX HOBooGpa3oBaHui (no-
JINMOB) N paHHUX CKPbITbIX hOPM paka,
BKJIIOYAIOLLMX UccneaoBaHuA kana (Ha-
npumep, NpoGbl Ha CKPbITYIO KPOBb
B Kane), CTpyKTypHble uccnefoBaHus
(Hanpumep, KOJIOHOCKOMMIO, CUTMOMW-
[OCKOMUIO) MAu Bu3yanusauuio (Ha-
npumep, knnsmol ¢ 6apvem unum KT-
konoHorpadwma) [35].

Ponb ckpuHuHra Ha konopekTanb-
HbI pak npn MB He poka3saHa, u y na-
LMEeHTOB aHanu3bl kana MoryT ObiTb
JIOXXHOMONOXUTENbHbLIMW BCNEeACTBUE
noAasneHnMA HebGONbLIOro KoNNYyecTea
KpoBWM B cTyne. B yacTHOCTH, ponb ckpu-
HWHra MeToAOM KONOHOCKOMUM TakXe
He foKa3aHa; 0AHaKo B HEKOTOPbIX
LeHTpax 3Ty npoueaypy npeanaratoTt
BCEM MauMeHTaMm B BOo3pacTe cTaplue
40 net, a Takke nauueHTam 6onee Mo-
nogoro Bo3pacTa, B OTHOLLEHUU KOTO-
pbIX paccMaTpuBaeTcA BO3MOXHOCTb
TpaHcnnaHTauun. BepoAaTHo, ponb ckpu-
HMHra BO3pacTeT Mo Mepe yBeNn4veHun
BO3pacTa NaumeHTOB, KOTOPbIM NPOBO-
auvTeAa TpaHcnnaHtauma [36, 37]. Apek-
BaTHaA NOAroToBKa KuLeYHuka nepen
KONIOHOCKOMMEWN MOXeT NpeacTaBnAaTb
TpyaHocTu n notpeboBaTtb pa3paboT-
Kn cneunduryecknx npouenyp npu MB
(T. e. 6Gonee MHTEHCUBHOW NMNOArOTOBKM
KMLLEeYHUKa), NOCKoNbKy coobLianocs,
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YTO OYULLEHUNA KMULIEeYHUKa HeaocTa-
TO4YHoO [28].

MauneHTbl ¢ NEePCUCTUPYIOWLUMN
M HEOO6BACHUMbIMU CUMMTOMaMU CO
CTOPOHbI BEPXHErO OTAENA XEeNy[o4-
HO-KULLIEYHOTro TpaKTa fOJIXHbI MPONTU
obcnepoBaHne MeETOAOM 3HAOCKOMUM
BepxHero otgena XKT. Jlio6on naum-
eHT ¢ nuwesonom bappetTta gonxeH
NPOWUTU CKPUHUHT Ha NPeaMET BblAB-
JIeHNA afeHoKapLMHOMbI NULLEeBOAa
COrnacHO pekoMeHaaumn racTpoaHTe-
ponora. Y B3pocnbix ¢ 3a6onesaHnem
neyeHu, obycnosneHHbim MB, peko-
MeHAyeTCcA NpoBeAEHNEe PEryNAPHOro
obcnepoBaHna 6ptolwHon nonoctu [19],
NoAAep>KMBAEMOrO eXXErofHbIM BbIMOJI-
HEHWEM TECTOB ANA OLEHKU DYHKLUN
rnevyeHun n onpegeseHnem npodunen
CBEPTbIBaHUA KPOBWU (koarynorpamma)
[20]. Y naumeHTOB ¢ UMPPO3OM Takxe
pekoMeHAayeTcA exerogHo NpPoBOAUTb
YyNbTPa3BYKOBOE UcciefoBaHue u onpe-
neneHne ypoBHsa anbda-hetTonpotemHa
C Lefblo CKPMHUHIA Ha renaToueno-
NApHbIA pak [38].

Bbone3Hn cepaevHo-cocyaucTon
cucTembl

BonesHb nerkMx ocrtaeTcA OCHOBHOW
NpUYNHON cMepTn 1 3aboneBaeMocTu
nauueHToBs, cTpagawowmx MB [39].
JleroyHoe cepaue pasBuBaeTcA B Tep-
MUHanbHoOW ¢da3ze 60Ne3Hn; ogHaKo

NMPU3HaKM Nero4yHon runepTeH3nm ob-
Hapy>xwuBaioT Ao 25 % nauneHToB c TA-
xenbim 3abonesaHuem [40]. HepaBHO
6binn onybnmMkoBaHbl cornacytowmecs
pe3ynbsraTbl OTHOCUTENbHO addekTa ne-
rOYHOWN rMNEepPTEH3UN HA NPOAONKNTESb-
HOCTb XW3HW 00 TpaHcnnaHTauuu [40,
41]. NaTonoru4eckne N3MeHeHWA CTPYK-
TYpbl U PYHKLMKN NpaBOro Xenyno4ka
yacto HabnopatoTeA y NnaumeHToB ¢ 3a-
6oneBaHMeM NIerkux No3gHen craguu,
HO MOTYT NPUCYTCTBOBAaTb M Ha PaHHUX
cTagunAx 60Ne3HU, XoTA UX KNNHUYe-
CKO€e 3Ha4YeHne OCTaeTcA HeACHbIM [42,
43]. Takxxe coobuianocb o0 guacronunye-
cKkom gMcdyHKLMN NeBOro xenygouka y
naumeHToB C TAXeNbIM 3aboneBaHuem
nerkux [44].

OnuTtenbHO cylecTByOWMNA acco-
ummpoBaHHbIn ¢ MB caxapHbin gna-
6eT (0co6eHHO y cyb6beKTOB € HejoCTa-
TOYHbIM KOHTPONEM FIUKEMUU) MOXKET
NPUBOAUTbL K MUKPOCOCYAUCTbIM OC-
noxHeHuam [45]. lo HacToALWero Bpe-
MEHM 0 MaKpOCOCYAMUCTbIX OCIIOXHEHU-
AX, BKJIlOYaA nwemunyeckyto 6onesHb
cepaua, coobLanocb HeYacTo; OfHaKo
TakaA CUTyauuAa MOXET BO3HUKHYTb B
6yaoywem no mepe yBennyeHua npo-
OONXKUTENBHOCTM XU3HU. HegaBHue
OaHHble U3 pernctpa NoaTBepXxpatoT
yJyylleHMe COCTOAHMA NUTAHUA B3pOC-
NnbiX, cTpagatowmnx MB, n gaxe Heko-
TOopble Bbi3blBatowme 6ecnokKoncTBo
npusHaku oxupeHua! Hanpumep, me-
AVaHa uHaekca Macchbl Tefla MyX4uH,
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cTpagatowumx MB, B Bo3pacTe cTtapLue
30 net npubnunxaeTcA B BEPXHEN rpa-
Hu1Le Amana3oHa Macchbl Tefa 300POBbIX
mopen (20-25 kr/m?) [46].

HepnaBHO 6bInMM AOKYMEHTMPOBAHDI
Npu3HaKky runepaunuaeMnn B nonyna-
LMK B3POCAbIX NaLNEHTOB, CTpadaloLLmx
MB. MNoBbiWeHHbIE YPOBHU NNUNNAOB
KPOBU oTMeYanucb y 24 % nauueHToB
C HEAOCTAaTOYHOCTbIO MOAXKENYA0YHOMN
xenesbl Ny 43 % nauMeHToB ¢ focTaToY-
HOWM byHKUMEN NOAXKEeNyAOYHON Xene-
3bl, NpMYyeM ¢ 6onblUen BEPOATHOCTbIO
OHM Habnopganucb y cybbekToB € U3-
ObITOYHbIM BECOM MKW OXUpPeHUem [47].
BaxkHO TO, 4TO, Kak 6blNI0 YCTaHOBNEHO,
C BO3pacToM ypOBHM obLuero xonecre-
pvHa 1 XonecTtepuHa NMNonpoTENHOB
HWU3KOM NNOTHOCTK noBblwatoTca [48].
Ponb ckpuHuHra He noaTBEpXAEHA
1 TpebyeT NpoBeaeHMA NPOCNEKTUBHOIO
nccneaoBaHuA, XOTA CKPUHMHT Obin Obl
Heo6XxoAnM y nuL, cTapLuero BospacTa,
cTpagatowmnx MB (Hanpumep, cTape
40 neT), y KOTOpPbIX UMelOTCcA apyrue
0o06bl4Hble (hakTopbl pUcKa COCyaUCTbIX
3aboneBaHuii (HaNpumep, ceEMeNHbIN
aHaMHe3, KypeHue, OXXUpeHUe, runep-
TOHUA).

OcCnoXHEHNA CO CTOPOHbI cephey-
HO-COCYAWCTOM CUCTEMbI, BKITIOYaA ULLIe-
Muyeckyto 6onesHb cepaua, Koppenu-
poBanu ¢ XpOHMYECKON 06CTPYKTUBHOM
60N1e3HbIO NIEFKMX, AaXe yYuTbiBanA Ky-
peHue B aHamHese [49]. 3To moxeT
6bITb 06YCNOBNEHO COCYAUCTbIMU OC-

JNIOXXHEHUAMU COCTOAHMA Ha hOoHE XPo-
HWYecKOoro CUCTEMHOro BocnaneHus,
4YTO TakXe XapaKTepHo AnA NauueHToB,
cTpagatowmx MB, y KoTopbix umeioTcA
XpoHuyeckana bakTepunanbHasa nHdek-
uma n 6poHxoakTasbl. Coobuanocb o
npuU3Hakax MoBbILLEHHOW XeCTKOCTU
COCYAMUCTON CTEHKU Y B3POCHbIX, CTpa-
paowmx MB; oHn moryT 6bITb Npea-
BECTHUKOM MOABMEHNA COCYAUCTbIX
3aboneBaHUN y NaumneHToB, XUBYLLUX
B Te4YeHue ONNTeJsIbHOro BpemeHun
[50, 51]. B uccneposaHunm ¢ yyactu-
eM B3pocnbix, cTpagatowmnx MB, y na-
LMeHTOB Habnoaanocb NoBbllWEHNE
nHaekca ayrMeHTaumm (KOTopbii, Kak
nokasaHo, ABJIAETCA MepPOoWl XXECTKOCTU
COCY[0B) MO CPABHEHMUIO C KOHTPOJIb-
HbIMU NNLAMU, COOTBETCTBYIOLWMMU
no so3pacty. Kpome TOro, nccneposa-
Tenu nokasasnaun, YTo MHOEKC ayrMeH-
Tauun yBenunymBaJsca ¢ BO3pacTom u
ObIN Bbille Y NaLMEHTOB, CTpagaloLwmx
nnabetom, BbizBaHHbiM MB [50]. MNo-
cneacTBUA 3TUX HEQABHO BbIABIEHHbIX
M3MEHEHUN, BO3HMKAOWMUX MO Mepe
cTapeHua nonynauuy nuy, cTtpagato-
wmx MB, HeAacHbl. OgHako cocyaucTble
OCJIOXKHEHMA Nocjie TpaHcNaaHTauum
MOTYT BO3HUKHYTb Kak 0b6blYyHbIE OC-
NOXHEHUA Y NINL, XUBYLLMX B TEYEHUE
ONNTENbHOIrO BPpEMEHM, KOr4a Yactomn
ABNAETCA XPOHMYEecKana noveyHan He-
[OCTaTOYHOCTb, @ TMNEepPTOHUA MOXET
OCJIOXXHUTb UMMYHOCYNPECCUBHYIO
Tepanuto.
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CocyaucTbiil gocTyn

MoBTOpHbIE KypCbl aHTUOUNOTUKOB,
BBOAUMbIX BHYTPMBEHHO NauuneHTam,
cTpapatowmm MB, noTeHUManbHO MoryT
NPUBECTU K YXYOLIEHWNIO COCYAUCTOrO
poctyna. Y B3pocnbix ¢ MB o6bi4HO
MCMONb3YIOTCA LEHTpanbHble KaTeTe-
pbl, BBOAUMbIE Yepe3 nepudepuyeckyto
BeHy (PICC), n cpeanHHble KaTeTepbl,
X0TA MOryT notpeboBartbcA 6onee no-
CTOAHHbIE YCTPONCTBA COCYAUCTOrO
Joctyna (Hanpumep, yCTPOWCTBO TuNa
nopta) [62]. Takue cuTyaumm moryTt
OCNOXHUTbCA nHdeKunen, paspbiBOM
CUCTEMbI, HapyLWeHNeM LenoCTHOCTHU
KOXW 1 Tpomb6o3om [53, 54]. MpusHaku
BEHO3HOW HEAOCTaTOYHOCTU Y HEKOTO-
pbIX NAUMEHTOB MOTYT ObITb KIMHMYeE-
ckn 6eccumnToMHbIMU. HepaBHO B He-
CKOJIbKMUX MUCCNefoBaHNAX coobLanoch
0 3aKynopke BepxHen nonou BeHbl [55,
56]. JleyeHune Tpom603a, BOZHUKLIETO
KaK OCNOXHEHMWe UCNOSIb30BaHUA cUCTe-
Mbl PICC nnu yctpoincTtea Tvna nopta,
TaKke ABJIAETCA HENPOCTbIM U TpebyeT
TWaTeNbHOW OLEHKN pUcKa yBENNYEeHNA
n/vnn ambonusauumn Tpomba N pucka
remopparm4yeckux OCNnOXHeHWNn, cBA-
3aHHbIX C MPUMEHEHNEM aHTUKoary-
JIAHTOB UK aHTUTPOMOOLUUTAPHbIX
npenaparos.

B npeane yctponcTso anAa gonro-
CPOYHOro COCYANCTOro AOCTYyNa [ONX-

Ho 6bITb yaaneHo B ciyyae Tpombo-
TMYECKOro OCNOXHEHUA; 3TO co3paeT
HOBble ANNEMMbl OTHOCUTENbHO TOrO,
roe 1 Kakoro Tuna ycTponcTBO crnepyet
ncnonb3oBaTb AnA OyayLiero cocyaum-
cToro goctyna [56]. enctButenbHo,
Yy NauMeHTOB C OKK/IO3NEN LeHTpanb-
HOro BEHO3HOIO KaTeTepa MoXeT ObITb
HEeoB6X0ANMbIM PacCMOTPETb BO3MOX-
HOCTb MCMONb30BaHMA HEOObLIYHbIX NOA-
XO[,0B K COCYAMUCTOMY AOCTYy, KOTOpbie
BKJI04AIOT YCTPOMWCTBA TMa NOPTOB ANA
HUWXXHEeW NoNow BeHbI, ycTaHaBNNBaeMble
B BEHO3HYI0 cucTeMy 6efpa, v paxke ap-
TepPUOBEHO3HbIX LUYHTOB. Y NauueHTos,
Yy KOTOpbIX pa3BuBaeTcA TPOMOO3 BeH,
Ba>XHO UCKIIOYUTb COCTOAHMA rmnepkoa-
rynaumm. TouHas ponb oLeHKku Tpombo-
dbunun nepepn ycTaHOBKOW YCTPOWCTBA
OONrOCPOYHOro COCYANCTOro foctyna
BbIACHEHA HEe A0 KOHLA, XOTA HEKOTOpble
aBTOPbl PEKOMEHAYIOT TaKyio OLLEeHKY
[57-59].
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Ocno>xHeHnA Npu NevYeHuu

Martin Walshaw,
Thomas O.F. Wagner

BBepeHune

C TeyeHVeM BpeMeHM NoABNAeTcA Bce
Gonbluee YUCNO CPEACTB ANA NeyeHun
OCNoXHeHun mykosucumpgosa (MB),
BKJIlOYaAA NeKkapcTBEHHblE Npenaparhbl,
KOTOpble YacTo Ha3Ha4valoT B 60NbLIMX
[03axX Ha ANUTeNbHbIA Mepuoa U He Nno
CTaHOAPTHLIM YTBEPXAEHHbIM Moka3a-
HuaM. C yBennyeHneM npoaosdKmTenb-
HOCTM XW3HU NauueHTbl, cTpajatoLwme
MB, Bce B 60nbluen cTeneHn nogeepra-
I0TCA MOBTOPHOMY BO34EUCTBUIO 3TUX
4acCTo TOKCUYHbIX NpenapaTos, YTO yBe-
NINYnBaET BEPOATHOCTb Pa3BUTUA OC-
JIOXXHEHUI, 0B6YCNOBNEHHbIX IeYEHNEM,
Nno Mepe TOro Kak YeNoBEK C AMAarHo30Mm
MB cTtaHoBuMTCA cTapLue.

JlekapcTBa, NpuMeHAeMble A neve-
Hua MB, moryT 6b1Tb rpy60 pasgeneHsol
Ha cnepytowme rpynnbl: NPOTUBOMMU-
KpoOHble Npenapatbl, NPOTUBOBOCMANN-
TeNlbHble CPeacTBa, 6poHxoannarTaTopsl,
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OcnoxHeHna npwv nevyeHnun

cpencTBa, cnocobCeTByOWME NULLEBA-
peHuto, U NuTaTeNibHbie BELLECTBA, a
TakXXe npenapaTtbl, cnocobcTByoW e
yoaneHuio mokpoTtbl. HoBon n 6bicTpo
pa3BuBatowenca obnactblio Tepanumu
ABNAETCA rpynna npenapaTos, UMEHY-
eMbIX «MyTaunoHHocneundbuiyeckumm»
WU «FT€HOMOAYNUPYIOLWUMUY» fekap-
CTBEHHbIMU cpeacTBaMu. B HacToALwen
rfaBe paccMaTpuBaeTcA NOTEHLUMaNbHanA
BO3MOXHOCTb PasBUTUA OCJIOXHEHUN
npuv NprYeme Kaxxaow u3 aTux rpynn npe-
napartoB, Npu 3TOM 0co60e BHUMaHue
YOEeNeHO OCNOXHEeHUAM, cneundunye-
ckum gna MB, a He nogpo6HOoMYy 06-
cy>XAeHuio No60YHbIX apdekToB n/mnm
OCNOXHEHUN, 06blYHO HabnogaembIx y
No6bIX NaLMEHTOB.

MpoTnBOMUKPOGHbIE
npenaparbl, NPUMEHAEeMble
npu VIB

AHTNUONOTMKOTEPANUA ABNAETCA Kpa-
eyrosibHbIM KamHeM nevyeHna MB, no-
CKOJIbKY GONbLWINHCTBO MNaLMEeHTOB
CTaHOBATCA XepTBaMu AblXaTeNbHOM
HeAOoCTaTOYHOCTU, BbI3BAHHOWM MoO-
BTOPHbIMU N TPYyAHO nopaalowmmMuca
ne4venuio nHdekumamm (o6ocTpeHmnna
60one3Hn Nerknx), KOTopble 4acTo pe-
arnpytoT TONIbKO Ha ANUTENbHbIE Kyp-
Cbl BHYTPUBEHHOW Tepanuu. JleyeHune
OCNOXHAETCA TeM, YTO Y NaLUEHTOB,
cTpagatowmx MB, metabonusm nekap-

CTBEHHbIX CPEeACTB OCYLLEeCTBAAETCA No-
Opyromy; y Hux Habnopgaetca 60nbLuni
ob6bem pacnpegeneHun [1] n 6onee BbI-
cokaf CKOpOCTb BbiBeAeHuA [2], yuem
y 605bHbIX, HEe UMetoLWnX anarHo3a MB;
9TO O3Ha4vaeT, YTo npenapaTbl, BBOAU-
Mble BHYTPUBEHHO, 4acTO NPUXOAUT-
cA Ha3HavaTtb B 6oJsiee BbICOKMX [03aX
1 Ha 6onee AnuTeNbHbIE NepUoabl, YTO
YBENNYNBAET BO3MOXHOCTb Pa3BUTUA
no6o4HbIX 3D HEKTOB.

Bce aHTMGMnoTnkn obnanatot ns-
BECTHbIMU NO060YHbIMU apdekTamu,
KOTOopble BKAOYalOT anfepruyeckune
peakuuu, HO OHU TakxXe MOryT npu-
BOAMTb K MOMOCUHKPA3UYECKMM U He-
nNporHo3npyemMbimM peakumam (tabn. 1).
Bo3MOXHOCTb pa3BuTUA annepruyeckon
peakuumn Ha KOHKPETHbIN aHTUBNOTUK
BO3pacTaeT Npu NOBTOPHOM Ha3Haue-
HUW, U CO BPEMEHEM Yy HEKOTOpPbIX Na-
LMEHTOB BO3HUKAET HEMEPEHOCUMOCTb
60NbLUMHCTBA KJ1accoB aHTUOMOTUKOB,
4YTO Aenaet fiedeHne NpobnemMaTUyHbIM.
Peakuuu runepyyBcTBUTENBHOCTY HaW-
6onee yacTo HabnoaaTCA NpPU NpUme-
HeHuun 6eTa-nakTaMHbIX aHTUONOTUKOB,
BBOAMMbIX BHYTPUBEHHO, N ECEHCMOU-
nn3auma okasblBaeT NULb OrpaHUYeH-
Hbi acpdexT [3]. OgHaKo oguH 1 TOT Xe
aHTMOMOTKK YacTo MOXeET ObITb BBEAEH
Apyrum nytem (Hanpumep, MHranAauu-
OHHbIM) 6€3 NPOABNEHUIN HENEPEHO-
cumocTu [4]. HekoTopblie aHTUBUOTHKN
OKas3bIBalOT NpAMble Tokcuyeckne ac-
hekTbl, 4TO MOXET NPUBOAUTL K HEOBpa-
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TUMOMY NOBpeXAeHU opraHoB, eciu paTbl NpUHaaneXxat rmaBHbIM o6pa30M
9T npenapaTtbl NPUMEHAIOT B Te4eHne K rpynne aMmMHOINInMKoO3naoB.
ANUTENbHOIO BPEMEHMN. Takue npena-

Ta6nuua 1. Yactble Nno60o4Hble 3¢hdekTbl BBOAMMbIX BHYTPUBEHHO aHTUONOTUNKOB,
npumeHaembix npu MB

JlekapcTBO Mo6o4Hble ahdhekTbl

AMUHOrnMko3nabl HedhpoToKCMYHOCTb, OTOTOKCUYHOCTb
Cbinb, peakumy runepyyBCTBUTENIBHOCTU, FONIoBHaA 605b
Llecbrasnamm , peaky, puy > . .
Xenyao4HO-KMLLEeYHOe paccTPOoNCTBO
Cbinb, NaToniormnyeckne U3MeHeHnsa KpoBU, renaTuT,
A3TpeoHam ,
X0NecTas, XeNlyJO4YHO-KULLIEeYHOE PaccTPONCTBO
Ko>XHble peakunn, natonornvyecknue N3MeHeHuA KpoBHy,
MeponeHem o
ronoBHana 60/b, XeNyAo4YHO-KULLIEYHOE PacCTPONCTBO
HelpoToKcUMYHOCTb, HapyLLIeHUA 3peHnA, Ba30OMOTOpHan
Konomuunx
HecTabunbHOCTb, HEPOTOKCMYHOCTb
. XKenyno4yHo-kuLle4YHOE paccTponCTBO, peakumm
TewkonnaHuH va p P peaky
rMNepYyBCTBUTENBHOCTH
OnyknokcaunnimH Cbinb, XonecTas, Xenygo4Ho-KuLwe4yHoe paccTponcTBo
HedpoToKCcUYHOCTb, OTOTOKCMYHOCTb, NAaTONOrMYeckne
BaHkomMuumH
W3MEHEHUA KPoBM
XKenyno4yHo-kuLie4yHoe paccTponcTeo, ronoBHaaA 6onb,
LledboTakcum annepruyeckue peakuum, NaToNormyeckne U3MeHeHus
KpOBMU
Cbinb, renaTuT, XoNiecTas, XenyAo4HO-KULWEeYHOEe
TukapunnnuH .
paccTponcTso
DochommumH ANEeKTPOSINTHbIE HapyLLEHUA
AMOKCULINNNINH + .
XKenyno4yHo-kulieyHoe paccTponCcTBO, XONECTas, Cbifb
KnaBynaHoBas KUCNnoTa
Peakunn runep4yBCTBUTENIbHOCTU, CbiMb, XXENYA04YHO-
MunepaynnnuH + L Py . ! ! va
KMLIEYHOE PacCTPOMUCTBO, NAaTONIOrMYECKNE UBMEHEHUA
TasobakTam KpoBMU
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1.1. AMMHOrNIMKO3UAbI

AMUHOTrNIMKO3NAblI NPeacTaBnAT CO-
60l MOLWHble 6akTepuuUaHbIE aHTU-
GUOTUKN, KOTOPbIE YacTO UCMOJIb3YIOT
npu nevyeHmn nHdekunin, BbiIaBaHHbIX
rpamoTpuuaTeNibHbIMY MUKPOOPFraHm3-
mamu. MHorue ns Hux obnapaioT Bbl-
cokol 3P heKTUBHOCTbIO B OTHOLLUEHUNM
Pseudomonas aeruginosa, poBONbHO
JeleBbl MO CPAaBHEHWIO C APYIrNUMM
KnaccamMmum aHTMOMOTUKOB U LLUNPOKO
ncnonb3aytoteAa npu MB. OHu aBnAtoTcA
XXNPO- 1 BOLOPACTBOPUMbIMU MOJIEKY-
namu, kotopble cnabo BcacbiBaloTCA
B KULIEYHUKE, HO NPU BHYTPUBEHHOM
BBEAEHMU OTMeYaeTcA ux 6bicTpoe pac-
npeneneHne, U NMKOBbIE YPOBHM B Cbl-
BOpOTKe gocTturatorca B TedeHmne 30 mu-
HYT. AKTUBHOCTb CBA3aHa C MUKOBbIMM
YPOBHAMU N «NOCTAaHTUONOTUYECKMM»
acdekTom (NpogonxeHne 6akTepuumna-
HOro AencTBUA, Koraa nekapctso 6onee
He noppaetcA o6HapyxeHuo). OgHako
MOCKOJIbKY Y MaLMEHTOB, CTPagaloLWmnx
MB, HabniofaeTcA yCKOPEHHbI NoYey-
HbI KNMpeHCc u moandurumnpoBaHHan
cdapmakokuHeTuka [1], onAa gocTmxeHus
TepaneBTUYEeCKUX KOHLUEHTpauun He-
06Xo4MMO HasHayaTb BbICOKNE [03bl
BHYTPUBEHHO BBOAUMbIX aMUHOMNMKO-
3npos (go 10 mr/kr Beca B CyTKW), 4TO
YBENNYNBAET BO3MOXHOCTb Pa3BUTUA
no6o4HbIX apdekToB. [NnA cHUXeHNA
Takoro pucka npu Tepanvu aMmuHoOru-
Ko3umaamn Heobxogmm obA3aTeNbHbIN

KOHTPOJIb YPOBHE fleKapcTBa B Cbl-
BOpOTKE.

1.1.1. Tokcuyeckoe Bo3aencTene
Ha Nou4Kkun

AmMunHornukosunpgbl cnabo cBA3bI-
BatloTcA ¢ 6enkamu nnasmbl U ANUMU-
HUPYIOTCA Yepe3 MOYKN MNOCPEACTBOM
kny6o4ykoson ¢punsrpaunun. o 15 %
oTuneTpoBaHHON [03bl peabcopbu-
pyeTcA NpoKCUMMaJsibHbIM KaHanbLEM C
NOMOLLbIO HAaCbILLLAEMOro MexaHu3ma,
4YTO MPU NpPEBbILIEHUN EFO BO3MOXHO-
cTe NPUBOAMUT K HapyLeHuto yHK-
UMM NU30COM 3a CYEeT CBA3bIBAHUA C
MeMb6paHaMu LLETOYHOW KaMbl C Mo-
crieayoWwmumM anonto3om knetok. He-
$POTOKCMYHOCTb aMUHOTNINKO3MA0B
ABMAETCA AO30JIMMUTUPYIOLWLNM CBOM-
CTBOM, U, K COXaNeHuto, Tokcuyeckme
YPOBHU 6U3KM K TepaneBTUYECKOMY
ananasoHy. OHM MOTyT BbI3BaTb OCTPOE
noepexaeHne noyek. XoTA Takme anu-
30Abl peako HabnoAaloT NPy MHranAuu-
OHHOW Tepanuu [5], X oTHOCUTENbHO
4acTo OTMEYaloT NPU BHYTPUBEHHOM
BBeaeHuu [6, 7]. MoBTopHOE NpUMeEHe-
HWe aMWHOTIINKO3MA0B TakKe Koppenu-
pyeT ¢ XpOHUYECKON MOYe4YHON Hepo-
CTaTOYHOCTbIO, MOCKOMNbKY KOJINYECTBO
HedpOHOB ONpeneneHo reHeTUYecku
(y yenoBeka B cpegHeEM 1 MUIIMOH Ha
nou4ky), n NnoBpexXaeHHble HedPOHbI
He MOryT pereHepupoBaTthb (Hedpore-
He3 3aBepluaeTcA k 36 Hegenam bepe-
MeHHocTu). UccnegoBaHua nokasanu

118

Jonraa xu3Hb ¢ MyKOBMCLMLO30M

KOppenauuno Mexay noXU3HEHHbIM
NPUMEHEHWEM aMMWHOTJIMKO3NAOB
M yxyaweHnem dyHKUMKN noyek [6].
B npownom, ocobeHHO B negmuatpuu,
YacTo MpakTuMKoBanacb cTaHgapTHas
TepanuA aHTUCUHErHOWHbIMMW aHTU-
6uoTukamm, BKJItoMaA aMUHOMNMKO3UA,
KOTOpble BBOAUIIN BHYTPVBEHHO Yepes
Kaxxable TPU MecAua, NbiTaAcb Noa-
aepxaTtb MYyHKUMIO NErknx u npesoT-
BpaTuTb o6ocTpeHnAa 6onesHun ner-
KMX. 3TO yBENNYMBANO 3KCMO3MLMIO
yKa3aHHbIM TOKCUYHbIM NpenapaTtam
B TeYeHue XU3HU u obycnosnmeasno
puck 6onee MHTEHCMBHOIO pa3BuU-
TnA yctonymeoctu [8]. Mpu 6onblien
NPOAOJIXKUTENBHOCTU XWU3HU MauneH-
TOB Takaf NMpakTuka ABNAETCA OYeHb
CMOPHOW, B YaCTHOCTU ,MOCKOJIbKY He
6b1J10 ONpefesieHHO NoKa3aHo, YTo OHa
obecneynBaeT 4ONONHUTENBHOE Mpe-
MMYLLECTBO MO CpaBHeEHMUIO ¢ Bonee
peakTUBHbIM NOAXOAOM (T. e. nevyeHue
TONbKO MPU BO3HUKHOBEHUU 060CTpe-
HUA GonesHu nerkux) [9], n nockonbky
Takaf NpakTuka MOXeT KOppenmpoBaTb
c 6onee BbicOKOUN cMepTHOCTbIO [10].

4 pa3HbIX aMUHOIMMNKO3NAO0B TOK-
CUYHOCTb BapbupyetcA. Hanpuwmep,
reHTaMUUKnH, paHee 4acTo UCMOJIb30-
BaBLUMIACA B NeanaTpuyeckon npakTunke
anAa nevyeunAa MB, AaBnAeTca 6onee He-
(POTOKCUYHBIM, YEM ApPYyrne amuHo-
rnuko3nabl. Ero ctpyktypa (oBa amu-
Hocaxapa, COeAUHEHHbIX C FTeKCO3HbIM
ALPOM) YMEHbLUAET ero cnocobHOCTb

BcacbIBaTbCA, U €ro nocneaytoLlee Ha-
KOMNEeHNEe YyCUIMBAET HEKPO3 KaHalb-
LieB 1 B KOHEYHOM UTOre — HapylueHune
dyHkumm novek [11]. Ero He cnenyeTt
NPUMEHATb Y NALMEHTOB, CTpaaaloLWwmx
MB, ana KkoTopbIX NPeanoYTUTENEH TO-
OpamMnLUnH.

Crtpaterun anA ymeHbleHNA He-
¢ poTokcuyecknx acheKToB aMMHOMNN-
KO3MO0B BKNOYAIOT M3MEHEHNE CXEM
Ha3Ha4yeHWA U/MNu ogHOBpPEMEHHOe
npuMeHeHne PeHOoNpPOTeKTUBHbBIX MNpe-
napatoB. Y70 kacaetca Bbibopa fo3, TO
yBefmyeHne nHTepBana Mexay BBe-
OeHNAMN cHMXaeT 6asanbHble YPOBHMU
aMUHOIIMKO3UAOB B CbIBOPOTKE U Ha-
KonieHue niekapcTea B NoYke, Mpu 3Tom
TeopeTnyeckun Mo-npexHemy coxpaHs-
€TCA BO3MOXHOCTb [JOCTUXEHUA BbICO-
KUX NMUKOBbIX YPOBHEN B CbIBOPOTKE U
noctaHTubmnoTnyeckoro apdekra gnAa
YCUNIEHUNA YHUYTOXeHUA GakTepun [12].
B ogHOM uccnepoBaHuuy nokasaHo, 4To
MeHee YacToe BBEAEHWE NMpenapaTa B
TeuyeHue CyTok Tak xe apdeKTUBHO, Kak
1 HasHayeHue Tpu pasa B cyTku [13],
Nnpu MeHbLUEN BbIPaXXEHHOCTU OCTPOTO
noBpexpaeHna noyek y aeten (Ha oc-
HOBaHUM mapkepoB B Moue) [14]. YTo
KacaeTcA PpeHOMNPOTEKTOPHON Tepanuu,
TO CpencTBa, KOTOPble KOHKYPUPYIOT
3a MecTa CBA3bIBaHWA B MOYKaX, MOTyT
YMEHbLINTb ToKcuyeckue ahekTbl amu-
HOTINKO3UA0B, BBOAUMbIX BHYTPUBEH-
Ho. OHVMM U3 TaKNX NEKapCcTB ABNAETCA
dochomnuuH (1,2-anokcmnponundoc-
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doHoBanA k1cnoTa), KOTOPbIA XOPOLLO
nepeHocUTCA NauMeHTamu, cTpajaioLm-
My MB [15], HO eLue He Hallen WKpPoKo-
ro NPUMEHeHMA BO MHOTUX LLeHTpax
nedyeHna MB; npenapat Takxe obnagaet
OOMOJSIHUTENBbHBIM NPEUMYLLLECTBOM B
BUAE HaNN4YUA BbIpaXXEeHHOro aHTUCK-
HerHomnHoro addekTa. PaHee npose-
OeHHOoe uccnepoBaHue Nokasano, 4To
OH YMEHbLUAET OCTPOE MOBPEXAEHME
no4ek NMpu Ucrnosib30BaHUN OJHOBpPE-
MEHHO C BBOAWMbIM BHYTPUBEHHO TO-
6pamMuUMHOM AnA fieyeHnA 060CTpeHn
npu MB [16].

1.1.2. Tokcn4veckune apdekTbl,
BbI3blBaloLLME BECTUOYNO-
KOXJieapHble HapyLleHuWA

AMVUHOMNNKO3NAbI 3aXBaTbiBAOT-
cA GONbLWMHCTBOM TUMOB KJIETOK BO
BHYTPEHHEM yXe U MOTYT Bbi3blBaTb
BECTUOYNIOKOXNeapHble HapyLleHus.
TOYHBIN MeXaHU3M OCTaeTCA HEU3-
BECTHbIM, HO, BEPOATHO, OH CBA3aH
C NPOLLEeCCOM OKUCNEeHUA. 3Ha4YnuMble
YPOBHU B CbIBOPOTKe HabnogaloTcA
npv BHYTPUBEHHOI Tepanuu, Toraa kak
Nnpu MHranALMM NpenapaToB OTMeYeHbI
peakue cny4vam OCNOXHEHWUN, Bbl3BaH-
HbIX BecTubynAapHbiMu [17] n npexoan-
WUMmM KoxneapHbiMuy (Luym B ywwax) [18]
HapyweHuAaMu. NMpu BHYTPUBEHHOM
BBEOEHUMN NIeKapCTB OCTPble BECTUOY-
nAapHble aphekTbl (roNoBoOKpyXeHUe)
KOPPENUPYIOT C BbICOKUMM MUKOBbLIMMU
YPOBHAMU; MO 9TON NPUYNHE BHYTPU-

BeHHble 6ONIOCHbIE UHBEKLMY cnenyeT
BbIMOJIHATbL B TEYEHME HECKOJIbKNX MU-
HyT. MoBpexaeHue ynnuTku passuBaeTca
MeAfieHHee U He3aMeTHO U ABnAeTcA
Heob6paTMMbIM, MPUYEM BHa4asie OHO
NpUBOAUT K NOTEPE C/lyXa Ha BbiCOKMe
YyacTtoTbl. XOTA nokasaTtenu 3abonesa-
€MOCTU He onpefeneHbl, ayauomMeTpusa
Ha BbICOKUX YacToTax U M3aMepeHue
0TOaKyCTUYEeCKOW 3MUCCMU Ha YacToTe
NpoAyKTa UCKaXXeHWA y AeTel yKasblBa-
0T Ha TO, YTO AaHHbIMM HaPYLLUEHUAMMU
MoryT cTpagatb Ao 21 % nayneHToB
[19], xoTA B Apyrnux nccnenoBaHnAax
acdekT He Gbin noaTeepxaeH [20].
Y HeKOTOpPbIX CyObEKTOB TakXKe MOXET
MMeTb MECTO reHeTu4eckan npegpacno-
JIOXXEHHOCTb K OTOTOKCUMYHOCTU, He3a-
BMCMMO OT MX CcTaTyca B oTHoLeHun MB
[21]. Mockonbky 6onbHbie MB cTaHo-
BATCA CTaplue, 3Ta Nnpobnema TpebyeT
6onblUEro KOHTPOJA, Tak Kak ToOYHanA
3a6oneBaemMoCTb B KPYMHbIX MOMNynsA-
LMAX B3POCSIbIX HEM3BECTHa.

1.2. KonomuuunH

KonomuuumH npepcraBnaet cobon ka-
TUOHHbINA LUKNMYECKUA NoOnNunenTua
(nHorpa HasbiBaeMbli MOJIMMUKCUHOM
E). Mpenapat npoAsnaet 6akTepnuma-
HbI 3¢pPeKT B OTHOLLIEHUM MHOTUX Fpa-
MOTpULATENbHbIX NAaTOFEHHbIX MUKPO-
opraHu3amoB, BkJtovana P. aeruginosa,
N PE3UCTEHTHOCTb BakTepuin K Hemy
ABNIAETCA HU3KOW, MOCKOJbKY Er0 YHUY-
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ToXaloliee AencTBMe ABNAETCA npe-
MMYLLECTBEHHO (PU3NKO-XMMUYECKNM.
[penapaTt WNPOKO UCMONb3YIOT B UH-
ranAunoHHon chopme AnA nogaBneHns
XPOHUYECKOW NCeBAOMOHAAHON MH-
dekummn npu MB, npu aToM cucteMHan
abcopbuna ABNAETCA OYEHb HU3KOWN,
1 noboyHble a¢hdekTbl OrpaHMYNBalOT-
CA OCTPOW HENnepeHOCUMOCTbIO B Obl-
XaTeJibHbIX NyTAX. [lpenapaT MOXHO
BBOAUTb BHYTPMBEHHO B hopmMe KO-
NoMUUUHa cynbdomeTaTa, KOTOPbIN
9KCKpeTupyeTcAa rnaBHbiM ob6pasom
yepes noykun. PaHHne uccnepoBanunAa
c npumMeHeHuem 6onblwmnx o3 (oo 26
meraeauHuy [ME] B cyTkun) nokasanu
3Ha4Yumble Nob6oYHble adekTbl B OT-
HOLUEHUWN NOYEK N HEMPOTOKCUYECKME
no6o4Hble acdekTsl [22, 23], HO B Ha-
ctoAawee Bpema npu MB konomunumH
NPUMEHAIOT B HAMHOIO MEHbLUMX A03aX
(0o 6 meraeguHuML, B CyTKM), NpU 3TOM
ocTpble No6oYHble 3ahdekTbl 0ObINHO
ABNATCA Npexoaawmmm [24]. OgHako
npenapaT MOXeT ycunmeaTb HePOTOK-
cuyecknin acpdekT aMMHOrMNKO3NAoB,
BBOAMMbIX BHYTPUBEHHO, U NMO3TOMY
KOMOGMHUPOBaHHYIO Tepanuio cnenyeT
NPOBOAUTb C OCTOPOXHOCTbIO.

1.3. UHranAunoHHbIe aHTUONOTUKN

Lo cux nop B HacToALEelN rnaBe OCHOB-
HOe BHUMaHue yaenanocb ne4vyeHuio
ob6ocTpeHUn 6one3Hn Nerknx aHTu-
6I/IOTI/IKaMI/I, BBOANMbIMU BHYTPUBEHHO.

OpHako MHranAuMoHHble (pacnbinde-
Mbl€) aHTUOMOTUKUN ABNAJINCb OCHOBOWN
60pb6bl C XpOHUYECKON NHPpEKLNEN,
BbI3BaHHOW P. aeruginosa, npun MB
B Te4eHne AecATUNETUN, NpUYemM ume-
toTcA yb6eanTenbHble foKa3aTeNnbCTBa
nx acpdekTnsHocTun [18]. PaHHee Ha-
4yano ANUTENbHON aHTUCUHErHOWHOWN
MHranAuMoOHHON Tepanun ymeHblUaeT
noTpebHOCTb BO BHYyTPUBEHHOM BBefe-
HWUW aHTUOMOTMKOB B LLE/IOM M NO3TOMY
OOJIKHO CHMXAaTb TOKCUYHOCTb Mnpena-
paToB, BBOAUMbIX BHYTPMBEHHO (B OCO-
6eHHOCTM amuHornukosungos) [25]. Tak-
e UMEIOTCA flaHHble, yKa3blBaloLme Ha
TO, YTO OHU MOTYT GbITb MONE3HbIMU
npuv AevyeHumn octTpbix obocTpeHnin [26].
MockonbKy KOHUEHTpauua nekapcTea
B MOKPOTE 3HAYUTENIbHO BbIllE, YEM
npu BHYTPMBEHHOM BBEAEHUU, TaKON
noaxopn ABNAETCA NpuUBNeKaTenbHbIM,
0CO6EHHO NMOTOMY, YTO B AaHHOM CIy-
Yyae MMeeT MecTo MUHMMaNbHaA Cu-
cteMHan abcopbumnA 1 NO3ITOMY MEHb-
e BePOATHOCTb HapyLeHUA hyHKLNK
nouvexk.

Ho ogHMM 13 OCHOBHbIX HepgocTaT-
KOB pacnblnAemMblX NpenapaToB ABMA-
eTcA mMeAneHHaa JoOCTaBka U gpyrue
npakTuyeckne npobnembl (Hanpumep,
ouncTka obopynoBaHua), YTO MOXeET
3HAYUTENBHO MOBJIMATH HA MPUBEPXKEH-
HOCTb K NiedeHuto. B HacToAwee BpemA
MMetoTcA npenapaTtbl aHTUCMHETHONHbIX
aHTMONOTMKOB KONOMMULIMHA U TOBpaMu-
LMHa B BUAE CyXOro nopoLuika, Kotopble
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o6nagatoT NPeNMyLLECTBOM, COCTOALLMM
B MPOCTOTE NPUMEHEHNA NO CPaBHEHUIO
¢ pacnbinAemMbiMu aHTU6MOTUKaMMK. MNo-
Ka3aHo, YTO OHW MOBbILWAOT NPUBEp-
XXEHHOCTb K neyeHunio [27]. Mob6o4yHble
3¢ dekTbl oOrpaHNYMBaOTCA MECTHbIM
pasgpaxeHnem gbixaTenbHbIX NyTeN,
1 aTa ¢opma gocrtaBku 6yneTt ucnonb-
30BaTbCA BCE LUMpPe, MO Mepe Toro Kak
CTaHyT [OCTYMHbIMU Apyrue paspaba-
TbiBaeMble aHTUBNOTUKM.

npOTMBOBOCHaﬂMTeﬂbeIe
npenapartbl

2.1. Ctepougbl

[MpoTuBoBocnanuTenbHbIN 3¢ heKT Kop-
TUKOCTEPOUAOB NPU MOPAXEHUN NEFKUX
npu MB xopowo n3yyeH [28]. Hecmo-
TPA Ha [OCTaTO4YHble CBUAETENbCTBA,
NoATBEPXAAIOLWME r’MNOTE3Y O TOM, 4YTO
cTepouAbl 3aMeanAloT Nporpeccmpo-
BaHWe BOCManuTenbHOro 3abonesaHun
Nerknx, NX AnuTenbHOe NpuMeHeHne
ocTaeTcA OrpaHUYeHHbIM MO NpuYnHe
pa3BuTMA No6oYHbIX 3chhekToB (Hanpu-
Mep, OCTEONOPO3a, OrPaHNYEeHUA PocTa,
caxapHoro aua6eta [29, 30]). B 6onb-
LUIMHCTBE PEKOMEHAALUNN N PYKOBOACTB
He COBETYIOT UX npumeHAaTb [25, 31],
3a UCKNoYeHnemM ocobbix nokasaHum,

TaKuX KaK annepruyeckmini 6GpoHxonynb-
MOHanbHbI acneprunnes (ABMA).

2.2. HectepoupgHble
npoTUBOBOCNAaNuUTEsNibHbIE
npenaparbl

[MokasaHo, 4To NpumeHeHne néynpode-
Ha B Ka4yecTBe HECTEPOUAHOIO NPOTUBO-
BocnanuTenbHoro npenaparta (HMNBIM)
3amepnAeT CHUXeHue hyHKLUN Nerknx
y peten [32], u ero HasHavyeHue peko-
MeHaoBaHo PoHAOM MyKOBUCLMAO3A
y neteli (B Bo3pacTte 6-17 net) c 06b-
emom ¢hopcMpoBaHHOro Bblgoxa B 1 ce-
KyHay 6onee 60 % OT NpOrHO3Mpyemoro
[31]. B cambix nocnegHux pekomeHaa-
unax EeBponenckoro obuiectea Myko-
BMCLMAO3a MO HaUNydLeMy OKa3aHuio
nomoLuu Gbin caenaH BbIBOA, O TOM, YTO
nbynpodeH cnepgyet NPUMEHATb TONIbKO
npv oAHOBPEMEHHOM crneunduryeckom
MoHuTOpuHre [25]. OgHako npenapart He
MPUMEHAIOT LUMPOKO MO NPUYUHE OLLY-
Tumoro 6ecrnokoncTea OTHOCUTENIbBHO
no60o4HbIX 3 HEKTOB, XOTA OCNOXHEHUA
Aaxke npun HasHa4eHn BbICOKUX 003 HE
6b1nKn 3Ha4MMbIMK [33]. BaxkHo, 4TO Kak
NONOXUTENbHbIE, TaK U HeXenaTes/ibHble
3 ekTbl Y B3POC/bIX HEU3BECTHbI, YTO
0CO6EHHO BaXXHO, MOCKOJIbKY Yy B3pOC-
NbIX B LleNIoM HabnoaaeTcA BbicOKanA
YyacToTa OCNOXHEHWUN, CBA3AHHbIX C
npumeHeHuem HIMBI (Hanpumep, no-
604Hble 3P EKTbI CO CTOPOHbI XENYA0Y-
HO-KMLLEeYHOro TpakTta un I'IO‘-IeK).
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2.3. AsutpomuuH

MokasaHo, 4TO a3UTPOMULIMH OKa3biBaeT
NONOXUTENBbHOE BMAHUE Y NAaUMUEHTOB,
cTpapaowmx MB, BepoATHO, B pe3yib-
TaTe KOMOMHMpPOBaHHOro acdekTa Ha
nHdekumio n BocnaneHue. M3eectHo, 4To
Yy NaLUMEHTOB C XPOHUYECKOW MHpeKLMen,
BbI3BaHHOW P, aeruginosa, nopaepxunsa-
lowan Tepanna as3uTpoOMULIMHOM B HU3-
KMX [03ax ynydwaeT hyHKLUMIO Nerkmx
N YMEHbLUAEeT 4aCTOoTy U BblPa>XeHHOCTb
o6ocTpeHunin 3a6oneBaHua nerkux [34];
1 NpenapaTt pekoMeHAOBaH B KayecTse
cTaHpapTHOro nevyebHOro cpeacTsa
[25]. Oaxke npu oTcyTCTBUMN NHDeKunu,
BbI3BaHHOW P aeruginosa, Habniopganu
NONOXUTENbHbIN 3 eKT, cocToABLINN
B YMEHbLUEHNN HaCTOTbl N Bblpa>eH-
HocTu o6ocTpeHuin [35], XoTA pe3ynbra-
Tbl TECTOB ANA OLUEHKN DYHKLMU NErknx
octanucb 6e3 nameHeHuA. CoxpaHaetca
06ecnoKoeHHOCTb OTHOCUTENIbHO ANn-
TenbHOCTU acdekTa U UHAYLMPOBaHUA
YCTOMYUBOCTU ApYrux 6akTepunl, HO 3Tn
BOMPOCHI A0 HAaCTOALLEFO BPEMEHU He
OblNn 4OCTaTO4YHO 06OCHOBAHbI KJIMHU-
4YECKMMW AaHHbIMK [36].

3 MpenapaTbl ANnA yMeHbLUEHUA

o6pa3oBaHuna cnusn /
oGneryeHun yaaneHus
MOKpPOTbI

nOCKOJ‘Ibe CNU3NUCTbIN CeKpeT NoBbl-
LUEHHOW BA3KOCTU BHOCUT 3HA4YUTENb-

HbIN BKNag B 6one3Hb nerkux npu MB,
npenapaTbl 4517 YCTPAHEHWA 3TOr0 CUM-
nToma u/unu obnervyeHua ypaneHusa
MOKPOTbI ABNAOTCA HEOTbEMIEMON
yacTtbilo Tepanun MB. Pacnbinaeman
nopHa3sa anbda ([Ha3a) noctynHa B Te-
yeHue 6onee 20 NeT, U O HAaCTOALLETO
BPEMEHW He OTMEYEHO Clly4yaeB pa3Bu-
TUA cneumdunyYeckux ocnoXHeHun, cea-
3aHHbIX C BO3PacToOM WU ANUTENbHO-
cTblo neveHua. [lpyrve cpencrea, Takme
KaK pacnblnAembli TUnepToHUYecknin
COJIEBOWN PacTBOpP U UHTaNALUNOHHbBIN
MaHHUTON, pa3dpaboTaHbl OTHOCUTESb-
HO HefaBHO.

3.1. AHKa3a

JopHasa anbda obnagaet gokasaHHbIM
MYKONMUTUYECKUM M NMPOTUBOBOCHANM-
TenbHbIM 3PP eKToM 1 ynyywaeT dyHkK-
LMIO NNIETKNX Y NaLMEeHTOB, CTpaAatoLwmx
MB. lNMpenapaTt 06bI4HO XOpOLIO Nepe-
HOCUTCA, He CBA3aH CO 3Ha4YMMbIM YKC-
JIOM [AOJITOCPOYHbIX OCMIOXXHEHUN, 06-
YCNOBJIEHHbIX NeYyeHunem, n 6esonaceH
KaK anAa getein, Tak u anAa s3pocnbix [37].

3.2. OcmoTnyeckue npenaparbl —
rMNepToOHMYECcKNi cCoNleBol pacTBop
N MaHHUTON

[bixaTtenbHble nyTn npun MB gerng-
paTUpoBaHbl, U1 NO3TOMY MHranAuuAa
rMnepToHNYEcKMUX npenapaTos yBe-
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nuynBaeT coaepxaHue BoAbl B cnoe
XMAKOCTU Ha NOBEPXHOCTU AbiXaTenb-
HbIX NMyTeW, 4TO NPUBOAUT K YNyy-
LIEHUIO MYKOLMNNAPHOIO KiMpeHca.
[Moka3aHo, YTO rMNepPTOHUYEeCcKUn co-
neeow pacteop (7 %) [38] u maHHUTON
[39] aBnAatoTcA apdhekTUBHbIMU, U 3TU
npenapaTbl LWUMPOKO UCMONb3YIOT MO
npuynHe nx apdeKTUBHOCTM, a Takxe
0oT4acTV — U3-3a HU3KOW CTOUMOCTM
nevyeHua nmu. O6a npenaparta nme-
I0TCA B MHranAuMoHHoOn dopme, HO
Mx cnepyeT NPUMEHATb TONbKO nocne
npeaBapuTeNnbHOro MCNonb3oBaHuUA
6poHxoaunaratopa, NOCKONbKY OHM
MOryT AencTBOBaTb Kak BellecTBa,
pasapaxatowme 6poHxu. CHavana He-
o6xoAMMO NMpoOBECTU uccnepoBaHue
nepeHocumocTu [25].

4 [pyrue npenapatbl

4.1. BpoHxogunaraTopbl

[nAa nevyeHnsa naymMeHToB, CTpagaloLnx
MB, perynapHo npumeHsaoT 6poHxoau-
nataTopbl BCEX TUMOB, XOTA UMeEETCA
Maso CBUAETENIbCTB OTHOCUTENbHO MX
TepaneBTMYECKOW WU MPOrHOCTUYE-
ckon ueHHocTu [40]. O gonrocpoYHbIx
ocnoXHeHuAx, cneuynduryecknx ana
MB, He coobuwanocs. MNoaBnawTCA HO-
Bble JlaHHble, KOTOPbIE YKa3blBalOT Ha

TO, YTO MOryT 6bITb NONIE3HbI Npena-
paTbl, BO34ENCTBYIOLWMNE HA MycKapu-
HOBble peLenTopbl, Takne kak TMOTPO-
nun [41].

4.2. CpeactBa, cnocoGeTByiowme
nuuieBapeHuio, U NUTaTesNibHble
BeliecTBa

Y nauneHTOB ¢ HE4OCTAaTOYHOCTbIO
noaykenyao4yHon kenesbl NUCMONb3YIOT
naHkpeatnyeckne depmeHTbl B 60J1b-
wnx nosax. KpanHe Bbicokue [03bl
MOTyT KOppennpoBaTb C pa3BUTUEM
bunbposnpytouen KoJoHonaTum —
pPenKoro, HO yrpoXatouwero KinmHun4ye-
CKOrO COCTOAHUA, HE pearnpyloLiero
Ha NPOCTOe yMeHblleHne 0o03bl [42].
Ero moxHO npenoTBpatuTb, €CNN He
npesbiwaTb 06LWyi0 403y HepMeHTOB,
paBHyto 10 000 nunasHbIiX eguHUL/KI/
cyT [43]. Y nayneHTa, nony4awoLiero
HeadekBaTHYIO [O3Y, MOXET BO3HUK-
HYTb OCNIOXHeHMe B hopme cCuHApoMa
OUCTaNIbHOW KULLIEYHOM HEMPOXO4MMO-
CTW — COCTOAHMA, Bbl3bIBAEMOIO Cry-
CTuBWMMCA ('.beKaJ'IbeIM BewecTtBoM,
YaCTUYHO MM MONHOCTbIO 3aKyrnopwu-
BaloWMUM KUKy [44]. Apyrue acnekTbl
NleveHunn, Kacaowmecs NUTaHNA, BKIIO-
YaloT [ONOJNIHUTENBbHOE Ha3HavyeHune
XXUPOPaACTBOPUMbIX BUTaMUHOB (A, D,
E n K); Bce aTn npenapatbl 04eHb XO-
pOLIO NEePEHOCATCA, N NOATBEPXAEH-
Hble cneundunyeckme [ONTOCPOYHbIE
OCNOXHEeHUA OTCyTCTBYIOT. BepoAaTHo,
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Hanbonee NpuM3HaHHOW nNpobnemon
ABNAETCA NPUEM HeLOCTaTOYHOW [,03bl
no npuyunHe cnabon NPUBEPXXEHHOCTU
K nevyeHuio, 4To ABNAeTCA Nnpobnemon,
KOTOpaA OTHOCUTCA KO BCEM BO3pacT-
HbIM rpynnam.

HoBble cpenctBa
1 BO3HUKaloWme npo6nembl

5.1. MyTtaunoHHocneuundunyeckme
npenaparbl

JonrocpoyHble OCNOXHEHWA, CBA3AH-
Hbl€ C 3TOW HOBOW rpynmnon npenapartos,
noka HeBO3MOXXHO MOJIHOCTbIO onucaTb.
MBakadTop NpepcrasnaeT cobon nep-
Bbii U B HacTtoAuwlee BpeMA eaqNHCTBEH-
HbI NpenapaT B JaHHOW rpynne, Ko-
TOPbIA NOAJNIEXMUT JIMLLEH3UPOBAHUIO.
WmetoTcAa paHHble No ero 6e3onacHo-
cTn N 3 HEKTUBHOCTUN B TEHYEHME A0
144 Hepenb y NayMeHTOB, HECYLLMX MO
KpanHen mepe oaHy MyTtauuio G551D,
4YTO yKa3blBaeT Ha ycTonumByio adek-
TUBHOCTb U XOPOLUYIO NepPeHOCMMOCTb
[0 3TOro MomMeHTa BpemeHu [45]. Pe-
KOMEeHAOBAaH MOHUTOPUHI YPOBHEN
neyeHOYHbIX HEPMEHTOB B CbIBOPOTKE
yepes 1 mecAL nocne Havana JsiedeHns
mBakagTopom, Yepes Kaxable 3 meca-
La B TE4EHMe NepBoro roga n 3atem —
OAVH pas B rof,.

5.2. BosHukatlowme npo6nembl

MmeeTcA mano paHHbIX KacaTenbHO
MeXJIEKapCTBEHHbIX B3aMMOLENCTBUN,
cneunduryeckmx anAa nonynAunm na-
LMeHTOB, cTpagatowmux MB, xota npu-
MeHAeMble BbICOKME A03bl HEKOTOPbIX
npenapaTtoB MOryT KoppennposaTb
C MOBbILWEHHbIM PUCKOM OCJIOXXHEHUN.
O6wen dunocoduen npu MB Bceraa
ABnAnocb gobasneHne HOBOro cpea-
CTBa K y>Xe UCnonb3yeMbiM npenapa-
TaMm. [onoxuTenbHble Unn oTpuua-
TenbHble B3aMMOAENCTBUA He Bceraa
BO3MOXHO MPOrHO3MpPOBaThb, XOTA
cuHepruyecknin apdekT HeEKOTOPbIX
aHTMOMOTMKOB ABNAETCA NPUMEPOM,
Korga AOMONHUTENbHbIE NIEKaPCTBEH-
Hble nNpenapaTbl NPUHOCAT MNOJb3Y.
OpHako dukcupytoTca cny4vau, Korga
TakaAa ¢punocodura MoOXeT NPUBECTU
K Heb6naronpunATHomy addekTy. Ha-
npumep, B HefaBHEM PeTPOCMEKTUB-
HOM MccnegoBaHMK GblIO BbIABNEHO
noTeHunanbHoOe B3aumMopencTene
MeXAy pacrnbinaemMmbiM TO6paMULIMHOM
M asuTPOMULMHOM, MPUHMUMAEMbBIM
BHYTPb, NPOABAAIOLLEECA B CHUXEHUN
acddexkTmBHOCTU [46]. Opyrum npume-
pom ABnAeTcA Bce 6oJiee LWNPOKOE 1C-
nonb3oBaHWe TPUas3osoB ANA leYeHuA
rpnbkoBbix 3aboneBaHnn. N3BecTHo,
YTO TPMasoJibl B3aMMOAENCTBYIOT C UH-
ranAuMoOHHbBIMU KOPTUKOCTEPOMAAMN
M NoTEeHUWanbHO MOFyT BbI3BaTb He-
[OCTaTOYHOCTb HaAMO4Ye4YHUKOB, NO-
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3TOMY MpPU WMPOKOM MPUMEHEHUM
MHranAUNOHHBIX KOPTUKOCTEPOUAOB
9TO OCNOXHEeHWe puckyeT cTaTb bonee
pacnpocTpaHeHHbim [47, 48]. HakoHeu,
XOTA HOBaA 3pa npenapaTos, Npume-
HAEMbIX NpK cneundryecknx Mytaum-
AX, ABNIAETCA OYEeHb NepcneKTUBHON,
paHHWe AaHHble, NONYYEHHbIE in Vitro,
YyKa3blBalOT Ha BO3MOXHOCTb CYLLECTBO-
BaHWA 3HAYMMbIX MEXJIEKAPCTBEHHbIX
B3aMMOAENCTBUIN NPU ANUTENbHOM Jie-
yeHun. CBeneHmnA, NONyYEHHbIE NPy
M3yYeHUN NePBUYHOIO pecnupaTopHo-
ro anNuTenuA YenoBeka, Nokasanu, 4To
AnuTenbHoe nevyeHne nBakadTopom
aHHynupyeT addekT nymakadTopa (1c-
cnefpyeMbli MyTaunoHHocneunduye-
CKWIA NpenapaT) B KynbTypax, roMmo3u-
roTHbIxX No F508del [49]. 3To n gpyrue
OOKNMHUYeckme mccnepoBaHmA no-
Ka3blBaloOT, YTO ANNTENbHOE NleyeHune
KoMOUHaunen myTaumoHHocneundm-
Yyeckux npenapaTtoB MOXeT AaTb He-
npenBuaeHHble U HENPOTHO3UpyeMble
pesynbtatbl [50].

3akniouyeHune

3a nocnegHue HeCKONbKO aecATune-
TWUN apceHan cpeacTs ana nevyeHna MB
KOJIOCCaiIbHO pacLiupuica, YTo Npu-
BeNo K 3Ha4YMMOMYy yBeEJINHYEHUIO NpPO-
AOJKUTENbHOCTUN XN3HU NAaLMNEHTOB.
IT0T NoNoXUTENbHBIN 3hDEKT NpUHec
c cobon HOBbIN KOMMnekc npobnem,

BKJIIOYAIOLUIN YBENMNYEHWNE HAaCTOTbI OC-
JIOXXHEHWI, BbI3BaHHbIX JiekapcTBamu,
MeXJ1eKapCTBEHHbIX B3aUMOAENCTBUN
n neyebHom Harpy3ku. B apy npenapa-
TOB, NPUMeEHAEMbIX Npu cneyudurye-
CKUX MyTauMAX, MOXET CYyLLeCcTBOBaTb
peanbHaA BO3MOXHOCTb YMEHbLINTb
neyebHYI0 Harpysky n 6pocuTb Bbl-
30B punocodpun pobaBneHnA HOBbIX
JIeKapCTB K Y>X€e UCNOoJib3yeMbIM npe-
napartam; ofHaKko 3TOT YPOBEHb eLle
He pocTurHyT. Mexay Tem pasymHoe
npuMeHeHne NpenapaTos, UMEIOLLNXCA
B HacToAlee BPeEMA, U TWATENbHbIN
MOHWTOPUHT Ha NpeaMeT pa3BUTUA NO-
604HbIX 3D (PpeKTOB, BbI3BaHHbIX nekap-
cTBamu, 6yayT NnpoaoskaTk ocTaBaTbeA
npuopuTeTamu.
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I'TIABA 7

NMomouwb NnayneHTam,

cTtpagaowum MB,
B KOHL|e YXU3HUN

Dorota Sands,
Lieven J. Dupont

BBepeHune

Mopa>keHne nerkmux npum MyKoBUCLU-
Jo3e ABnAaeTcA Haubosee YacTon Npu-
YMHoOM 3a60NeBaemMoCTU N CMEPTHOCTU
y nioaen, cTpagatowmx aTon 60nesHbio.
Takvne cMMNTOMBI, Kak ofblwka, 6ec-
MOKOWCTBO, Kallenb U 60sb, 06bI4HO
CHUXKAIOT Ka4YeCTBO XU3HU, U Y NaLueH-
TOB HabnoAalTCA NOBTOPHbIE pe3Kue
o60ocTpeHun ¢ BaprabenbHbIM U UHOrAa
NINWb YaCTUYHbIM BOCCTAHOBNEHUNEM,
HEeCMOTpA Ha UHTEHCUBHOE NieYyeHue.
Y HeKOoTOpbIX NaLMeHTOB TpaHcMAaH-
TauumA nerkux AaeTt Haaexnay Ha yse-
nuyeHne NPoaoNIXKNUTENbHOCTMU 1 Kaye-
CTBa XM3HU, HO 3Ta Hagexna 3aBUCUT
OT AOCTYMHOCTU AOHOPCKOro opraHa,
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NPUroaHOCTUN peunnmeHTa U OCNoX-
HEeHUN nocne TpaHcnnaHTauun. UN3-3a
3TuUX nNpobnem TOYHOE NPOrHO3MpPO-
BaHWe NPOAOJIKUTENIbHOCTU XU3HU MO
BpemeHu npu MB ocTtaeTtca 3aTpygHu-
TeNbHbIM, U GONbLUMHCTBO NMaUNEHTOB
yMupaloT OT cBoel 60JIE3HU B YCIOBUAX
cTaumoHapa. HenpepgckasyemocTb uvc-
xonoB B Oyayllem MOXeT NopoXAaTh
NCUXONOrMYecKnUin gucTpecc, Tpeeory
1 Aenpeccuio, KOTopble B CBOIO o4epeb
BHOCAT AOMNOJIHUTENbHYIO COXHOCTb
B obecnevyeHne noanepx nBatoLLEro
neyeHun. B HacToAwen rnaBe onucaHbl
npo6nembl, cBA3aHHble C 06ecneyvyeHmn-
em appekTUBHOM NOMOLLMN NaLUeH-
Tam, cTpagatowmm VB, B KOHLIE XXMN3HN,
n obcyxpgaeTca MynbTUAUCUUNINHAP-
HbI Nogxon, HeobxoanuMbIA onA yooB-
neTBopeHna puUanyecknx n Ncnxosoru-
Yyeckmx noTpebHoCTEN NALMEHTOB U NX
CeMel Ha 3TOW TPYAHOWN cTaauu.

Mopaenb okazaHuA nomMoLyu
B KOHLIe XXU3HUN

KomnnexkcHaAa mogenb okasaHua Mno-
MOLLUK, HaueneHHaA Ha nogaepxaHue
nmMetoLeroca prn3nyYeckoro coCToAHMA
naumeHTOB, 0XMAAOWNX JOHOPCKUX
opraHoB, Npu 3ToM TakXe obecne-
ymBalowan MakCMManbHbIN MONOXU-
TenbHbIN 3pdeKT pa3HbIX BapnaHToOB
nannnaTMBHOIO neyeHua, morna 6ol
YNy4LWnTb OKa3aHue NoMoLLn B KOHLE

KM3HU ANA NauneHTOB, X CEMEN 1 Me-
AvunHckux paboTHukos. NnaHupoBsa-
HVe nannMaTUBHOW NOMOLLK ABNAETCA
0cob6eHHOo BaxkHbIM Npu MB, nockonbky
NPOrHO3MpOBaHNE BPEMEHU CMEPTHU
npeacrtaBnAeT UCKNIKOYUTENIbHbIE TPYA-
HocTW. [TaUMEHT 1 ero ceMbsA OONXHbI
nony4yaTtb peanucTuyeckyto nHdbop-
MaLMio O COCTOAHMM 300POBbA U fanb-
HENWNX BO3MOXHbIX BapuaHTax okasa-
HUA nomowu. NMpumeHeHne Tepanuu,
KOTOpaAa NnpnBoaAUT K KJIMHNYECKOMY
YAYULEHWIO, HE UCKITIOYAET OTAENbHOMN
cTpaterum, HanpaBneHHON Ha obnerye-
HWEe HeNnpuATHbIX cumnToMoB. OcHOB-
HbIMW NpOABAEHNAMMU, TpebyoWMUMHU
MeAULUMHCKOro BMeLlaTeNibCTBa B Tep-
MuHanbHow dase 60ne3Hu, ABNAOTCA
oAbllka, 6onb, TpeBOra v CNyTaHHOCTb
co3HaHuA. [lnAa nauneHTOB, cTpaaa-
ownx MB, n nx cemenn moryT 6bITb
none3HbIMW HENPEPbIBHOCTb NMOMO-
WK1, ee MyJIbTUANCLUMIIMHAPHOCTb U
KOHUEeHTpaunAa Ha KOHTpONnpoOBaHuUn
CUMNTOMOB U 3MOLMNOHaNbHON NOA-
OEepPXKe, KOTopble ABAAIOTCA KpUTEpPU-
AMW XOpoLUero nogxoga K nannnaTmns-
Hon nomolwn. Heobxoanma monensb,
KOTOpanA MakCMMaJsibHO yny4LlaeT Kaye-
CTBO XW3HU, OueHnBaemoe naunmeHTom,
obecneymBaeT cTpaTeruto obueHun
M yYMTbiBaeT KOMMNEKCHble dusmnye-
ckue n ncuxonormyeckne npobnemol,
HO Npu 3TOM ocTaeTcA rubkon pna
BKJIIOYEHUA B HEE UHAUBUAYANbHbIX
pasnuyun.
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KomnnekcHasa nannuatusHas
nomouwb npu MIB

JleyeHne MB cyLLeCTBEHHO N3MEHU-
nocb 3a nocnegHue 50 net, npu aTom
yBenuyunacb oxugaemana npomaosIXu-
TENbHOCTb XXU3HU N CHU3UNOCb Gpema
6onesHu. MNpounsolwen nepexon oT OT-
HoweHwuA K MB kak k Bcerga netanbHoMy
3a601eBaHNIO K OTHOLLUEHMIO K HEMY Kak
K XpOHUYECKON U3HYpUTENbHOM 6ones-
HUW, U B HacTofALLee BpeMA NoAroToBKa
K 3aBEPLUEHUIO XM3HWU NN NannmaTus-
HaA nomolb TpebytoT 6onee npony-
MaHHoro noaxopa [1-3]. NpusHaBan
3TO U3MEHEeHWe, cnegyeT oTaaeaTb cebe
otyeT, 4yto MB no-npexHemy AsnAaetcA
HeunsniednmMbiM 3abosieBaHMEM, COKpa-
LaloLWMM NPOJONMXKUTENBHOCTb XU3HMU.
Y 6onblWMHCTBA NauMeHToB, cTpaga-
lowmnx MB, HabnogaeTca nporpeccu-
pytolee yxyaweHne GyHKUUN nerkux
c BapnabenbHON CKOPOCTbIO CHUXEHNA,
CBA3aHHOE C peuManBuUpylowmmm anu-
304amMun o60CTpeHNI, KOTOpPble fieyaT
AHTUOBUOTUKAMU, N OCJTIOXKHEHUAMMU.
CpepnctBa ana nevyeHua MB HanpaBneHbl
Ha mopudukaunio 6onesHun (3amenne-
HUe UNK npekpalieHne NPorpeccupo-
BaHWA), UCKITIOUYNTENBHO HAa BPEMEHHOE
obneryeHve ¢ yMeHbLIEHMEM CUMMTO-
MOB U yAy4lleHNEeM Ka4yecTBa XU3HWU.
JleyeHune TakxKe MOXET BKJIOYaTb KOM-
6uHaumio o6oux nopgxopos. HecmoTtpAa
Ha MHTEHCUBHYIO CXeEMY e)KeﬂHeBHOIh

Tepanuun, UMeeTcA 3HauYMTeNnbHaa Ha-
rpyska, obycnoesneHHaa cumntTomamu,
1 KIIMHMYECKOE TeYeHne ABNAeTcA aANnu-
TeNbHbIM, BapuabenbHbIM 1 HEMPOTrHO-
3upyembim [4, 5]. Cama npupoga MB
Kak 6one3Hu ¢ ee NOBTOpPAOLWMMUCA
umknammn «uHdekumna-nevyeHme-ynyu-
LeHMe» 03HAYaeT To, YTO YaCTO TPYAHO
onpenenvTb ee «KOHEYHYI0 CTaauto».
Mpwn okaszaHuM Nomowm NayneHTam,
ctpagatowmm MB, kucnopogoTtepanuto,
BHYTPMBEHHOE BBEAEHNE aHTUOMOTUKOB
1 dursnoTepanunio NPoaoXaioT BMIOTb
[0 nocniegHUX OHEN XU3HW NauuMeHTa.
XoTA Ha aTOM no3pHen cTagum mana
BEPOATHOCTb NogaBneHna nHdekunu,
JlekapcTBa U aHTUBNOTUKN MOTYT Mo-
npeXHeMy HazHa4yaTbCA AJIA yNydLleHnA
OTXapKNUBaHWA MOKPOTbI, KOTOpanA ABNA-
eTcA ogHoOM N3 Hanbornee U3HYPUTENb-
HbIX CTOPOH GONe3HMu.

2.1. Korga Heo6x0aAMMO HauYMHaTb
naj/InaTMBHOE JieyeHue

Y 6onbHbix MB BO BpeMA KOHEYHOM
ctagmmn 60Me3HU Nerknux TpaHcnnaH-
TaumA Nerknx npepcraesnfaetr cobon
XM3HecoxpaHawWwmn sapnaHt. OgHako
cnepyet NpusHaThb, YTO He BCe NOAXOAAT
ANA TpaHcnaaHTauMn, n 4OCTYNHOCTb
opraHa octaeTcA npobnemon, kotopan
MOXET NoMeLlaTb CBOEBPEMEHHO MONy-
YUTb TpaHcnNaHTaT. MNauneHTbl, oXxuaa-
IoLMe TpaHcnIaHTauum Nerknx, TAXeno
6O0NbHbI, 'Y HUX UMEKOT MECTO BbICOKUN
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YPOBEHb BblIpa>XeHHOCTU CUMNTOMOB
1 puck nornbHyTb oT MB, HO B TO Xe
BpPeMA OHW HafelTcA Ha cnacuTenb-
HbI TPaHCcNaaHTaT, YTO B OFPOMHON
CTeneHn N3MeHAET TeYeHne ux 60Ne3Hu.
Y ctpapatowmx MB, koTopbie nonyvaioT
TpaHcnnaHTaT, oXugaeman npPoaoNXU-
TENbHOCTb XU3HW OrpaHNyYNBaeTcA pas-
BUTUEM XPOHUYECKOIO OTTOPXEHMUA,
paka v Apyrux ocnoxHeHumn [6, 7].

3Tn dakTopbl co3paloT KOMOUHU-
pPOBaHHYO CUTyaLUO MHTEHCUBHOIO
fie4eHnAa 1 noTeHUmanbHO Heonpeae-
JIEHHOrO NMPOoANEeHUA XN3HWN, KOoTopan
ypaBHOBeLUMBAETCA OKa3aHUeM nannu-
aTUBHOW MOMOLLIM U MOAFOTOBKOM K BO3-
MOXHOW cmepTu. B pesynbrate aToro
nnAa 6onblwmnHcTBa 60nbHbLIX MB, no-
BUAMMOMY, HE MOAXOAUT YNpPOLeHHOoe
OefleHne Ha NauneHToB, NoJlyYatoLwmx
«aKTUBHOE Jie4yeHue», 1 NauneHToB, Mno-
JlyYaowWwmx «naainaTUBHYIO MOMOLLb».
3Ta TpyaAHOCTb B onpepeneHun tep-
MuHanbHomn ¢asbl MB, npogonxenune
aKTMBHOTrO NlIeYeHNA [0 HacTynJieHunA
CMepTM N BO3MOXHOCTb HEMHBA3UB-
HOW WUNN WHBA3UBHOW MeXaHW4YecKomn
BEHTUNALMN KaK NEPEXOLHOIO NEPUO-
0a K TpaHcnnaHTaunum MoryT CNy>XuTb
6apbepamn AnAa Hayvyana nanavaTue-
HOro nevyeHun ¢ uenbio obnervyeHus
CUMNTOMOB U NMOAAEPXKKN COCTOAHUA
nauveHTa. Echn paHHoro 6onbHoOro
paccmaTpuBaloT Kak kaHaupaTta anA
TpaHcnnaHTaumm, 6biBaeT TPyAHO nepe-
KNIOYUTb €ro Ha NPo6nembl, CBA3aHHbIE

C OKOHYAHWEM XU3HU, MOCKOJbKY MCU-
XONOrn4YeckKnin Noaxon naumneHTa, ero
ceMbU U MEAULMHCKUX PabOTHUKOB
3ak/04aeTcA B «NPoaoxXeHnun 6opb-
Obl» B HaZeXAe Ha TpaHcnaHTauuio,
a He Ha «<MUPHOE 3aBepLUEHNE XXU3HU».

WccnegoBaHua nokasanu, Y4To NULLb
He6onbLIOMY YMCNy NALMEHTOB, CTpaja-
rowmx MB, npegoctaBnAeTcA BO3MOX-
HOCTb Bbl6paTh NaninaTMBHYO NOMOLLb,
1 6GONbLUNHCTBO MMeLWmnx anarHos VB
ymMmupaloT B ctaumoHape [8-10]. Henpo-
rHosupyemoe TedyeHue MB cos3paet
npo6nemsbl ¢ BbIGOPOM NoaxonALLeEro
MOMEHTa BpeMeHUn ana obeyxaeHusa
Lienen okasaHua nomoluun. B noknaae no
OnbITy NananaTuBHoOro nevyeHun B Liex-
Tpe nevyeHna MB gna B3pocinbix B Hbto-
kacne, BenukobputaHua, paccmMoTpeH
41 cny4ai cmepTy 3a 10-neTHMI nepurog,.
[Mepexop k nananaTMBHOM nomoLum 6bin
nocTteneHHbIM y 35 NauneHTOB, COCTOA-
HMe KOTOPbIX YXYALWanoch U KOTopble
He NoAXoAMnu AndA TpaHchaaHTauuu.
Bbino BbiABNEHO, 4TO 06CYXAEHME BO3-
MOXHOCTM TpaHchnaHTaLuuM gaeasno
BO3MOXHOCTb pacCMOTPETb 1 BOMpPOCHI,
CBA3aHHbIE C NafNINaTUBHbLIM ieYEHNEM
1 3aBeplueHneM Xun3Hu. Xota 46 % na-
LMEHTOB, OMMUCaHHbIX B AOK/aZe, yya-
CTBOBasu B [OJIFOCPOYHOM NporpaMmme
nannuaTusHon nomowm, y 37 % 6bin
OTMEYEeH Pe3KUI nepexopn oT akTUBHOMN
Tepanuu K nananaTuBHOMN B NociiegHune
2 OHA XM3HU, YTO OTpaxkaeT BHe3arnHoe
yxyaweHue huU3n4eckoro CocToAHuUA,
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cBA3aHHoe ¢ 6onesHblo. B aTom uccne-
OOBaHUM OTMEYEHO, YTO HeafeKBaTHbIN
YyPOBEHb NannnaTuBHOM NMOMOLLM Ha
KOHEYHbIX CTagMAX 60NIe3HN MOXET Npu-
BECTU K AuckoMdOpPTy NaumeHTa n BHe-
CTW [OMONHUTENbHbIN BKJ1ag B AUCTPECC
M cTeneHb TAXECTW yTpaTbl 4SiIA CEMbU
1 Opyrux nauneHToB, cTpagatowmnx MB.
B uccnepoBaHum 6bin caenaH BbiBOg O
cyLiecTBoBaHMM npobnieM Npu nepexo-
0e K KOHUenumMn nannnaTmBHom nomo-
LW, eCNN NaUMEHT OXXUAAET TpaHCnnaH-
Taumio nerkmx [11]. MauneHTbl YacTo He
NUWYT pacnopaAXeHWAa He NPOoBOAUTb
peaHnMauuio Ao nocnenHnX HecKonb-
KUX AHen Xu3Hu. MHormne nauuveHTbl
npoAoJiXaloT Nony4aTb NnpenapaTtbl, MO-
andburuympyowme 6onesHb, BNNOTb A0
nocnegHnx 24 yacos XusHu [12]. XoTA
MHOTVe CpeacTBa, cneundudeckme ana
naHHon 6051e3HU, MOXHO UCMOJIb30BaTb
B [lOMALUIHUX YCNTOBUAX, GOJIbLUIMHCTBO
naumeHToB, ctpagatowmx MB, ymunpatot
B 6onbHuue [13].

B CLUA onpoc B3pocnbIX NauneH-
ToB, cTpagatowmx MB, oTHocuTenbHO
MX NNaHoOB, KacaloLWmxcA nevYyeHmA Ha
nosgHen ctaguu 6onesHu, nokasan, 4To
79 % cuyuTtann yno6HbIM NOroBOPUTb
CO CBOMM BpPa4yoM O MOMOLLU, KOTOPYIO
OHM Xenanu 6bl NONYYUTb, ECIN UX CO-
CTOAHWE CTAHET HACTOJIbKO TAXENbIM,
4YTO OHWU HE CMOFyT CaMOCTOATENbHO
NPUHMMaTb PeLUeHMnA; OAHaKO TONbKO
28 % KNUHULNCTOB, 3aHUMaIOLLNXCA Ne-
yeHuem MB, BbIACHUAN UX NOXenaHuA.

B nccnepoBaHun pekomeHgoBanochb,
4YTO6bI YCUNNA MO YNYYLLEHWNIO KOHTaKTa
KJIMHULMCTa CO B3POC/bIMU NauueHTa-
Mu, ctpagatowmmm MB, B oTHOoWweHUN
NNaHUPOBAHUA OKa3aHWA NMOMOLLY Ha
no3aHNX ctaamax 60ne3Hn rapaHTu-
poBanu, 4To Takoe obcyXaeHue cTaHeT
HEOTbEMIIEMOW 4acCTblo OKa3aHUA MNo-
MOLLW B3POC/NbIM NauuMeHTaM, UMelo-
wum anarHo3s MB [14]. KayecTBeHHble
Onpocbl BbIABUAN CXOAHble Npobnemsl,
CBA3aHHbIe C OTCYTCTBMEM MHGbOpPMa-
LMU U CNOXHOCTbIO NoaaepXaHua Ha-
AexXAabl Mpu NJaHMpPoBaHUN NOMOLLM
nepep cmepTbio. Hagexaa v no3utue-
HOE NMCMX0JIOrMYECKOe COCToAHME Bbln
BaXXHbIMW Ana 60pbObl ¢ 60ne3Hblo, o4-
HaKo 3TO ABNAJIOCH NMPenATCTBUEM ANA
nony4yeHunsa nHbopmaunun. OTpuuaHme
KaK cTpaTerns NpeofoJieHUa cuTyaunm
NpMBOAUIO K OTCYTCTBUIO MNOArOTOBKM
K YXYALLUEHUIO COCTOAHNA 380poBbA [15].

Havano 6ecef oTHOCUTENbHO OKa-
3aHNA NOMOLLM B KOHLE XWU3HU He
OOJIXKHO paccmaTpuBaTbCcA Kak Hera-
TUBHbIN B3rNAg Ha MB nnun kak Heyaa-
Ya Bpayen, 3aHMMaIoLLUXCA NeYeHnem
nauneHTa ¢ MB [16]. POGUHCOH 1 coaBT.
(Robinson et al.) ykazanu, 4to Hayano
nannMaTUBHOW MOMOLUM NULAM, CTpa-
paowmm MB, nomoraeT nnaHnpoBaTb
neyeHne B TPYOHbIX cly4Yyaax v nopg-
OepXuBatollyio Tepanuio oNna NpuHa-
TWUA KOMTMJIEKCHbIX PELLUEHUN, N aBTOPbI
caoenanu BblBO4 O BO3MOXHOCTU Mpu-
MeHeHUA NananaTMBHOro noaxopa Anq
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ob6ner4yeHma N KOHTPOANPOBAHUA CUM-
NTOMOB MPU COXPAHEHUUN ONTUMUCTU-
Yyeckon cTpaTteruum, Heobxogumon gna
yNyYlweHnAa KNMHUYECKOrO COCTOAHUA
[2]. B ppyrom uccnegoBaHum MHorue
6oNIbHbIE U UX CEMbW paccmaTpuBanu
TpaHcNAaHTauuto 1 nannmaTUBHyto Nno-
MOLLb Kak UCKtoYaloLwme apyr opyra,
HO Ka4yecTBEeHHble OMpocCbl Nokasanu,
4YTO Bpayu, 3aHUMaloLWmeca neyeHnem
nauymeHToB ¢ amarHozom MB, Bepunu
B ABONMHYO Moaenb, rae obe dopmbl
nomouwm obecyxpatoTcA napannenb-
HO, XOTA W olyLanu onpeaeneHHoe
npoTusopeyne Mexay obecneyeHnem
MakcumanbHoro komdopTa gnAa nauym-
€HTOB U Nopjep>XXaHWem Hagexnabl Ha
TpaHcnnaHTauuio [15].

2.2. CtpaTterum okasaHuA NOMOLLU

B komnnekcHon moaenu okasaHuA Mno-
MOLUW NannnaTMBHOE NeYvYeHne cneay-
eT HaynHaTb Ha Goniee paHHeln cTagum
6ones3Hu, cneundmryeckme npenaparbl,
Moanduumpytowme 6one3Hb, U Nannu-
aTuBHble cpeancTtea MOXXHO NPUMEHATDb
napannenbHo. Ha 6onee paHHel ctagum
60ne3HM NananaTMBHaA NOMOLLb MOXET
6bITb 06BbEeANHEHA C NpoAoXKaloLenca
Tepanuen. HasHayeHne cpencTs, KOTO-
pble NPUBOAAT K KIIMHUYECKOMY YyY-
LeHno, He NpenATCTBYyeT OT,EI,GHI:HOI;I
cTpaTternu, HaueneHHON Ha [JOCTUXeHne
06bEKTMBHOIO KOHTPONA CUMNTOMOB [2,
3,9, 17-20].

BceMupHana opraHusauuna 3gpaso-
OXpaHeHuAa onpepensaeT nannnaTue-
HYIO MOMOLLb Kak Noaxon, KoTopbii
yJyyllaeT KavyecTBO XMU3HU NauuMeHToB
M UX CEMEWN, CTaNKMBAIOLWMUXCA C NPoO-
6nemamu, o6ycnoBneHHbIMU 60Ne3HbIO,
yrpoxatoLen XM3Hu; npegoTepalleHme
1 ocnabneHne cTpagaHuin AONXHbI ObITb
obecneyeHbl 3a CHET paHHEro BbiABJe-
HUA, TOYHOWN OLEHKU, obe3bonnBaHmA
1 obneryeHma gpyrux npob6nem, BKIO-
Yana dur3mnyeckme, ncmxocoumanbHble
1 ayxoBHble [18].

Mpwn nporpeccupoBaHnm 6onesHun
Bpayu, okasbiBawoLwme NoMoLb na-
uneHTy ¢ MB, 4acTto KOHUEHTpUpyoT
BHUMaHME Ha CHUXEHUN pyHKUNN ner-
KMX WU OKCUreHaumu, 4To nobyxpaeTt nx
MHTEHCcUdMUMpoBaTbL neveHume. TepMmu-
HanbHyto a3y 6onesHn 06bIYHO Npes-
BeLLaloT Bce 6oniee 4yacTble U TAXENbIe
o60CTpeHunA, oapbllika U 3aBUCUMOCTb
OT KucnopogoTepanuu, Bce 6onbluan
TPYAHOCTb OTXapKunBaHMA MOKpPOTbI,
6onb 1 guckomdopT B rpyaHON KneT-
ke. Mpu nporpeccupoBaHmn 6onesHu
naunmeHT U ceMbA AOJKHbI NONyYaTb
peanucTuyeckyio MHGoOpMaLuio o co-
CTOAHUM 300POBbA N AaNibHENLINX BO3-
MO>XHbIX BapunaHTax fie4yeHuA. I'Ipep,Ba-
puTenbHoe NiaHMpoOBaHWE KOHEYHOWN
dasbl XN3HN N 06CYyXAEHMEe XenaHuin
nauuweHTa 6yaeT UMeTb pe3ynsTaToM He
TOJIbKO NPU3HAHME UM NO3AHEN cTaaumn
6one3Hu, pucka cMepTu U CXEM BO3-
MOXHOTO JIEYEHUA, HO U OCO3HaHUe
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npepena, KOTopbln MoxeT ObITb A0-
CTUTHYT. TakxXe MoXxeT 6biTb Nones-
HbIM NPOBECTY cNeumpUYecKyio OLEHKY
hun3nYecknx CMMNTOMOB, Takux Kak
ofAbllKa, kawenb, 60n1b, yTOMNAEMOCTb
M yganeHune CeKpeToB, a TakxXe aMoLu-
OHaNbHOTrO BINAHUA 3TUX CUMMTOMOB,
cTpaTernii NnpeofoneHnA cutyaumm
M CTPaxoB 1 OMaceHnin B OTHOLIEHUN
6ynywero. PaHee nnaHupoBaHune oka-
3aHMA NOMOLM B TepMUHanbHou ase
60/1e3HM HE TONIbKO MO3BOJIMT Nnauu-
€HTY N ceMbe NOArOTOBUTbLCA K BO3-
MOXHOMY MOMEHTY CMEPTU, HO U facTt
BpeMA OJiIA NPUHATUA TaKUX Ba>KHbIX
pelweHni, Kak NpuBeaeHne B NOpAJOK
CBOUX Aen 1 NnaHupoBaHne NOXOPOH.

Bonbwana gona nannnatuBHOM Noa-
OepXuBatowen Tepanmm MoxeT ObiTb
obecnevyeHa meanuUNHCKMMK paboT-
HUKaMW, oKasbiBalOWMMN NOMOLLb
naumeHTy ¢ MB, B pamkax obwen
nannnaTuBHOM, HO cneymnanucTbl No
nannnaTuBHoOm NMOMOLN TakKXe MoryTt
haTb pekomMeHpauuu, okasaTb noa-
DEepPXKy M No3aboTUTbCcA O NauneHTax,
nmetowmx ocobble NOoTpebHOCTU MKn
ABNAOLWMNXCA KaHOunaAaTaMmn gnAa TpaHc-
nnaHTauum nerknx. Kniovesble anemen-
Tbl NaNANAaTUBHOMN nomMoLwn BKO4YaoT
ocnabsieHne cCMMNTOMOB 1 AUCTpecca ¢
ncnonb3oBaHMem KOM6VIHaLI,I/II/I nekap-
CTBEHHbIX NpenapaToB 1 AOMNOIHUTENb-
HbIX MeponpuAaTunn. OgHako nopgxon
MeAULUMHCKNX paBOTHUKOB LOJIXKEH
ObITb HanpaBneH Ha NnoTpebHOCTK na-

LMEHTOB M MX CEMeN, NoBbIlEHMWE Ka-
YecTBa XWU3HW, ocnabneHve ctpagaHuin
M NPU3HaHWEe CMePTU Kak HOPManbHOro
npoLecca ecTeCTBEHHOMO 3aBepLUEHMNA
XWU3HWU. [inA ynoBneTBOpeHnA NHANBK-
AyanbHbIX noTpebHOCTEN NauneHToB
Heobxoaum rmbkun noaxod. NMomoub
BO BpeMA TepMuHanbHoun dasbl JOJIXK-
Ha ObITb OpraHu3oBaHa B MecTe, Bbl-
O6paHHOM NMaunMeHTOM M ero cemben
(B 6onbHULE, XOCNUCE, ECNIU 3TO BO3-
MOXHO, unu goma). Nomowb BO BpemAa
TepMUHanbHOW ha3bl HE A0JIKHA 3aKaH-
YMBaTbCA CO CMEPTbIO NaUMeHTa; Nncu-
XoJiormyeckana n AyxoBHanA nognepxka
OOMKHa 6bITh TakXXe OKa3zaHa ceMbAM,
nepexuBLLINM yTparTy.

Hapany c okazaHnemM nomoLuu c Le-
Nblo o6neryeHnsa GuU3nN4Yeckoro cocTo-
AHWNA nepcoHan [oJXeH OblTb CMOCO-
6eH caepXnBaTb CBOW COGCTBEHHbIN
aucTtpecc, 4Tobbl MOMOYb NauneHTam
MU UX CEMbAM CMpPaBUTbCA C OCHOBHbI-
MW cTpaxamu, KacaloLwunMnUCca CMepTH,
npouecca yMnpaHua n camongeHTubu-
kauuun. OrpaHu4eHHble UccneaoBaHus,
NnocBALLEeHHble OKa3aHMIO NOMOLLY Npu
MB, nokasblBaloT, 4TO nepcoHan Mo-
XEeT UCMbITbIBaTb 3HAYMUTENbHbIN OUC-
Tpecc Npu okaszaHum cneundunyeckomn
MOMOLLN B KOHLE XM13HU [16, 19] u yTo
opraHusauum, okasbiBaloLLMe NOMOLLb
npu MB, Bce B 6onbluel cteneHn npu-
3HalOT HEOBXOAUMOCTb NPEAOCTaBAATb
BbICOKOKQ4e€CTBEHHYIO0 MOMOLLb CBOUM
nayuMeHTam B KOHLe Xxusum [19].
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MannuatnBHoe neyeHune anA
ocnabneHua cumntomos npu MB

Bo3amoxHble BapnaHTbl neyeHna naum-
eHTOB ¢ 60ONe3HbIO Nerknx B No3gHemn
cTagmMn JONXKHbI 6bITb ONTUMMU3NPOBA-
Hbl C ICNONb30BaHNEM BCEX 3HAYUMBbIX
acnekTtoB nomowm. Hanpumep, meto-
OVKW OYULLEHMA AbIXaTeNbHbIX NyTen
OOJKHbI ObITb aaanTUpoBaHbl K NOTpeo6-
HOCTAM 1 YCJIOBUAM XWU3HW NauNeHTOB,
1 cnepyeT BbINOJIHATL @a3pOOHbIe ynpax-
HEeHWA, ecnn 3To BO3MOXHO. Pacnbinse-
MYIO PEKOMOUHAHTHYIO YenoBeYeckylo
JHa3y MOXHO npumeHATb gaxe y TA-
>enblx 60NbHbIX, NOMbITKa MCMONIb30Ba-
HWA pacnblJIEHHOrO rMNepPTOHNYECKOro
bun3nonornyeckoro pacTeopa Takxe Mo-
XeT obecneynTb [OMONIHUTENbHbIE Npe-
mmyLiecTea. Y nauneHToB ¢ UHgeKUunen,
Bbl3BaHHOW Pseudomonas aeruginosa,
CTaHAapTHOWM NMOMOLLbIO ABNAETCA NOA-
AepXKa MHranALMOHHbIMWU aHTUbno-
TUKaMW, XOTA BO3MOXHble BapuaHThbI
neyeHnA BKOYaloT Hebynusaumio, Ya-
CTO ABYMA pa3HbIMU aHTUOMOTMKaMK,
eXemMecAYHO Unn pa3 B ABa mecAua.
OcTpoe 060cTpeHme XxpoHuYeckux 6ak-
TepuanbHbIX MHPEKLUN HeEOOBXOANUMO
ObICTPO NeYnTb MO KparHen Mepe ABy-
MA pa3INYHbIMU MPOTUBOMUKPOOHbBIMMN
npenapatamu. Y nauMeHTOB, CTpajalo-
wux MB, B o4eHb TAXENOM COCTOAHUN
onTUManbHafA ANUTENIbHOCTb NleYeHnA
Hens3BecTHa, HO MOXEeT HaMHOro rnpe-

BbILLIATb 3MMUPUYECKUN YCTAHOBNIEHHbIN
nepvoa NPoAoIKMTeNbHOCTbIO OT 14 oo
21 gHA. OcnoXHeHUA co CTOPOHbI opra-
HOB [OblXaHWA, TakMe Kak MHEeBMOTOPaKC
M MaccUBHOEe KpoBOXapkaHbe, Tpeby-
10T COOTBETCTBYIOLLLEr0 BMELLATE/IbCTBA
M MOryT nobyanTb K pacCCMOTPEHMUIO
BO3MOXHOCTV TPaHCMIaHTaUmMm nerkmnx.

OCHOBHbIMM MPOABNEHUAMU, Tpe-
OylowmMmMmn cneunanbHOn MeanLMHCKON
noMoLLM B TepMUHanbHOW ¢ase 6ones-
HU, ABNAIOTCA OAblLlKa, 60Nb U TpeBora
(tabn. 1) [20].

Ogpblwka npeacrtaBnaeT cobon po-
MUHUPYIOLWMI CUMMITOM, KOTOPbIA MOX-
HO NeYnTb KOMOUHaLMEN ieKapCTBEH-
HbIX MpenapaToB, TakKMX Kak onuaTbl U
6eH304Ma3enuHbl, U HENIEKapPCTBEHHbIX
CpeAcTB, TakMX Kak NpuaaHue BepTUkab-
HOrO MOJIOXEHUA, UCMONIb30BaHUE BEH-
TUNATOPA, CO3AaOLLEro NPOXNaay, Mepbl
KOHTPONMPOBAaHUA AbIXaHWA 1 ycrokau-
BaHue [21-23]. MopduH n ero nponsso-
[Hble MOTyT 6bITb BBEAEHbI PasnnyHbIMU
nyTAMU, COOTBETCTBYIOLWMMU NOTPe6-
HOCTAM nauueHTa (BHYTpb, TpaHcaep-
ManbHO, CyGNMHIBaNIbHO, MOAKOXHO N
BHYTpuBeHHO). MopduH Takxe MoXeT
ObITb HeOYNM3npoBaH, xoTA achhekTnB-
HOCTb BCacbIBaHWA NEKAPCTBA Y pa3HbIX
605bHbIX BapbupyeT. PeTpocnekTuBHble
uccnegoBaHWA NoKasanu, YTo NauneHTbl
MOTYT NEPEHOCUTb KOHLEHTpaL MM onu-
aToB, AOCTaTOYHble ANA KynupoBaHuUA
ofabllwKky 6€3 yrHeTeHUA AbIXaHUA, CO-
obwanoch Takxe, YTO BHYTPMBEHHOE
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BBeAeHue mopduHa B fo3e MeHee 5 Mr
B Yac KynupyeT oAblLUKy Y 60/bLIMHCTBA
ctpapaowmux MB [24]. Onuatbl (onuo-
nabl) MOryT 6bITb CKOMBUHUPOBaHbI C
6eH3opMasennHamu, aHTuaenpeccaH-
Tamu 1 aHTUIMETUKAMK B COOTBETCTBUM
C UHAMBMAYaANIbHbIMU NOTPEBHOCTAMU.
[MannnatnBHaA cepauuA npegcraBnAeT
co60N KOHTPONMPyeMOe NpuMeHeHne
npenapaTtoB AsAa ocnabneHna CTONKUx
M HEBbIHOCUMbIX CUMNTOMOB Nnocpen-
CTBOM MHAYUUPOBAHUA pPa3nUYHbIX

YypOBHeN 6ecco3HaTENIbHOro COCTOAHUA;
LeNblo NannmaTMBHOM cegaunn ABRAETCA
yMeHbLUEeHMe CTPaflaHUI, HO He ycKope-
HMe HACTyMnJieHUA CMepTHu.

Opfbllika 4YacTo cBA3aHa ¢ TpeBoromn
B MOPOYHOM Kpyre, Ha 3ToM ¢oOHe no-
Ne3HbIMU MOryT OblITb METOLUKN KOT-
HUTUBHO-NOBEAEHYecKoM Tepanum nnu
aHkcnonuTukm [25]. Kucnopop nokasaH
Nnpw r’MNOKCUKN, HO He MPUHOCUT NOJb3bl
nauneHTam, y KoTopbix Habnopaetca
onbiwka 6e3 runokcum [26].

Ta6bnuua 1. MNannuaTtmBHOE neyYeHne ana ocnabneHna CUMNTOMOB C MPUMEHEHNEM
NnekKapcTBeHHbIX cpeacTs (ﬂpI/IBe,El,eHbI HEKOTOpble NNeKapCTBEeHHbIE npenapaTthbl,
HasHa4vaemble Npu YacTo HabsogaeMbiX CUMITOMAX, C ykazaHnem 6e30mnacHbIX
HayasbHbIX [03, KOTOpble TPEBYIOT TUTPOBAHUA ANA [OCTUXEHUA MAaKCUMasIbHO BO3-
MOXHOF0 06ner4yeHna CUMNTOMOB NPU MUHUMaIbHbIX HeXenaTenbHbIX 3t dekTax)

1N AONOJIHUTENIbHbIX MepOI'IpVIFITVII;I

o ®apmakoTepanusa

* MopduH HemeaneHHoro BbicBoboXxaeHnA 2,5-10 mr kaxxable 4 yaca nepo-
panbHO Mo NOTPEBHOCTU NN MOP@UH KOHTPOJIMPYEMOTO BbICBOOOXAEHMNA
10 mMr B cyTku nepopanbHo (aetam 0,2 Mr/kr Yyepes kaxnable 4 Yaca nnwoc
0,1-0,2 mr/kr/4 nepopasibHO Mo NoTpebGHOCTH)

¢ Jlopasenam 500 Mkr cy6nuMHreanbHoO Yyepes Kaxpable 6 YacoB

e B koHUE XU3HU

* MopdwuH 2,5-5 mr nogko>xxHo no notpebHocTn nnn 10-40 mr/cyT nyTem He-
npepbIBHOWM NOAKOXHOW'/BHYTPUBEHHOW MH(Y3UM C TUTPOBAHWEM A03bl A0

poctmxeHua addekta

! MeTon noakoxxHowm VIHlbyBVIVI ABNAETCA «nanjnatuBHbIM», OCHOBaHHbIM Ha NpuUHUUNe «onTumMmanb-

Horo cnoco6a BBeAEHWA»: IEKAPCTBEHHbIE MPenapaThbl LOMKHbI BBOAUTbCA Hanbonee ahPpeKTUBHBIM,
1 B TO )Xe BpeMA HavMeHee 60J1e3HeHHbIM cnoco6oM. [inA npoBeeHUA NOAKOXHOMN MHGY3MM UCMONb-
3yeTcA urna-«6abouka» unu nepudepnyeckun katetep. MNepen BBeAEHUEM UMbl HA MECTO UHDBEK-
uumn Ha 30-60 MUHYT HaKnafblBaeTCA Ma3b UM NNACTbiPb C TINAOKAUHOM, YTOGbI cAenaTbh MHBbEKLMIO
6e36one3HeHHON. MakcuManbHbI 06bEM NOAKOXHOW MHDY3UKN Yy AeTen cocTaBnAeT 2-3 MA B Yac.
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¢ (metam 10 mkr/kr/4 natoc 6ontocHan nHbekuna 10 mkr/kr Yyepes Kaxable 5-10
MWHYT NOAKOXHO/BHYTPUBEHHO C TUTPOBaHMEM [03bl 80 AOCTMXEHUA 3 ekTa)

* Mwpasonam 2,5-5 Mr nogkoxHo no notpebHocTn unu 10-30 Mr/cyT nytem
HernpepbIBHOW NMNOAKOXHOW/BHYTPUBEHHON NH(Y3UN ¢ TUTPOBaHUEM [03bl
no poctmxeHna addekta (getam 0,1-0,3 mr/kr yepes kaxxable 4 yaca nog-
KOXHO nnn 1 Mkr/kr/munH nntoc 1 MKr/kr 4yepes kaxgable 15 MUHYT nyTem
HenpepbIBHOW MNOAKOXHOW/BHYTPUBEHHON UHDY3UN C TUTPOBAHMEM [03bl
[0 pocTuxeHus addekTa)

JononHntenbHble MeponpuATUA

¢ Kwucnopopg npu runokcum

¢ [lynbMoHonorun4yeckana peabunutauma

e ToppepxuBalowee obopynoBaHue (HanpumMep, MHBANUOHOE KPECSO UK
MexaHu4Yeckoe YCTPOWCTBO ANA nepeMeLleHna nogen BBepx U BHU3 Mo
nectHuue)

e OTBnevyeHue

* TNopb6apgpuBaHue

¢ BeHTunnaTtop, cospatowmi npoxnagy

¢ KorHmTtuBHO-noBegeH4Yeckana Tepanua

KopeunHa docdat 15 mMr yepes kaxable 6 4acoB nepopanbHO No noTpebHocTn
MopduH (HemegneHHoe BbicBo6OXAEHUE) 2,5-10 Mr yepes kaxable 4 yaca
nepopanbHO No NoTpebHoCcTM U MmopduH (MoandbULMpoBaHHOE BbICBOGOX-
aexue) 10-20 Mr B CyTKU nepopanbHO

MOKPOTA

YnaneHue
¢ HebynusnposaHHbIf 0,9-7 % pacTBOp Xnopuaa HaTpua Yepes Kaxaple 6 Yacos

* <D|/|3|/|0Tepanvm anAa ynpaneHnAa MOKpOThbl
* HewnHBa3uBHaA BEHTUNALMA NErkux Bo BpemMA CbVI3I/IOTepaI'II/IVI

MonasnexHne
e [lnacTblpb ¢ rmocumMHoOM rugpobpomugom 1 Mr yepes Kaxnable 72 Yyaca
TpaHcaepmanbHO
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KoHew, XXn3Hun — npeacMepTHbIN Xpun

¢ [vocuuHa rupgpo6pomug 250-500 mkr Yyepes kaxable 4 4yaca NOAKOXHO NO
notpe6HocTn unu 1-2,5 Mr/cyT nyTem HenpepbIBHOW NOAKOXHOW/BHYTPU-
BeHHOWN nHdY3un (aetam 5-10 MKr/Kr yepes Kaxzble 8 4acoB MOAKOXHO
C TUTPOBaHWEM [03bl A0 AOCTUXeHUA addekTa)

e [nukonuppoHnn 200 mkr 4yepes kaxAble 4 Yyaca NOAKOXKHO/BHYTPUBEHHO
no notpe6Hoctu unm 0,6-1,2 Mr/cyT nyTeM HenpepbIBHON NOAKOXHON/BHY-
TpuBEHHOM NHbY3UM (OeTAm 5-10 MKr/Kr Yepes Kaxable 8 HacoB MNOAKOXHO/
BHYTPUBEHHO, C TUTPOBaAHWEM [03bl 0 AOCTUXeHUA addekTa)

e  AnbTepHaTUBHO MOXHO PaccMOTPETb BOMPOC O Ha3Ha4YeHUN aTponuHa
0,25-0,75 mr yepes kaxxable 4 Yaca NOAKOXXHO/BHYTPUBEHHO U FTMOCLMHA
6yTnn6pomumaa 20 Mr Yyepes kaxkable 4 Yaca NOAKOXHO/BHYTPUBEHHO

TPEBOTA

Jlopasenam 500 mkr Yepes kaxxable 6 YacoB cyOnMHreanbHO No NoTpebHoCcTH
Mwupgasonam 2,5 Mr noaKkoXHO No NOTPEOGHOCTU MU NyTEM HEMPEPBLIBHON NoA-
KOXHOMN MHbY3UKn

MopnbappusaHue

OTBneyeHue

KorHntusHo-noBegeH4eckan Tepanua

KPOBOXAPKAHbE

TpaHekcamoBasn kucnota 1 r Yepes Kaxkable 8 4HacoB NepopanbHO
Ambonunsauma 6poHxXManbHbIX apTepun

Mockonbky cHMXeHMe cnocobHOCTU
nepeHocuTb HU3NYECKYIO Harpy3Kky AB-
JiAeTcA HEOTbEMIEMbIM MPU3HAKOM TA-
Xenoro 3a6onesaHUA Nerkmnx, CoOnpoBo-
XAaloLLeroca oablLKOW, TO NauneHTam
MOXeT noTpeboBaTbcA AONONHUTENbHAA
noanepxka AfiA Toro, 4ToObl CNPaBAATb-
cA C NOBCEAHEBHOW AeATENbHOCTbIO.

Mpn HENpPoAYKTUBHOM Kaluie MOryT
nomo4b onuatbl [27, 28]. MaymeHTam
¢ 60Me3HbI0 NEerkMx B TePMUHANbHOMN
¢dase, obycnosneHHon MB, moxeT
ObITb TPYAHO OTXapKMBaTb MOKPOTY,
M Y HUX NPUCYTCTBYET 0COBbI cTpax
«yMepeTb OT yaylwba». [TMocumH Mox-
HO UCMOMb30BaTb ANA MOACYLUIMBAHMUA
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cekpeTa BO BpeMA TepMUHanbHOW cTa-
ouu [29].

B koHe4HoW cTagumn 60ne3HU NHTY-
6aumnio M UCKYCCTBEHHYIO BEHTUNALMIO
npoBOAAT PeAKo, KpOMe Tex cryyaes,
Korga uMeeT MecTo NepexoAHbIn atan
K TpaHcnnaHTaumu nerkux. OgHako ana
ocnabneHna CMMNTOMOB U B KayecTBe
BCMOMOraTeNbHOro cpeacTsa B JOMOJ-
HeHue K hunsnoTepanum B obnactu rpya-
HOWM KNEeTKN MoXeT ObiTb pacCMOTPEH
BOMPOC O NPOBEAEHNN NepuoaANYecKon
HeuHBa3MBHOM BeHTUNAUNN. MNepen Ha-
Yyanom aTon ¢opMbl Tepannu BaxxHO
NPOKOHCYNbTUPOBAaTb NauneHTa u ero
CEMbIO, MOCKOJIbKY OHW AOJNIXHbI MO-
HUMaTb, YTO MeTOA MCMNOoNb3yeTcA He
ONA NpoAneHna npouecca yMUpaHua,
a onAa Toro, 4Tobbl NOMOYb 0CNabuUTb
Takue CMMMTOMbI, KaK oAblllKa, U AnA
yhaneHusa cekpeTa.

B TepmuHanbHon dase 6onesHun
obAa3aTenbHOW ABNAETCA JONONHUTENb-
HafA Ncuxonornyeckas, AyXOBHAA U CO-
umanbHana noanepxka.

BnuaHue TpaHcNNaHTauuun
JIerKkux Ha oKkasaHue nomMmouu
B KOHL|e )KXN3HN

B nocnenHue rogbl NOMoLb B KOHLE
Xun3Hu npn MB npetepnena namexe-
HWA, 4TO OoTpaxaeT 6onee WMpoOKoe
Mcnonb3oBaHWe TpaHcMnaHTauuwu

Nerkmx B KayecTBe pe3epBHON Te-
panun 3aboneBaHuA Nerknux Bo Bpe-
MA KoHe4yHown ctagun MB [3, 30, 31].
[nAa nauneHTOB, OXUAaoLWMX TpaHc-
naaHTauum nerkux, Uuenbio AsBnAeTcA
nognepxaHue coctoAaHua 60JibHOTO
Ha MakCMManbHO BO3MOXHOM CTa-
GUIIbHOM YPOBHE A0 TEX Mop, Noka He
OyaoyT HangeHbl NoTeHUuaNbHble 40-
Hopckue opraHbl. BcnepcTeue atoro
MOXeT ObITb TpyAHbIM 06CyXaeHne
BOMPOCOB, KacaloLmxca KOHLA XU3HMU,
NOCKONbKY MCUXONOTMYEeCKNin noaxon
nauueHTa, ero ceMbu U MegULUHCKUX
pabOoTHMKOB 3aKk04YaeTcA B TOM, YTOObI
«npopgoJsixaTb 60poTbcA» B Hajexnae
Ha TpaHcnaHTauulo, a He HanpaBneH
Ha «MWUPHOE 3aBepLUEHMNE XU3HU».
Korga nauymeHTa paccmaTpuBaloT Kak
KaHaoupaTa onAa TpaHcnaHTauum, To
npu runepkanHU4Yeckom AbixaTesibHON
HEJOCTAaTOYHOCTM UM B Ka4YecTBe nepe-
XO4a K TpaHcnaaHTauumn nerkux mrpa-
10T POSib HEMHBA3MBHaA BEHTUNALMA C
nonoxutenbHbim aasneHvem (NIPPV),
yaaneHne CO, nocpeacTsom akcTpakop-
nopanbHon meMbpaHHON OKcUreHaunm
(ECMO) n/unn niBasnBHaA MexaHuye-
ckaA BeHTUNAUMA. bonee arpeccuBHble
BMeLLaTeNIbCTBa, Takme Kak MHTEHCUB-
HaA TepanuA, sHTepasbHOe NUTaHue u
NMOCTOAHHbIN KaTeTep, TakXe paccMa-
TpuBalOTCA Kak noaxoanauime.

Lo Toro kak TpaHcnjaaHTauwuA

nerknx crtajla WKMpoko ,D,OCTyI'IHOIZ,
MHTEHCMUBHAA TepanunAa nayneHToB,
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cTpagatowmx MB, B uenom cumntanacb
6ecnonesHon, NOCKONbKY HE Morna
obecneynTb 06paTHOro pasBUTUA OC-
HOBHOTrO 3aboneBaHUA Nerknx n Kop-
penupoBana c BbICOKON CMEPTHOCTbIO.
Hwv Bpayun, HM naumeHTbl He Xenanwu
nepesofa nauueHTa B OTAENEHUE UH-
TeHcuBHoOW Tepanuu (OUT), ecnu Be-
POATHbIM UCXOL4OM ABMANACb CMEPTb
Ha annapate WUBJI. Mo3xe ncxopnbl ne-
yeHuna B OUT yny4wmnucb, 0COGEHHO
y nauymeHToB, nonyvaswmnx ECMO nnu
NIPPV [32-39], n noxoxe, 4TO KOHCEH-
CyC NPOTUB NPUMEHEHWNA arpecCuBHOM
Tepanuu B KOHLLE XN3HU npu MB moxeT
ocnabutbcA. lNMpoBeaeHHbIn Bo PpaH-
LK1 ONpPOC OTHOCUTENBHO NPUMEHEeHUA
NIPPV y 4416 nauneHTOB, CTpagailoLwmx
MB, noka3san, 4To meToA UCcnoNb30BanNu
KaK BapuaHT neyeHuA nepBon NUHUK
npu TAXenom ob6ocTpeHuun runepkan-
HUYeCcKOW ObiXxaTeSIbHOW HeaocTaTou-
HOCTU N NpPUN CTabUNbHON CYyTOYHOMN
rmnepkanHuu, 0Cc0OEHHO B coYeTaHUun
C HapyweHuAMU cHa. B onpoleHHbix
LeHTpax coobwmnu o page oxuga-
embix npenmywects NIPPV, Ho ¢dop-
ManbHO NOATBEPXAEHA NULWb Manasa
yacTb aTux npeumyuwects [36, 37].
Y Apyrnx naumeHToB 3TU METOAMUKU
MOXHO MPUMEHATb KPAaTKOBPEMEHHO
B KayecTBe yMepeHHO adekTnBHON
Tepanuu npu ogbliike niun ana obner-
YeHUA OTXapKUBaHUA MOKPOTbI Npu
dunsnotepanmm, Xota oHn TpebyloT
nepuopa apantauun. Hanpotus, npu-

MeHeHMWe AaHHbIX METOA0B BEHTUNALNMN
Ccnoco6HO OCNOXHUTb OKa3aHue no-
MOLLM B KOHLLE XXM3HU 1 OKa3aTbcA AnA
3TUX NauMeHToOB NINWb MUHUMaANbHO
MeHee «MHBa3UBHbIM», YEM aHAOTpaxe-
anbHafA MHTybaumuA. Bonpoc 06 oTmeHe
NIPPV moxeT 6bITb TakMM Xe TpyAHbIM,
KaK 1 npekpalieHne Mcnosib3oBaHuA
annapata VBJI.

B koHTekcTe yny4dweHunsa obuwen
BbIXXMBAEMOCTM U [OCTYMHOCTU TPaHCc-
nnaHTaumun nNerknx B page vuccnenosa-
HUN NOBTOPHO OLEHWBANW NOKa3aHuA
K MHTEHcMBHOW Tepanuu npu MB. Y na-
LIMEHTOB C OCTPOW AbiXaTeNbHON HeAo-
CTaTOYHOCTbIO, 06YCNIOBNIEHHOW OCTPbIM
o6paTUMbIM cocToAHUEM (KpoBoxap-
KaHbe, MHeBMOTOpaKkc Unu anaeprua
Ha aHTUOMOTMKM), OTMEYEeHa NlyyLian
BbIXXMBAeMOCTb B TedeHue 1 roga, 4To
yKa3sbIBaeT Ha To, 4To neyeHue B OUT,
BKJIlOYaloLLee NHBa3UBHYIO BEHTUNA-
LMIO, MOXET ABMATLCA Kak NOAXOAALLUM
ONA TakmMx nauuveHToB, Tak u addek-
TuUBHbIM [10, 38-45]. BbixkxuBaemocTb
MeHblle y TeX NnauyneHToB, Y KOTOpPbIX
ocTpan gblxaTeNbHaA He[oCTaTOYHOCTb
pa3Bunacb Ha poHe XpoHuyeckomn 6e3
Kakoro-nmb6o naeHTMdUUMpoBaHHOIO
MHUUMmpytowero coboitua, Tpebosas-
LEero UHBa3MBHOM BEHTUNALUM, HO B UC-
cneposaHuu, nposegeHHom Cygom u
coaBT. (Sood et al.), 55 % nauueHToB
noxunu ao sbinucku ns OUT, 40 %
rnepeHecnun TpaHcnnaHTauulo nerkux
1 33 % OGbINK XUBbI Yepes3 rog nocne
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atoro [10]. Heckonbko rpynn coobwmnm
0 MOXOXMX Ucxonax TpaHcnnaHTauum
y naumeHToB, cTpagatowmnx MB, Haxo-
ouewuxca Ha NBJ1, ucnonbsyemon B
Ka4yecTBe NepexXofHOro atana K TpaHc-
naaHTauum nerknx, No CpaBHEHMIO C
TeMU KaHaMAaTaMu, y KOTOPbIX BEHTU-
nAaumnA He nposogmnaco [41].

HecmoTpA Ha aTn MHoroob6eLalo-
wme pesynbraTbl, KINHULUCTBI U Na-
LUMEHTbI AOJIXXHbI OYEeHb TLLATEeNbHO
aHann3npoBaTb peLleHne UCNOoJb30-
BaTb HEMHBA3WBHYIO UMW MHBA3UBHYIO
BEHTUNALMIO, MOCKOJIbKY OKa3aHue
MOMOLLN B KOHLLE XM3HU CTpagaoLwmm
MB moxeT okasaTbcA 6onee TPYAHbIM
B ycnosuax OUT B TOM OTHOLWEHWU, YTO
OTMeHa BEHTUIALMOHHOW NoAnEePXKKN
OyneT NnpMBOAUTL K cMepTu. B n3BecT-
HOM CMbICN€e 3T METOAbl MOTFYT BHO-
CUTb HEKOTOPbIN TPEBOXALLUUN «BbIGOP»
B peLUeHuA, CBA3aHHbIe C MOMOLLbIO BO
BpemMsa TepMUHanbHon ¢asbl. MHormne
nayueHTobl, cTpagatowme MB, Bbipoc-
N ¢ onpepeneHHbIM NpeacTaBneHnem
0 TOM, Kak NponayT ux nocnegHue He-
Oenv 1 OHuW, n BHegpeHue aTux 6onee
HOBbIX METO0B BEHTUNALNN, BEPOATHO,
M3MEHUT OXMAAHWUA KaK NauMeHTOoB, Tak
M NN, OKa3bIBaOLWMUX UM NMOMOLLb.

B OBYyx oQHOLEHTPOBbIX Uccneno-
BaHUAX BHUMaHUe GblI0 CKOHLUEHTPU-
poBaHO HenocpeacTBeHHO Ha addekTe
TpaHcNaaHTauum nerknx Ha okasaHue
NnomMoLLn B KOHLe Xn3Hu. B nccnepo-
BaHWUU, npoBeaeHHOM [lennoHoM u co-

aBT. (Dellon et al.) [31] y nauyneHTOB,
oxXxupalwmnx TpaHcnnaHTauunio ner-
KMX, OTMeYeHa Gosiblian BepOATHOCTb
cmepTtn B OUT, 6onbluan BEpOATHOCTb
O6bITb MHTYOUPOBAHHBIMU B NOCNen-
HUMN OEeHb XWU3HN 1 6onbllasa BEPOAT-
HOCTb OTCPOYKU 06CYXAEeHUA NOMO-
WM BO BpeMA TepMUHanbHoOW dasbl.
3To 03Ha4aeT, YTo 60NbHbIE HE MOTK
y4YacTBOBaTb B KaKUX-NM6GoO nnaHax u
npuHUMaTb pelleHunA. B aHanornyHom
ncenenoBaHun, BbinosiHeHHoM ®opaom
n ®Oniomom (Ford, Flume) [30], y nauu-
€HTOB, OXMAALWNX TPpaHCANaHTaunio
NIErkux, BbiABNeHa 6oJibluan BEpPOAT-
HocTb cmepTy B OUT npu npoBepeHumn
BcnomoratenbHon BeHTUnAuun. ®oppg
n ®niom yTBEpXAanu, 4To okasaHue 6o-
Jiee arpecc1MBHOM NOMOLLY OXMAAIOLWLUM
TpaHcnnaHTaT ABNAETCA afeKBaTHbIM,
HO MPeAnosIoXUNN, YTO KIUHULMUCTbI
BbIGMpAlOT arpeccuBHyto Tepanuio 6e3
pacCcMOTPEHMA PEaNIUCTUYECKMX LLIAHCOB
0OXWUTb Ao TpaHcnnaHTaumn. Co ctopo-
Hbl Bpayeun, 3aHMMaloLWmMXcA NeYeHNeEM
MB, oTmeuyeHo HexenaHue obcyxaatb
nnaHnpoBaHWe oka3aHWA NMOMOLLM Ha
No3AHUX CTagMAX, HECMOTPA Ha TO, YTO
B3poc/ble NauneHTbl, cTpagatowme MB,
xenatoT atoro. bonee nonHoe noHuma-
Hue dakTopoB, KOTOpble cnocobCTBY-
10T UK NpenATcTBYIOT ahDEKTUBHOMY
NMPUHATMKIO PELIEHUN OTHOCUTENbHO
TpaHcnnaHTauum nerkux, n 6onee nop-
poGHbIe yKa3aHUA MO NPUMEHEHUIO Te-
paneBTUYECKNX BMeLUAaTeNIbCTB NO Mepe

146

Jonraa xu3Hb ¢ MyKOBMCLMLO30M

I'IpI/I6J'IM)KeHVIF| CMepTn OO0J1XKHblI MOMO4b
KNMMHNUMCTaM nogaep>XXmeaTtb nauneH-
TOB N UX CeMbW BO BpemMA NPUHATUA
3TUX CNTOXHbIX peLIJeHVIVI.

[MpMeHeHNI0 MHBA3MBHOW BEHTU-
JNIALUMN C NOJNIOXUTENbHBIM AaBleHneM
BCeraa AOJIKHO npeflecTBoBaTb NoAa-
pob6Hoe 0bcyXaeHUe BO3MOXHbIX Bapu-
aHTOB Tepanun n u,ene|7| ne4vyeHunA.

Mcuxonornyeckmne acneKkTbl

[MannnatnBHoe NeveHne npeacraBnAeT
co60i 0cobbii TUM MOMOLLM MaLneH-
TY, U 3TO O3HAYaeT, YTO KJIMHULUCTDI
OOJIXHbI OCO3HaBaTb, YTO OHU MEHAIT
HanpasJfieHUe Tepanuun. 3To B CBOIO oYe-
penb U3MEHMUT NyTb, MO KOTOPOMY LUen
naumeHT BO BPeMA XU3HU ¢ 6one3Hblo.
MannnatusHoe nevyeHne npu MB npo-
BOAAT He BCeraa, U 4acto OHO MOXeT
ObITb HaYaTO NULWb Ha NO3A4HEN CTaanu.
Xopowmnin KOHTaKT Mexay MeauumH-
CKUMW pabOTHMKaMU, OKa3blBaOLWLUMU
nomMouib, NaLuMeHTOM U ero cemMmben
MMEEeT NepBOCTENEHHOE 3HAaYeHME BO
BCEX acnekTax TepMUHaNbHbIX cTagun.
MepuunHckne paboTHMKK, OCYLLIECTBNA-
towme nevyeHmne MB, oonxHbl yunTbiBaTh
YPOBEHb MOHMMaHMWA, 6ECNOKONCTBO U
CTpax HeM3BECTHOrO, UCMbITbIBaeMble
Kak nauMeHTOM, Tak U ero ceMbein npu
o6cy>xaeHumn nobbiX UBMEHEHUN B Je-
YeHUn, N GbiTb FOTOBbIMW OTBEYaTb Ha

BOMPOCHI M MOBTOPHO 06cyXAaaTb Npo-
6nembl B 3TOT nepuop. lNMocne npuHAa-
TWUA pelleHna HavyaTb NannaTUuBHyIo
Tepanuio MmeguunHckne paboTHUKHK,
3aHuMMatwumeca nedyeHuem MB, o06a-
3aHbl NOAPOO6HO 06CYAUTb BOZMOXHbIE
BapuaHTbl C MAaLUUEHTOM M €ro CEMbeN,
BbIGOp NleveHmA gonxeH obecneymBaTtb
HenpepbIBHbIA XOPOLUUI KOHTaKT Mexay
nocnegHumu. BaxxHo Takxe oka3sblBaTb
noaaepXKy Apy3bAM U CEMbE B OTHOLLIE-
HMW BOMPOCOB NOCELLEHNA N Haxoxae-
HUA C NaUUeHTOM.

BaxxHo, 4To6bl MeanuUnHCKNe paboT-
HWUKW, 3aHMMatlowWwmeca nevyeHnem MB,
NOHUManNM BO3MOXHOCTU U OrpaHunye-
HWA TOM NOMOLLU, KOTOPYIO OHU Cno-
coOHbI oKa3aTb [11, 46, 47]. Megukn, na-
LIMEHT MU CEMbA OOMXKHbI COTPYAHMYATb
npyv NAaHWPOBaHUM NMOMOLLM B KOHLE
XM3HWU, BKItoYana obecrneyveHne komgop-
Ta 1 NpuMmeHeHne obeszbonmBaHnAa n
aHkcuonuTukos. MNoaaepxky apysen
M CEMbW B CBA3U C TAXENION yTpaTomn
4acTo Ha4YMHaloT A0 CMepPTU NauueH-
Ta U npogonxaioT nocse Hee. Cnegy-
eT rapaHTUpoBaTb, YTOObI NoaAep>KKa
npeanaranacb, korga oHa Heobxoguma.
BHuMaHMe ko Bcem 3TMM Bonpocam cro-
coBHO NomoYb B obecneyeHmMn Takoro
KOHTaKTa ¢ nauneHTaMn n ux cemben,
4TOObl UX NOTPEBHOCTM MOXHO 6bINIO
NMONHOCTbIO yaoBneTBopuTb. Cembu, Ko-
TOpble NOHECNU TAXeNYIO yTpaTy, 6yayT
npoaoJsiXaTb NbITaTbCA CNPaBUTbLCA CO
CBOEW noTepen; ogHaKo ecnm OHW no-

147



Jonraa xu3Hb ¢ MyKOBUCLMLO30M

Nomolwub naumneHTam, ctpagatowmm MB, B KOHLLE XXN3HU

YyBCTBYIOT, 4TO NOJIHOCTbIO Y4aCTBYIOT B
npouecce " 4TO nony4valoT Npoaoxato-
LLYHOCA N afeKBaTHYO Nogaep>XKy n no-
HUMaHue, Torga npouecc nepexmBaHua
TAXENon YTpaTbl MOXET CTaTb Jierye.

3akniouyeHune

XoTA HOBble MeToAbl Tepanum MoryT
ewe 6onblle YBENMYUTb NPOJOIIXKMI-
TENbHOCTb XW3HU U NOBbLICUTb €e Ka-
yectBo npu MB, mHOorne nayneHThl,
CEMbMW U Bpayun no-npexHemy 6yayt
BbIHY>/1€Hbl CTAJIKNBATbCA C NPEeXAeB-
pPeMEeHHOW CMepPTHOCTbIO, KOTOpan
cBA3aHa c no cyuwecTBy daTaNbHbIM
avarHosom MB. laxe B nepuop yBe-
JINYEHUA NPOAOIIKUTENBHOCTU XU3HU
noJiHaA COYyBCTBMA U KBanuduumnpo-
BaHHafA NOMOLLb B KOHLe ee ByaeT ocTa-
BaTbCA BaXXHOW YacTblO BCECTOPOHHEN
NOMOLLY NauueHTam 1 UX CEMbAM U MO-
TpebyeT cneumann3npoBaHHbIX HaBbl-
KOB M TECHOIO COTPYAHMYECTBA MEXAY
Bpayamu, 3aHUMaloLWMMNCA ie4eHnem
MB, n cneunanuctamu no nannnaTue-
HOMY NleYeHuIo.
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'TIABA 8

lNMpodeccrnoHanbHbIE N colnanbHblie

npoo6nemsbl

Hervé Laborde-Castérot,
Anneke Vertommen,
Geert Hollemans

BBepeHune

BbITb B3pOC/bIM YENTOBEKOM, UMEIOLLNM
avarHos mykosucumngos (MB), — ato
1 pocTuxeHue, n ucnbitaHue [1]. B Ha-
cToAwee BpeMAa 60NbLIMHCTBO B3pOC-
nbix, cTpagawownx MB, gocTturaioTt
YPOBHA coumanbHoro u npodeccuo-
HaNbHOrO Pa3BUTUA, HOPMaJIbHOro AnA
nepuoga B3pocnocTu, u, nogobHo 340~
POBbIM NIOAAM, [OJIKHbI B CBOEW XXU3HU
GanaHcMpoBaTb MeXAy pasnndHbIMU
npodeccMoHanbHbIMU U COLMNANbHbI-
My npo6nemamu (puc. 1). ToT GanaHc
onpenenAaeTcA CUIIbHbIM XeNaHUEM
ycnewHo uHterpmuposaTtb MB B Xxena-
eMblh 06pas XMU3HU N CTPEMNIEHNEM
CUMTaTbCA «HOPMAaNIbHBIMU» U «HUYEM
He oTnnYaowmmuncar» [2]. B HacToaLen
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MpodeccroHanbHbie U coumnanbHble NPo6nembl

rnaBe paccMmaTpuBaloTCA coumalbHble
acnekTbl XU3HWU B3POC/IOro YenoBeka
¢ anarHosom MB, npu aTom OCHOBHOE
BHUMaHuWe yaenaeTcA paboTe, ceMbe
1 UHaHCOBbIM Npobnemam y auL, Xu-
BYLLMX C TakuM 3ab6oneBaHMeEM.

MpodeccnoHanbHan
AEATeNIbHOCTb B3POCbIX,
ctpapaowmx ViB

CymeB cOBMeCTUTb NnoslyyeHne ob6paso-
BaHuA 1 6opbby ¢ MB, c 6onbwinmm unm

MEHbLINUMMN TPYAHOCTAMU, B AETCTBE,
noapOCTKOBOM BO3pacTe M paHHEM
nepuoae B3pocnocTu, Noan, ctpaaa-
owme MB, moryT noxenaTtb Ha4yaTb
paboTaTb. 3TO co3faeT HOBble Npobne-
Mbl AJ1A HUX U NIOAel, 0Ka3blBaOLWNX
MM MOMOLLb.

OpHako, Kak u Apyrue nioau ¢ xpo-
HuYeckum 3aboneBaHMeM, OHU MOTyT
ObITb OrpaHM4YeHbl B CBOEN cnocob-
HOCTU CTaTb MOSIHOLEHHbIMU YJieHaMu
paboyero konnektusa. Npodeccuno-
HanbHble NPOGNEMbI, C KOTOPbIMU CTan-
KMBaloTCcA B3pocnble, cTpagatowme MB,

B3pocnbin
4yesnoBek,

cTpajalowun
MB

Puc. 1. Bapocnbin yenosek, ctpagatowmnin MB:
npodeccnoHanbHble U coumanbHble NPo6aembl
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MpodeccroHanbHbie N couunasbHble NPo6nembl

Takue Kak BbI6Op Kapbepbl U HETPYAO-
cnocobHoCTb, B NocneAHee BpeMA Bbl-
3BajIM UHTEPEC Cpeayn uccnepoBaTtenen,
4YTO, BEPOATHO, OTPaXKaeT yBeNmyeHme
NPOJO/IKNTENbHOCTU XU3HU U POCT
noNynALUKN B3POCJbIX MauUeHTOB
¢ ounarHo3om MB. B nccnegosaHusax,
HaueneHHbIX Ha NOHMMaHue dhakTo-
poB, cBA3aHHbIX ¢ paboTon nioaen,
cTpagaowmnx MB, nsyyanu ypoBeHb
M XapakTep y4vacTtua B paboTe, u pe-
3ynbTaTbl OKa3anucb NONE3HbIMU B OT-
HOLLUEHWN BbIABIEHWA BCTPEYaloLWMXCA
TpyaHocten. OgHako MHOrMe U3 aTux
nccnefoBaHU NpoBeAeHbl B OTAENb-
HbIX LEHTpax, u NO3TOMYy pe3ynbTaThbl
He MoryT 6bITb pacrnpocTpaHeHbl Ha
ocTasibHyl0 MONyNALMIO B3POCHbIX Na-
uMeHToB, cTpagatowmnx MB.

1.1. MNoka3saTenu 3aHATOCTU
W TUNbI 3aHATOCTUN

Bbicokuin ypoBeHb 3aHATOCTN B3POCbIX
nioaen, ctpagatowmx MB, xopowwo goky-
MeHTupoBaH. MiccnegoBaHuA nokasanu
YPOBHU 3aHATOCTU, B 6ONbLUNHCTBE CNy-
YyaeB HaxoauBLUMecA B Anana3oHe ot 60
0o 70 % Ha MOMeHT NpoBeAeHUA onpo-
coB [3-8], npu aTOM 3HauMTENbHAA [ONA
pecnoHAeHTOB (B HEKOTOPbIX onpocax
6onee 90 %) coo6LWMNIN «O KaKOM-NTMG0
ydyactum B npodeccmoHanbHon pen-
TeNbHOCTY B npoLwnom» [4-8]. YacToTa
cny4vaeB BO3BpalleHua kK paboTte pe-
UVUNNEHTOB TPaHCMAaHTaTOB JIerkux

npeactasnaetTcA obHagexusaoowemn,
XOTA AaHHble Mo-fMpeXxHeMy ocCTaloTcA
HeMHoro4ucneHHboimu [7, 9, 10].

Mpodwunn paboTbl niogen, ctpaga-
towmx MB, npepcraBnatoTcA gocraTou-
Ho cneumndunyecknmu. Mo cpaBHeHMIO
c obwen nonynAaunen saHadyumo 6onee
BbICOKaA A0NA B3POCNbIX, CTPaAaloLWmnx
MB, BbiOupatoT 3aHATWNA, HE CBA3aH-
Hble ¢ husndeckum Tpyaom; 70-80 %
ABNIANUCH CNy>XaLMMUK, KOTOPbIE 3aHU-
Manucb cugAaden paboton unm paboTton
C NerkuMun usnyvecknmMm Harpyskamm
[3-5, 7, 11]. 9Tn 3aHATUA OTHOCMKIINCH
rnaBHbIM 06pa3oM K KaTeropuAm KBa-
nuduumpoBaHHOro Tpyaa, Tpebyowmum
XopoLuero ypoBHa obpasoBanua [7, 11],
1 HECKONbKO UcCiefoBaHUi Nokasanu,
yTo nioaun, ctpagatowmne MB, nmetot
6onee BbICOKM ypOBEHb 0Opa3oBaH-
HOCTU, YeM B o6Lel nonynAauuu [7, 11].
Kpome Toro, npu onpoce BbiABNEHO,
41O Ntoan, paboTaBLuMe [0 NPOBeAeHNA
OLEHKU, a HE BO BPEMA HEe, B Cylle-
CTBEHHO 60JibLUEM MPOLEHTE cly4YaeB
3aHMManucb HekKBanUdUUMPOBaHHbIM
Tpyaom (31 %), yem nuua, paboTtasLiune
Ha MOMeHT oueHku (6 %) [11].

[Mepexon Ha HenonHbIn pabo4un
OeHb ABNAETCA 06blYHbIM ABJIEHNEM,
n oH nmeet mecto y 30-50 % paboT-
HWKOB, cTpapatowmnx MB [4, 6-8]. 3ToT
BapuaHT Mor Gbl MOMOYb COXPaHUTb
paboTy, HecMOTpA Ha yXyaLlatoLuieeca
300pOBbE U pacTyume noTpebHocTU
B OKasaHuu nomouwu [7].
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1.2. ®aKkTOpbI, CBA3aHHbIE
C 3aHATOCTbIO

BbiABNeHne xapakTepuCcTUK B3POCbIX,
cTpapatowmnx MB, koTopble paboTatloT,
no cpaBHeHMIO Cc HepaboTaowmnmy na-
uneHtamu ¢ MB paccmaTpuBaeTca kak
KNO4eBOW MOMEHT AJIA onpepeneHuna
nyTW K 3aHATOCTK ANA Nofen, cTpaja-
towmnx MB. JIntepatypHblie gaHHble No
¢akTOpam, CBA3aHHbIM C 3aHATOCTbIO,
NPOTUBOPEYMBBI; OAHAKO pacxoxpe-
HWe, BEPOATHO, ckopee 0OyCcnoBneHO
MeTOo[OJIOrMYeckuMn Bonpocamu (Ha-
npumMep, B uccnefoBaHUAX UCNoJb-
30Banun pasfiMyHble MeToAbl CTaTu-
CTUYECKOro aHanu3a Wiau pasfinyHble
nepeMeHHble, UM OTCyTCTBOBana cra-
TncTnyeckaAa MOLWHOCTb I/ICCﬂe,D,OBaHVH;I
B CBA3M C ManbiMu pasmepamu Bbl6O-
poK), a He OTCYTCTBMEM KOHCEHCYca.
Tem He meHee Obls1 BbIAIBIEH LUNPOKUIA
KpYyr BOMPOCOB.

1.2.1. KnuHuyeckoe coctoAHue

M'MnoTe3a o TOM, YTO 3aHATOCTb 3a-
BMCUT OT KJIMHUYECKOFO COCTOAHMUA,
NpeacTaBAeTcA 3acNyXnBaloLWwen JoBe-
puvA. KnnHnyecknm nokasartesieM, yaile
BCEro oLeHNBaBLUMMCA B UCCIEQOBaHU-
AX, ABNAeTcA 06beM popcnpoBaHHOIO
Bblgoxa 3a 1 cekyHAy, U B HEKOTOPbIX
nccnefoBaHMAX 3TOT NokasaTeNb Koppe-
nuposan ¢ pabo4ynm ctatycom [4, 7, 12,
13], ogHaKo B Apyrux uccnegoBaHMAxX
Takol cBA3M He BbiABNeHO [5, 6]. O6wme

JaHHble TakoBbl, YTO 6OJbLUAA TAXECTb
3a6oneBaHUA KOPPENNPYET C NOBbILLIEH-
HbIM PUCKOM HETPYAOCMNOCOGHOCTHU.

1.2.2. YpoBeHb 06pa3oBaHua

Jliogn ¢ HM3Knm ypoBHeM ob6paso-
BaHWA 06bIYHO OCOOEHHO YA3BUMbI Ha
HEMpPOYHbIX NYTAX Pa3BUTUA Kapbepbl.
9710 0cobEeHHO BEPHO ANA noaen, cTpa-
patowmx MB. Bbicokaa kBanudukauma
MOBbILWAET NEPCNEKTUBbI YCTPONCTBA Ha
paboTy He3aBUCMMO OT TAXeCTU 6ones-
Hu [3,5,7,8].

1.2.3. CoumanbHana genpusBauuAa

B ogHOM nccnepoBaHun coobua-
nocb, 4TO 4Yem 6onblie coumnanbHan
AenpuBauna, TEM HUXE LIaHCbl TPyQo-
ycTponctea [13]. 3To He ABUNOCL He-
oxunpaHHbIM. OgHaKo NHTEpPECHO To,
4TO couwnanbHasa genpueauusa, no-
BUAOMMOMY, YCUNMBaeT oTpuuaTenbHoe
BNIMAHME NNOXOTO KIMHUYECKOTO CO-
CTOAHUA Ha 3aHATOCTb [13].

1.2.4. KayecTBO XWU3HU

N3y4yeHa koppenAauua mexay 3a-
HATOCTbIO U HEKOTOPbIMU MCUXOJIO-
rudyecknmu cdaktopamu. NokasaHo,
4YTO Ka4yecTBO XW3HU, onpegenaemoe
3[0POBbEM, KOPPENUPYET C pabounm
ctatycom. Y niopen, ctpagatowmux MB,
KoTopble paboTanu, oTMeYeHbl ny4line
rnokasaTesnin Ka4ecTBa XU3HU, Takme Kak
BOCMNpPUATUE COOCTBEHHOMO 310POBbA,
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BOCMNpUATME CBOEN Ponu B OOLLECTBE,
dYHKLUMOHaNbHbINA cTaTyc, counanb-
HbI CTaTyC U OLLyLLEeHNEe KOHTPONA Hag
cumnTomamMu 6051e3HU, KOTopble Gbinn
HEe3aBUCUMbIMU OT KITMHUYECKUX MOKa-
3aTenen TAaxectn 6onesHu [6, 8]. Ha oc-
HOBaHWUWN 3TUX NEPEKPECTHbIX UCCNEeao-
BaHM 6GblJ1I0 HEBO3MOXHO ONpenenunTb,
coobuwanu nu HepaboTatowme o bonee
HU3KOM KayecTBe XWU3HU, MOCKONbKY
OHW ABNANUcb HepaboTocnocobHbIMU,
nnu cybbvekTbl ¢ 6onee HU3KUM Kade-
CTBOM XW3HU MMENN MeHbLUyo paboTo-
cnocobHocTb. OgHako BO3MOXHO, YTO
3aHATOCTb MOXET NOBbIWAaTb BOCNPU-
ATWE KayecTBa XWU3HU. ITa guckyccua
0 NMPUYMHHOW CBA3U TaKXXe NpUMeHnmMma
K BblABNEHHOMY ¢aKTy, COCTOALLEMY
B TOM, 4TO paboTatowme B3pochbie
nogu, ctpagatowme MB, nmenn 6onee
HU3KWNE OLEHKN Aenpeccum rno cpaBHe-
HWIo ¢ HepaboTatowmmu [5].

1.3. Bapbepbl aAna noctynneHus
Ha pa6oTty

B nccnepoBaHmnAxX 3aHATOCTU NIOAEN,
cTpapatowmnx MB, okono 70 % u3 Tex,
KTO He paboTan, NPMBOAUNN B Kaye-
CcTBEe NpuYMHbI cnaboe 3poposbe [3, 4,
7, 8, 13]. Kpome TOTO, NOAaBnAtoLLEe
60/bLWNHCTBO M3 Yucna paboTaloLwmx
nonarano, 4to MB npenAatcTBOBan nx
KapbepHoMYy pocTy [7]; no meHbLien
Mepe NosIoBMHA CYMTana, Yto pesynbra-
Tom MB 6binun orpaHnyeHna Ha paboTe

[7], n npumepHO 4YeTBEpPTb coobwmna
06 M3MEHEHUUN KOHKPETHbIX paboynx
ob6A3aHHoOcTen B cBA3M ¢ MB unu o He-
obxogmmocTn npucnocobneHna pabo-
yero mecTta [6-8]. Mpob6nembl B cBA3U
C 3aHATOCTbIO Ntoaen, ctpagatowmx MB,
BK/1OYAIOT OFrpaHUYEeHNA AEATENbHO-
CTN, HEOBXOAMMOCTb NMepepbIBOB ANA
yxopa n/unu ne4yebHbiX MeponpuaTun,
¢pnHaHcoBblE BOMPOCHI, BO3MOXHOCTb
YXYAOLWEHUA 300POBbA B CBA3M C NpPO-
deccnoHanbHbIMU puckamun n 6ecno-
KOWCTBO OTHOCUTENbHO pa3rnalleHun
JaHHbIX 0 6one3Hu.

MB npeactaBnaeT cob6on 605e3Hb,
nopaxatoLyo MHOTrMe opraHbl, KOTO-
pana MoXeT BAUATb Ha (yHKUMOHaNb-
Hble BO3MOXXHOCTW, B NEPBYIO ovepenb —
Ha dyHKuMio nerkux. ®umsunyeckan
paboTocnocobHOCTb B3POCIbIX, CTpa-
pawowmnx MB, yacTto cHuMXeHa, 4To He
Nno3BOJIAET UM BbINONHATbL paboTy, Tpe-
Oylowyio pusnyecknux ycunum. Xapak-
TEPUCTUKN PaboTbl AOJIXKHbI COOTBET-
CTBOBATb CTEMEHU TAXECTU BGONe3Hu.
JononHutenbHomn npobnemon ABnAeTcA
nporpeccupyiowmi xapaktep 6onesHu;
paboTa MOXEeT NoAXoAUTb YENOBEKY,
cTpagatowemy MB, B paHHbIA MOMEHT,
HO MOXET CTaTb HENOAXOAALLEN Mo
Mepe nporpeccupoBaHua 6onesHun. 3To
nogyepknsaet Heob6xoaMMOCTb pac-
cMaTpuBaTb ycnoBuA paboTbl, a Takxke
npodeccuio. NauneHTsl, cTpagatoLwme
MB, fBofXHbI UcKaTb AOXKHOCTU, KOTO-
pble [OMYyCKalOT HEKOTOPYIO rMMOKOCTh,
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Hanpumep, NyTem npucnocobneHus
paboyero mecrta, U3MEHEHUA YCJIOBUN
KOHTpakTa n paboymx 4acos unu nepe-
BOoAa Ha Apyryto paboty. Takme coob-
paXkeHunA TakXKe BaXKHbl C y4eTOM TOro,
4YTO KOHTponupoBaHue MB TpebyeT
MHOTO BPEMEHU N MOXET ABNATbCA
3Ha4YMMbIM B6pemeHeMm. [Tomumo Bpe-
MEeHW, KOTOPOe exefHEBHO TPaTUTCA Ha
ne4vebHble npouenypbl, 6ONbWNHCTBO
paboTalowux nogen, ctpagatowmnx MB,
BbIHY>X/eHbl NPONyckaTb paboyne aHn
rno NpuUYMHe NocCeLleHn BpadYen nnm
rocnuTanusauun [7, 8], 4To MOXeT Ha-
PYLWUTb BbINOMHEHME CNY>XeOHbIX 06A-
3aHHocTen [7]. CyuwiecTByeT puck Toro,
4YTO MauMeHTbl CTaHYT OTKnagbiBaTb
neyebHble MeponpuATUA nnu nsberatb
MX No npuynHe 6ecnokoncTea M3-3a
nepepbiBa B BbINOJIHEHUM Npodeccno-
HaJlbHbIX 06A3aHHOCTEN.

BonbHUYHBLIN NNUCT N Heobxoaun-
MOCTb paboTaTb B TEYEHWE HEMOIHOMO
pabouero AHA Takxe MOryT OTpuLaTesb-
HO BNMATb Ha Aoxop, (cM. Huxe «DrHaH-
coBble Npo6nemsbi»). B uenom oo ogHom
TpeTu nuy, ctpagatowmx MB, koTopble
6b1IV ONPOLLEHbI B XOA4€ UCCNEAOBaHUN,
co06LWMNKM 0 coKpalleHny 3apniaTtbl No
npuyvHe ux 6onesxHu [6-8].

Kak yka3aHo BbiLIE, COCTOAHMWE 30,0~
pPOBbA MOXET ABNATLCA Nperpagon ana
nocTynneHna Ha paboTy, HO CyLLEeCTBY-
eT Takxke npobnema, cBA3aHHaA ¢ no-
TeHUMaNbHbIM BpeaoM, HAHOCUMbIM
paboTon 3g0poBblo. [encTBUTENBHO,

HekoTopble NpodeccnoHanbHble BO3-
OencTBUA MOTyT 6GblTb HE NMOJIE3HbIMM
anAa pabotHukos, cTpapaowmnx MB,
1 ux cnegyet nsberatb. Tak, B uccneno-
BaHMM coobLanochb, 4To nnua, ctpaga-
iowme MB, 6b1nm npegynpexaeHbl O He-
obxoammocTn nsberatb cnepyloLwmnx
BUOOB AeATeNbHOCTU (B HUCXOAALLEM
nopAgke 4acToTbl NpeaynpexaneHus):
paboTa B chepe 3apaBoOXpaHeHun,
dusmyecknn Tpya, paboTa, npegnona-
ratowiaA KOHTaKT ¢ AeTbMu, paboTa npwm
BO34ENCTBUM MblNK Unun napos, paboTa
BHe nomelueHun, paboTa, npegnonara-
lowan KOHTaKT € XXMBOTHbIMU, paboTa
napukmaxepa u paboTa B 3eN€HbIX 30-
Hax [7]. BonblWMHCTBO N3 3TUX BUOOB
OEeATENbHOCTM cnoco6Hbl 06ycnoBUTb
BINAHUE Ha YeNloBeKa NAaTOrEHHbIX MU-
KPOOpPraHM3MoOB WUJIN pasapakatoLnx
BeLecTB, BO3AENCTBYIOLWMX Ha OpraHbl
ObIXaHUA, YTO MOXET U3MEHUTb DYHK-
umio nerkux. HakoHeu, yenosek, cTpa-
pavowun MB, koTopbin paboTaeT unm
nwet paboTy, 06A3aTENbHO CTONKHETCA
C HE0BXOAMMOCTbIO NMPUHATUA PeLLeHNnA
OTHOCUTEJNIbHO TOro, coobLWaTh UK He
coobwaTtb paboTtogartento n Kkonneram
o0 cBoen 6one3HU. [laHHble 0 YyacToTe
coobueHnna aTon nHpopmaunm Ha pa-
604YeM MecTe B pa3HbIX UCCIEA0BaAHUAX
wupoko Bapbupytot [3, 7, 14, 15]. Mo
3TOMY BOMpOCY HeT obLen peKoMeH-
Jaunu; Bce 3aBMCUT OT nHAUBMAYalb-
HbIX CUTyaLUWUN U OT KOHTEKCTa, Takoro
KakK crneunanbHble pernamMmeHThbl, cylle-

158

Jonraa xu3Hb ¢ MyKOBMCLMLO30M

CTBYIOLLME B HEKOTOPbIX CTpaHax, ana
3aWmnTbl pabOTHUKOB, UMEOLWUX UH-
BanugHocTb. Jlioaun ¢ Gosnee TAXeENbIM
3aboneBaHuem BepoATHee coobwaT
nHdopmauymio [15], HaBepHOe, NOTOMY
4YTO OHW cTankuBaloTcA ¢ 6oNbWNMM
TPYAHOCTAMMU NMPU codeTaHun paboTbl
n MB, n gna goctnxeHuna ycnexa num
MOXEeT NoTpeboBaTbCA KOPPEKTUPOBKA
npodgeccnoHanbHOn AeATENbHOCTH.
Mo-Buammomy, acbdekT packpbiTUA NUH-
cdopMaunmn peako okasbiBaeT HeraTus-
HOe BNuAHME Ha npodeccroHanbHbie
B3auMOOTHOLEeHMA [15].

1.4. PexomeHpauumn no
npocdeccuoHanbHbIM BOMpocam

Ecnu Bce 6onbwaA gonAa B3pOChbIX
60NbHbIX C AJAHHOW MaTonornen ABNA-
eTcA paboTatowen, HeobxoaMmo 3HaTb
TPYOHOCTU, C KOTOPbIMW OHUW CTanKu-
BatoTcA. MoxHO 6b1n10 661 06ecneynTb
npodeccrMoHanbHy OpUEHTaLMIO CTpa-
paowmx MB, koTopble XenatoT y3HaTb
6onblle 0 3aHATOCTM N O TOM, Kak ee
MOXHO MHTErpMpoBaTb B 06pas XXMU3HU
[16]. OencTBuTenbHO, NoJIOBMHA B3pOC-
Nbix coobuwatoT, 4To MB noBnuAn Ha nx
BbIGOp Npodeccum nnu kapbepy [4, 6, 8],
O[HAKO NULLIb MEeHbLUMHCTBO 06Ccy>Xaanm
cBOW BbIGOP Kapbepbl ¢ Bpayowm [4, 6,
14]. 3ameyeHo, YTO NauneHTbl peako
nosy4vatoT opuLmanbHble KOHCYNIsTauum
no npodeccuoHanbHON AeATENIbHOCTY
[4, 6, 8, 14].

Ha npakTuke B ueHTpax neyeHun
MB ansa peten n B3pocnbix Heob6xoanmo
pa3BuTb obpasoBaTenbHylO U Npodec-
CUOHaNbHYIO OPUEHTALMIO Y KOHCYNBTU-
poBaHue. [Ina B3pocnbixX, CTpagaloLmx
MB, koTopble notepanu paboTy, Heob-
X0OAUMO MJlaHUpoBaTb NpodeccMoHanb-
HYI0O OPUEHTaUMIO C Lienbto peabunura-
unu. Monutuka rocypapcrea [OJIXKHA
noaaepxusaTtb paboTalowmx nogen,
cTpagawowmx MB, Hanpumep, nyTem
BbINnaTbhl UM KOMMEHcaunm, Korga oHu
paboTaloT HEMONHbIN pabo4yuin AeHb,
UM MeToAoM CTUMYNMpoBaHUA pabo-
TodaTenewn ¢ uenbio caenaTtb paboune
ycnosua 6onee rubkum. Heobxogumo
pacwmpuTb nccnenoBaHua B obnactu
3aHATOCTU B3POCHbIX, cTpagatowmx MB.
B cBA3u ¢ aTMM B uccnenoBaHuAx, Npo-
BEAEeHHbIX 0O HACTOALLEro BpeMeHH,
KpUTUKOBAslaCb «MeanKanmnaaumna 3aHa-
TOCTWU», U BMECTO 3TOMO 3BYYaT NPU3bIBbI
M3y4aTb AaHHYIO TEMY C TOYKU 3peHuA
couuanbHon moaenu [17].

CoumanbHble npo6nembl
B3pocnbix, crpagaowmux VB

2.1. Nepexop B nepnog B3poCnocTn

B HacToAwee BpemAa 60bLLUNHCTBO NOA-
pocTkoB, cTpagatowmnx MB, gocturator
MonoOBON 3PENIOCTU, MOITOMY MHOTMe
KNNUHUKKU nedvyeHna MB paspaboTtanu
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cneuvanM3npoBaHHble NepexonHble
nporpamMmsbl AnA NOAroTOBKM MOJIOAbIX
nofen K B3pOCNoN XU3HU Npu Hanum-
yum MB [18]. 9To ABnAeTCcA BaXHbIM,
NMOCKOJbKY COLMaibHaA posb B3pOCo-
ro, ctpagatouwero MB, otnnyaetca ot
ponu nogpocTka. Bapocnbin Yenosek ¢
nuarHosom MB ctankuBaeTca ¢ npobne-
Mamu, KOTopble ABMAIOTCA YacTbio HOP-
MaJibHOWM couManbHOW ponn B3pPOCNoro,
BKJ/TIO4aA HE3aBUCMMOCTb, CAMOMOMOLLb,
BO3MOXHOCTb NONy4YeHUA fanbHenLle-
ro unu Bbicwero o6pasoBaHnNA, NOUCK
paboTbl, MHTUMHbIE OTHOLLEHMA, cO3aa-
HWE ceMbM M NOCTPOEHMEe foma. Xanam
n coasT. (Higham et al.) [19] cdhopmynu-
poBanu NATb BaXKHbIX AJIA XPOHUYECKU
60NbHbIX B3POC/bIX TEM: XMN3Hb C HE-
npeackasyembliM COCTOAHMEM 34,0POBbA
M CTpax CMePTU U YMUPAHUA; HagexXabl
Ha HOPManbHYIO XU3Hb; HaAeXabl Ha
HOpMaJnbHble OTHOLWEHUA u/unu 6pak;
HagexXabl UMeTb AeTen N HajexXabl Ha
HOpManbHylo NpodeccroHanbHylo ae-
ATenbHocTb [19].

2.2. CoymnanbHble OTHOLUEHUA

BaxxHbIM acrnekToM ponuv B3pocnoro ye-
JioBeka ABMAIOTCA CoLManbHble OTHOLLEe-
HUA, TNaBHbIM 06Pa30M OTHOLLEHUA C
(MHTUMHBIMKW) NapTHepamu, ¢ ceMben,
C Apy3bAamMu 1 Konneramu. Ha ncuxmye-
CKOe 340pOBbe, MOBeAEeHUE B OTHOLLE-
HUMW 300pOBbA, pU3MYeECKOe 300POBbE
N PUCK CMEPTHOCTM BAUAIOT U KOJinye-

CTBO, U KA4YeCTBO 3TUX OTHOoLeHun [20].
BnuAaxne cumntomoB n nevyeHuna VB Ha
3Ty couManbHylo ponb ABNAETCA 06LMnp-
HbIM. Hanpumep, B KNNHWKE NauMeHTbl
4acTo roBOpPAT O CBOEM BecrnokoncTee
OTHOCUTEJIbHO BO3MOXHOCTU HANUTK
napTHepa, U OHM OBGHapyXMuBaloT, YTO
dopmupoBaHue 1 nogaepxaHue UH-
TUMHbIX OTHOLUEHWI NpeacTaBAAET co-
601 npobnemy. OHM YacTo roBopAaT 06
06eCNOKOEHHOCTN OTHOCUTENBHO pac-
KpPbITUA AnarHosa, o NepBom rnouenye
(cTpax kawna ¢ MOKpPOTON) 1 TpeBorun
06 oTkase Mo NpUYMHE Hanu4ua guma-
rHosa MB.

«OHa MHe OYeHb HpaBunack, v A 3Hasl,
4YTO A eyl HpaBJlloCcb, HO A BOAJICA, YTO
OHa He 3axo4eT ObITb CO MHOW M0 rpu-
4YuHe moero guarHo3a MB. Mbi BcTpeya-
JINCb Y rOBOPUIIN O MHOIOM, 1 A 60ANCA
yrnomaHyTb MB, HO A 4yBCcTBOBaJ, 4TO
A10J1KeH noroBopuTb 06 atom. He roso-
puTb 06 3TOM ObI1s10 GBI HEKOTOPOWU J10-
XKblo. BbiAcHMIOCb, YTO OHa yXe 3HaeT!
310 66110 Takoe obneryeHne!»

(25-neTHut Mo104oV 4Yesl0BeK)

OTHOWeHNA NaymMeHToB ¢ ceMben
(Hanpumep, c poguTenamm u 6paTbAMU
1 cecTpamu) o6bIYHO ABNAIOTCA NMPOY-
HbiMKU, 1 MB 4acTo oTMeuvaloT Kak cBA-
3yowmun daktop. MHormne B3pocnblie
B onpeaenieHHoN cTeneHu nonaraoTeA
Ha cBOUX poauTenen unm 6paTtbes u ce-
cTep B GMHAHCOBbIX BONPOCax, aMOLM-
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OHaNbHO MNIN B OTHOLUEHUUN MEANLMH-
ckon nomowm. Hanpnmep, HekoTopble
nauyMeHTbl He MOTYT NO3BONUTL cebe
MMeTb COOCTBEHHbIN [OM U BbIHYXAe-
Hbl MPOAOMKATb XUTb C POANTENAMMU.
Jpyrve XXnByT co cCBOUMU poanTenamm
no NpuynHe orpaHnyeHmna dusnyecknx
BO3MOXHOCTEN 1 NoTpebHOCTEN.

HakoHeu, opy3bAa u Konnerun gnsa
MHOTMX MaLMeHTOB ABMAAIOTCA BaXKHbIM
¢hakTopom, BHOCALWMM BKnag B ux 6na-
ronony4due [21]. 9Tn oTHOWeEHUA gatoT
B3POC/IOMY YeN0BEKY OLLylleHne Toro,
4YTO OH BeAEeT HOPMaNbHYIO XU3Hb U, Ta-
KUM 06pa3oM, BbINOJIHAET HOPMabHYIO
ponb B3pOCNOro.

Mpwn yxyQweHUn coCTOAHNA 340~
pOBbA NaLMeHTbl MOTYT YATU OT CBOEMN
coumManbHOM XU3HWU 1 npodeccruoHanb-
HOW feATenbHOCTU. YXopn ¢ paboTbl 03-
HayaeT MeHblLUee YUCNO CoLManbHbIX
KOHTAKTOB, U NaLUWEHTbl YacTo roBopAT
06 owyLeHnn ceoert 6ecnonesHocTu.
OHKM noTepAnu cBoto posib B 06LLEeCTBE,
1 3TO MOBJINAJIO Ha UX OLLYLLEHMA ca-
MOOULEHKM 1 camoyBaxeHusa. Mo aton
NpWYNHE NaLMeHTbl MOTyT OTCPOYMBaTh
npekpatieHue npodeccuoHanbHom ge-
ATENbHOCTM, TEM CAMbIM MNOTEHLNANIBHO
puvckyAa cBouM 3p0poBbem [21].

CyliecTByeT Takxe rpynna naum-
€HTOB, KOTOpble, MO-BUANMOMY, BEAYT
6onee yeAUHEHHYIO XW3Hb, He paboTa-
10T (He MwyT paboTy) N XUBYT B Y3KOM
coumanbHom kpyry. CBegeHumn o6 aton
rpynne mano, HoO HabnAEHUA B K-

HUukax nokasbiBatoT: MB 3aHAn rnas-
HO€ MECTO B XW3HMW 3TUX NIOAEN, YTO,
no-smamMmMmomy, Mmewaet UM NONHOCTbIO
OCBOUTb pPOJIb B3POCNOro 4enoBeka.

2.3. XXenaHue nmeTtb perteun

LleHTpanbHbIM 371eMEHTOM B3pOCNoOmn
XXU3HU ABNIAETCA XeNaHue XUTb He-
3aBUCMMO U co3paTtb cBoW pgom. OnAa
HEKOTOPbIX B3POC/bIX MaLMEHTOB 3TO
MOXET BKo4YaTb Hanu4une geten. [lax-
HbI/ MPOLEeCcC NMPUHATMA peLleHnsa npu
CcO3[aHuM ceMby YacTo ANNTENEH U NO-
JIOH COMHEHUMN, YTO MOXET OCJIOXHUTb
OTHOWEHUA ¢ NnapTHepoMm. MNMayneHTbl
perynApHo Bbipa>kaloT cBOI0 06ecrnoko-
€HHOCTb OTHOCUTENIbHO KOMMEHTapues
M CYXXOEHUN, KOTOPble CeMbA, ApY3bA
1 gaxke MmeguumHckme paboTHUKN, oKa-
3biBatowme nomouwb npu MB, moryT
BbiCKa3aTb O MOTeHUManbHOM pucke,
CBA3aHHOM C Hannymem pebeHka n obe-
cnevyeHnem yxona 3a HUM.

Korpa peweHune nmetb pebeHka
NPUHATO, B3POC/bIA YeNOBEK AONXKEH
WCMONHUTL APYTYI0 POJib — CTaTb poan-
Tenem (ctpagatowmm MB). B nutepatype
nMeeTcA Masnio MHbopmMaLnn OTHOCKU-
TefIbHO BANAHUA BOCNUTaHUA peGeHka
Ha ncuxocounanbHoe 6narononyyne na-
LMeHTa 1 ero ceMbio UM OTHOCUTESNTIbHO
achdekTa, NPOM3BOANMOro BOCNUTaHNEM
pebeHka Ha TeuyeHue 1 nedyeHune MB [22].
Pasroeopsbl ¢ nauMeHTamm oGHapyXxunsa-
IOT, 4TO OHU GECMOKOATCA OTHOCUTESNIbHO
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CBOel CNOCOBHOCTU BbIpacTUTb pebeHka,
0 ToMm, 6yayT JIn OHU XUTb [OCTAaTOYHO
[onro, 4Tobbl yBUAETDH, Kak pebeHoK Bbl-
pacteT, uin o ToM, 4To ByaeT YyBCTBO-
BaTb pebeHOoK, 3HadA, YTO ero poanTesNb
ctpanaet MB. HecmoTpsa Ha 3Ty paccyx-
OeHuA, 60NbLINHCTBO 60NbHbLIX, KOraa
Yy HUx noasnAaetcA pebeHok, 6GbiBalOT
CcHacCTNMBbI, HTO NPUHANN TakKoe pelle-
Hue. OTHOCUTENbHO BANAHMA yXoaa 3a
pebeHKOM Ha pu13mMyeckoe COCTOAHUE B
nccneposaHum Konnepta (Colpaert) [22]
6b110 onpolueHo 28 poanTenen, cTpaga-
towmx MB, n BbiacHUNocb, 4To 3ab0Ta O
pebeHke npuBoauna K TOMy, YTO MeHbLUe
BPEMEHW OCTaBaJioCb Ha CaMOMNOMOLLb
n nevexHne MB, 4TO MOXeT BNMATb Ha
(hYHKUMIO NErknx N oXuaaemyto npo-
OOMKUTENBbHOCTb XMW3HU, a Takxe oc-
JIOXXHATb OTHOLLIEHWA C NapTHepom [22].
Tem He meHee KonnepT BbIABUA, YTO Ha-
nnyve pgeten NpuaaeT AOMNONHUTENbHbIN
CMbIC/ XXW3HU, U 3TO YacTo GbIBaeT MO-
TUBMPYIOWNM (haKTOPOM B OTHOLLUEHMWM
NPUBEPXEHHOCTU K NIe4YeHunto, a KpoMe
TOro, COOTBETCTBYET POJIN B3POCAOrO,
K KOTOpOI;I CTpeMATCA MHOIrme nauneHTbl.

®PuHaHcoBble Npob6nembl

3.1. ®uHaHcOBaA He3aBUCUMOCTb

Kak ykasbiBanocb Bbille, OQHON U3
uenen B3pocnbix, cTpagaowmnx MB,

ABNAETCA He3aBMCUMaAA XMU3Hb, HO 3TO
TpebyeT hnHaHCcoOBbIX pecypcoB. bosb-
LLWIMHCTBO NauneHToB, 3aHATbIX NOJIHbIN
pabo4ynin geHb, cnocobHblI apeHaoBaTb
xunbe. C nokynkom cutyaumna AsnaeTca
6onee CNOXHOWM NO NpUYMHE nNpobnem
C NonyYyeHem UNoTeKn 1 CTpaxoBaHUEM
XWU3HU (cM. HUXe). Ecnu nauyneHTbl He
MOryT paboTaTb B Te4YeHue MoNHOoro pa-
60o4ero AHA MO NpUYMHaM, CBA3AHHbIM
C COCTOAHMEM 3[40POBbA, YTO ABNAETCA
06bI4HbIM Npu MB [8], 4acTo oHM He Mo-
ryT XXWUTb He3aBMcumo 6e3 prHaHcoBOMN
noaaepXku poautenen unu cynpyra/
napTHepa.

Ecnn MB nporpeccupyet u 3n0-
poBbe yXyAllaeTcA, naunmeHTbl MOTryT
ObITb BbIHY>XAEHbI COKpaTUTb paboyee
BpemA unm cosceM nepectatb pabo-
TaTb. Tak e, Kak 3TO pelleHne BnuAeT
Ha MX coumnanbHble OTHOLWEHWNA, OHO
MOXEeT MMeTb NocneacTsnA Ana nx eu-
HaHcoBoW camocToATenbHocTu. Korga
nauMeHTbl NepecTtatoT paboTaTb, X hu-
HaHCOBOE MOJIOXEHME YacTO OCNOXHA-
eTcA MHOTMMW NOABOAHLIMU KaMHAMM
B coumnmanbHoMm obecnevyeHuun. MNeHcnn
1 nocobua No NHBaNMAHOCTU pasnmya-
I0TCA B pa3HbIX CTpaHax u, BEpOATHO,
4acTo N3MEHAIOTCA BO BPEMA B3POCNOMN
>KM3HWU NauuneHTa.

«A paboTtan nonHbIi pabouynii AeHb
B Te4eHue 18 net. 1o npuynHe cBoero
AnarHo3a MB a BbIHyXzeH Obls1 B3ATb
60/IbHUYHBIV INCT 1 OblN YBOJIEH 10 CO-
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KpalyeHuto wtatoB. A goskeH 6bis Bbl-
bpaTtb Mexay NMouCcKoM ApYroro Mecra
paboTbl ¢ HEMOJIHOW 3aHATOCTbIO, YTO
03HayaJlo HaMHOro MeHbLLINY 3apabo-
TOK, ¥ Mosly4eHneM rnocobud, KoTopoe
CpaBHUMO c 3apaboTHOW nNa1aTou npu
paboTe B Te4eHue HernosHoro paboyero
AHA, 4TO 03Ha4aso HEMHOro 6oJsibLue
aeHer. A xo4yy paboTtatb, MOTOMY 4YTO
3TO AaeT MHe OLLyLjeHne CTOALLero Ha
Horax 4yenoBeka, HO MOA (puHaHcoBaA
cUTyaumnAa nenaet Bbl6op TPYAHbIM».

(34-neTHuii My>x4ynHa)

3.2. ABMUHUCTpaTUBHbIE NPO6GneMbl

AQMUHUCTpaTUBHbIE Npob6nembl anAa
nauymeHToB, cTpagatowmx MB, asnatoT-
CA CNOXHbIMWU N BapbUPYIOT B PasHbIX
cTpaHax. AQDMUHUCTPATUBHbIE DYHKLNK
BKtOYaloT opopmMieHne MeanLMHCKNX
OOKYMEHTOB, TaKMX Kak oTcnexunBaHue
Ha3Ha4yeHWn Bpava N BpemeHu noce-
WeHNA MegULMHCKUX yYpexaeHun,
nopaya 3afABfieHUN Ha NonyyeHue co-
umanbHbIX Nocobuin n apyron uHaH-
coBOW nomowm, onaata 60NbHUYHbIX
CYeTOB U BOMPOCHI MEAUNLMNHCKOTO
cTpaxoBaHuA. B HekoTOpbIX cTpaHax
niogun, umetoLme NHBanMAHoOCTb, MOTyT
nosyyYnuTb MOMOLLb MO onnaTe CYETOB
3a KOMMYHanbHble ycnyru. B uenom
aAMUHUCTpaTMBHbIe Bonpockl npu MB
ABNAIOTCA CNOXHbIMW, N MHOTUE Na-
UMEeHTbl HYXAalTCcA B MOMOLWN Npun

BbINOSIHEHWW 3TUX 3afay ana obecneve-
HUWA YCMNELHOro JIeYEHNA U NoNyYeHuna
¢prHaHcOoBOW NoaAepPXKX, Ha KOTOPYIO
OHU UMEIOT Npaso.

3.3. CtpaxoBaHue

Mony4yeHune 6a3o0BOro CTpaxoBOro nake-
Ta ABNAETCA HOPMasbHbIM 3/IEMEHTOM
XWN3HWU B3pocsioro Yenoseka. OgHako
NIOAAM C XPOHMYeckMMm 3aboneBaHu-
eM TPYAHO NOoNy4YnTb HEKOTOpPbIe THMbl
cTpaxoBku. Hanpumep, B 60nbLUMHCTBE
cTpaH B3pocnbiM, cTpapaowmm MB,
NoYTU HEBO3MOXHO MONYYUTb CCYAY,
MMNOTEKY UMW 3acTPaxoBaTb XN3Hb. MHo-
rme CtpaxoBble KOMNaHUM UcKno4varT
3aboneBaHunA, yrpoXaloLmne XnusHu, us
CBOUX MOJSINCOB Ha UMNOTeKY. ATO O3Ha-
yaerT, YTo AnA 60/bLIMHCTBA B3POCIbIX,
cTpagatowmx MB, nokynka poma Bo3-
MOXHa TOJIbKO C MOMOLLLbIO Cynpyra unm
poauTenen.

«f xoTena KynuTb JOM U MO3TOMY 06pa-
TUnack B 6aHK 414 rnosay4eHua nnoTeku
W CTPaxoBaHuA XU3HW. [na nony4eHua
CTPaxoBaHUA XU3HU KakK 4acTu ccygbl
A [OJKHa 6bln1a 3anoIHUTb MEANLNH-
cKkyto aHkeTy. OHU cripoCHIN O TOM, eCTb
SNy MEHA npobaiemMbl O 340POBbEM.
A He 6bina yBepeHa, coobLyaTb N UH-
dopmaymnio o moem gnarHose MB....
A He xoTena aAratb, HO NMOHMMAana, 4To
MB, BepoATHO, UCKNIOYNT ANA MEHA
BO3MOXHOCTb BOCIMOJIb30BaTbCA 3TU-
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Mu ycnyramu 6aHka, a Takxe xenana
3HaTb, MOTYy JIN A 3aABUTb, YTO Y MEHA
MB nerkovi cteneHu... Bce ato 6bli10
O4YeHb NMPOTUBOPEYNBO U TPYAHO. A Tak
W He r1o1yYnna cTpaxoBaHNe XU3Hu rno
npu4nHe moen 6one3Hn — MB».

(34-neTHAA XeHLuHa)

CoumnanbHoe 3aKOHOAATENbCTBO
B 06nacTu 3gpaBooxpaHeHunA ABNAeTcA
CNOXHbIM, N 60NbLINHCTBY NaLNEHTOB
TPYAHO YBUAETb FMaBHOE U3-3a BHUMA-
HUA K Meno4vam. Yacto u 6bICTPO MeHA-
lowmeca pernaMmeHTbl 4enatoT BONpochl
ewe 6onee 3anyTaHHbIMUW, N B AHHOM
cny4yae MHOrue nauMeHTbl HyXAaloTcA
B MOMOLLYM C 3TOW YaCTblO CBOEMN XU3HU.

4 BbiBoAbI

B nocnepHue roabl oTMevaeTca pacty-
WU nHTepec K NnpodeccuoHanbHoOmM
M cOLManbHOWM XXMN3HW B3POCNIOro Yeno-
Beka, cTpagatowero MB. MHorue B3poc-
nble paboTaloT, U UccrnenoBaHUA Noka-

3ann, 4TO 3TN B3POCIble YacTO UMEIOT
6osee BbICOKMI ypoBeHb 06pa3oBaHuA
M He 3aHMMatoTcA HGU3NYECKMM TPYOOM.
Mpwu nporpeccupoBaHnn 3abonesaHuA
noan, BbinonHAawwme dpusnyveckyio pa-
60Ty, BbIHY>XAEHbI NpekpaTuTb paboTy
no npuymHe MB paHblue, 4eM nuua, He
3aHMMalowmeca GU3NYeckumM TPyaoM.
BonblwnHCcTBO MccnepgoBaHU AEMOH-

CcTpUpyIoT, 4To paboTa KOppenupyet ¢
TAXECTblo 60ne3Hun, pyHKLMEN Nerkmx
n ¢punsnyveckon paboTocnocobHOCTbIO.
JApyrummn koppenatamu ABNAIOTCA KBa-
nndukauma u counanbHas genpusaums,
npwu aTom nocnenHAA cBAsaHa ¢ pabo-
Ton oTpuuatenbHo. MNperpagamu ana
3aHATOCTU ABNAOTCA cnaboe 340pOBbE,
neyeHue, Tpebylouiee MHOro Bpeme-
HW, HE0BX0AUMOCTb 0CcOObIX paboumnx
ycnoBuii. Kpome Toro, packpbiTue MH-
dopmaummn o 60ne3HN NpenATCcTBYeT
Hayany paboTbl ANA HEKOTOPbIX Nil0AEN,
cTpagatowmx MB, nockonbky OHM He
XOTAT CTONKHYTbCA C OTKAa30M Mo Npu4un-
He cBoen 6onesHun. [lpyrumum BaXKHbiMu
acnekTaMu XW3HW B3pPOChbIX, CTpaga-
owmnx MB, aBnAaoTcAa coymanbHblie OT-
HOLUEHMA 1 BbINONHEHNE coUMaNibHON
ponu. YpoBeHb, O KOTOPOro NaumneHT
MOXET BbIMOJIHATb 3TU POJIN B3POCNOrO,
OTpaxkaeT cTeneHb, 10 KOTOPOW YenoBek
MOXEeT BECTU, HAaCKONbKO 3TO BO3MOX-
HO, HOpManbHYI0 XU3Hb. CoumnanbHble
CBA3U B Nepuof B3pOCNOCTU BKOYAOT
OTHOLLEHUA C NapTHepamu, cobCcTBEH-
HbIMU OETbMUW, CEMbEN, APY3bAMU U
konneramu. TaxecTb 60N1€3HU OKa3bl-
BaeT CUJIbHOE BJINAHME Ha KayecTBO U
KOMMYECTBO COLMAJIbHbBIX OTHOLLUEHUN.
Kpome Toro, B INYHbIX CBA3AX Ba>XXHbIM
BOMPOCOM ABNAETCA packpbiTue nHbop-
Mauum o 6one3Hn. PMHaHCOBOE NOJO-
XeHWe nauueHTa BAMAET Ha CTeMNeHb,
[0 KOTOpPOW B3POC/bIN YenoBek, CTpa-
daowmn MB, owyuiaet cBON ypoBEHb
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«HOPManbHOM XU3Hn». HekoTopble mo-
ryT 4OCTUYb (PMHAHCOBOW He3aBUCU-
MOCTU, HO MHOFUMe ABMAKOTCA YaCTUYHO
3aBMCUMbIMU OT CBOErO NapTHepa unu
CEMbW B OTHOLLEHWUM XWUNbA U NOBCeA-
HEBHOW XU3HU. TAXecTb 3aboneBaHnna
1 TeyeHne 60Ne3HM YacTo CBA3aHbI C U3-
MeHeHnAMN PMHAHCOBOW CUTyaLnmn
nauneHTa. locTynHOCTb cTpaxoBaHuA
M MNOTEKWN ABNAIOTCA BaXHbIMWU BOMpPO-
camMu, KOTOPble YacTO OCNOXHAIOTCA
ObICTPO MEHAIOLWMMUCA pErNaMmeHTamu,
KOTOpPbIE UCKIOYAIOT NaLMUEHTOB C XPO-
HU4yecknmun 3aboneBaHNAMN U3 Yucna
TeX, KTO MOXeT Nofy4ynTb pUHaAHCOBbIE
yCnyru, B oT/iM4me oT nx 340pOBbIX PO-
BECHUKOB.

B 3aknioyeHune cnenyet OTMETUTD,
4TO BaXHOW 3apjayvyen gnAa cneuynanun-
CTOB, OKa3blBatoLwmx nomowb npu MB,
ABnAeTcA obecneyvyeHne noanepxKu
M OPUEHTUPOBAHUA NPU MNONYYEHUN
ob6pa3oBaHuA 1 npodeccunun, a Takxe
npodeccnoHanbHaa peabunutayua.
CoumanbHana u puHaHcoBasa cuTyauma
B3POC/IbIX MaLMEHTOB 4YacTO OCJIOXHA-
eTcA nx 6onesHblo, ee TAXECTbIO U ne-
yeHueMm. Ina MHorux 60/bHbIX LENbIO
ABNAETCA OCYLLECTBJIEHNE CBOUX COLM-
anbHbIX CTPeMJieHMn Nofo6HO 380pO-
BbIM POBECHUKaM, HO 6OJIbLUMHCTBO U3
HUX XOpoLlo 3HatoT, 4yTo MB nosnuAet
Ha UX cNOCOBHOCTb AOCTUYb 3TOMO U YTO
B TEYEHMEe BCEN B3POCNION XU3HU UM
OynyT Heo6XoAMMbI cTpaTerum Npeoo-
neHuA npobnem.

bnaropapHocTb

AsTopbl 6narogapAat npodeccopa Tpyan
aBepmaHc, LleHTp MB npu YHusepcu-
TeTckon 6onbHULe B JIEéBeHe, Benbrua,
3a ee Bkiag B NOArOTOBKY HacToALLeNn
rnaebl.
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'MIABA 9

MauneHTbl, cCTAHOBALLMECH
poAuTeNAMN: penpoaAyKTUBHaA

¢GyHKUMA N 6epeMeHHOCTb

Isabelle Durieu,
Raphaele Nove-Josserand

BBepeHune

3a nocnegHue 20 net B cTpaHax EB-
ponbl n CeBepHo AMepukn Nponso-
W10 OYEHb 3HAYUTENbHOE U3MEHEHME
anugemMunonornn mykosucumposa (MB)
B CBA3U C yBENNYEHNEM 00OLEN NpoO-
OOMMKNTENBHOCTU XMU3HU NALUEHTOB.
3TO NPUBENO K POCTY YUCNa B3POCbIX
nauneHToB, KOTOPOE B HaCTOALLEE Bpe-
MA PaBHO MM NPEBbILIAET YUCIO NaLM-
€HTOB AETCKOro Bo3pacTta Mno AaHHbIM
MHOTUX PErMCTPOB — B 3aBUCUMOCTHU
OT onpefeneHna NOHATUA «B3POCIIbIN»
[1-3]. Kpome TOro, y mHornx B3poc-
JibIX NaUNEHTOB MMEET MECTO OYEHb
xopollana coumnanbHaa u npodeccuo-
HanbHaA MHTErpauna, MHOTUE N3 HUX
NpPOXWBAIOT C MaPTHEPOM. AT yCNoBMA
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NPUBENU K YBENMYEHMUIO YMcna Nioaen,
cTpagatowmx MB, paccmaTpuBaloLwmx
BO3MOXHOCTb CTaTb POAUTENAMMU.
B 6onblwMHCTBE PerncTpoB nauueH-
ToB ¢ gmarHosom MB no Bcemy mupy
OTMEeYEeHO yBenn4yeHme ymcna bepemeH-
HocTen (Hanpumep, 211 cnyyaes 6epe-
MEHHOCTM Mo AaHHbIM oT4yeTa PoHpaa
MmykoBucumngosa CLUA 3a 2011 . n 61
cny4dyan 6epeMeHHOCTU NO CBeAEHU-
AM POpaHuy3ckoro peructpa 3a 2011 r.)
[1, 3]. B cnyyaax 6ecnnoauna ana obe-
cnevyeHnAa 6epeMeHHOCTU MOTYT ObITb
MCcnonb3oBaHbl BCNOMOraTeNbHble
penpoaykTMBHble TexHonorun. Ana
MY>4UH, cTpapatowmnx MB, oHn Takxe
npeanoXeHbl, MOCKONbKY MOYTH Y BCEX
HabnopaeTcA BPOXAEHHOE ABYXCTO-
pPOHHEee OTCYTCTBME CEMABLIHOCALLETO
npoTtoka. B cneunannanpoBaHHbIX LEeH-
Tpax MeTon UCMOoNb3yeTcA B TeYeHue
MHOIMX JIET C BO3pacTaloLen 4YacToTomn
nonoxutenbHoro addexTa [4].

MoaTomy BONpOC 0 PENPOAYKTUBHOWM
byHKUMN N 6epeMeHHOCTN ABNAETCA
BaXXHbIM AnA CNeunannucToB, okasbl-
Balowmx nomouwb npu MB. B HacToA-
wewn rnase obcyxpatoTcA Nnpobnembl
hEPTUNBHOCTU Y MYXKHYUH U KEHLLNH,
cTpapatowmx MB, Bksitovasa BaXXHOCTb
reHeTM4eckoro KOHCy/nbTMpPOBaHMUA,
BCMOMOraTefibHble PENPOAYKTUBHbIE
TexHonoruu (no4Tu Bceraa Heobxo-
OVMble ANA MYXYUH U MHOrAa AnsA
XXEHLLMH) U 3TUYeckne BOMpPOCHI, Ka-
calolmeca OTLOBCTBA U MaTEPUHCTBA

M BCNOMOraTeNibHbIX PenpoaykKTUBHbIX
TEXHOJIOTNN, 0cCOBEHHO Yy NaLMeHTOB
c TAXeNblM 3aboneBaHnem. Takxe 06-
cy>XpaaloTcA NomoLllb 1 BefeHune 6epe-
MEHHOCTW Y XEHLUMH, cTpagatowmux MB.

Mpo6nembl hepTUNbHOCTU

1.1. ®epTUNbLHOCTD Y XXEHLUNH

HecMmoTpAa Ha aHaTOMU4YeCcKM HOp-
MaJibHYI0 PENPOAYKTUBHYIO CUCTEMY,
Yy MHOIMX XeHwwuH ¢ MB HabniopaeTcA
cHuxeHune deptunbHocTu. O6WKI no-
Ka3zaTenb MGEepPTUNbHOCTU Y XEHLLUH,
cTpagaowmnx MB, octaeTca npegme-
ToM 06¢cyxaeHua. OQHON U3 NPUYUH
6ecnnogua ABNAIOTCA aHOBYJIATOPHbIE
LMKJIbl, KOTOPbIE MHOFAA, HO He Bceraa
ob6ycnoBfieHbl HeAOCTaTOYHbIM NUTa-
HUEM U HapyLleHnem MYHKLUN NErknx.
BbipeneHue 6enka perynAtopa TpaHc-
MeMO6paHHOM NPOBOAMMOCTU MPU My-
koeucumaose (CFTR) B runotanamyce
MOXET yKa3biBaTb Ha LEHTPaNbHYyIO
OV3perynAaunto, Bbi3blBaloLWYO Hapy-
LweHuA oBynAunK, ceAasaHHble ¢ CFTR
[6]. CFTR Tak>e NpuUcyTCTBYET BO BCEX
nonosbiX NyTAX (hannonuesbix TpyGax,
3HAOMETPUM N cnu3ncTtom obonoyke
wenkn maTtku). NosTomy nameHeHue
coAepxXaHua BoAbl U 3NEKTPONMTOB
B CEeKpeTe MaTKuM U maTosiornyeckan
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BA3KOCTb LUEEeYHOMN CNn3nN MOTyT Bbl-
3BaTb M OOGCTPYKUMIO WENKN MATKM,
M HapyLleHne akTUBHOCTU cnepmbl [6].
HecmoTpA Ha 3Tu pasnn4yHble NPUYUHbI
HapyweHua GepTUNLHOCTN, MHOTne
>XEHLWMHbI, cTpagatowme MB, cnoco6Hbl
3a4aTb CMNOHTAHHO, N HACTOATENbHO
pekomMeHAyeTcA ob6ecneynTb UX peko-
MeHaauuamm no 6esonacHom n addek-
TUBHOW KOHTpauenuuun [7].

OueHka dhepTUNbHOCTU NoKa3aHa,
ecnn 6epeMeHHOCTb He BO3HUKaeT
ecTecTBeHHbIM nyTem. U3 222 cnyyaes
6epemeHHocTM npu MB Bo ®paHuum
BCMoOMOraTesbHble PenpPOAYKTUBHbIE TEX-
Honorum notpebosanuch B 34 % cny4yaes
[8] no cpaBHeHUIO ¢ 5,6 % B 06N
nonynauun. NMpumeHAembIn MeToA 3a-
BUCWUT OT npeanonaraeMomn nNpuUYmHbI
6ecnnoamna. 3To MoOXeT ObITb UCKYyC-
CTBEHHOE BHYTPUMAaTO4YHOE OMIOAOT-
BOPEHUE C NCMONIb30BaHUEM CMEPMbI
napTHepa, UHoraa B CO4ETaHUM Co CTU-
MynAuMen ANYHMKOB M OMJIOQOTBOpPE-
Huewm in vitro [7].

1.2. ®epTUNBbHOCTb Y MY)XYMH

Becnnogue y myxuunH, ctpapatowmx MB,
ObIno BrnepBble onucaHo B 1968 . u Ha-
6niopgaetcA No MeHblen mepe y 97 %
MY>XU4WH, CTpajatoLwmx sTon 60ne3Hbio
[9]. Y my>xumnH ¢ MB nmeeT mecTo a300-
cnepmusA, KoTopan ABAAETCA BTOPUYHOMN
Mo OTHOLUEHUIO K BPOXAEHHOMY ABYX-
CTOPOHHEMY OTCYTCTBUIO CEMABbLIHOCA-

Lero npoToka. Kpome Toro, B cCeMeHHbIX
ny3blpbkax BbIABAAIOT Pa3fnyHble aHO-
Manuu, Takue Kak annasua uam runonna-
311, a Takxe, OTCYTCTBYIOT TENO U XBOCT
npupaTka AnyKa Uan NMerTcA NOPOKKN
nx passutuA. [onoBka npmaaTka ANYKa
nmeeT gpyroe am6punonornyeckoe npo-
ncxoxgeHue n obbl4HO He MopaxeHa.
Anyku moryT 6bITb aTpodU4eckMMn nnm
HOpManbHbIMW. 3TN aHOManMn cBA3a-
Hbl ¢ MmyTaunamu B reHe CFTR. Benok
CFTR npucyTcTBYET B NpuaaTke AnYKa un
cemMABbIHOCALLEM MPOTOKE, U ero Hepo-
CTaTOMHOCTb MPUBOAMT K Aerngparaumm
cekpeTa n 06CTPYKLMN NONOBbIX NyTeEN
BO BpeMA pa3BUTUA MJioga MYXCKOro
nona [9, 10].

Benok CFTR TakXe MOXeT urpaTb
BaXHYlO posib B criepmMaTtoreHese uiun
co3peBaHUn cnepmbl. fuctonormye-
ckoe uccnenoBaHue 6MonTaToB ANYKA
Yy MY>X4uH, cTpagatowmx MB, nokasano
HapyLleHuA cnepmaToreHesa, Bkjtoyas
HU3KYI0 [OMNI0 3PENbIX CNEPMATO30MA0B,
OCTaHOBKY CO3pEeBaHWNA N HenpasuJib-
HO cchopmuMpoBaHHbIE NO3OHUE crnep-
maTtugbl [10]. 9TV OTKNOHEHUA MOXHO
OXWNAAaTb NPU HANUYUN XPOHUYECKOTO
3aboneBaHNA UM HapyLweHWA nNuTa-
HUA, HO OHW TaKXe MOTyT ObITb APYrUM
npoAsneHnem natonoruun 6enka CFTR
B cnepmaTto3oungax. OgHako yacTtoTa
ONNoAO0TBOPEHUA OOLUTOB cnepmaTu-
navu npu MB in vitro, no-sengumomy,
paBHa TakOBOW Yy NULL, He CTpagaloLwmx
MB [10].

171



Jonraa xu3Hb ¢ MyKOBUCLMLO30M

Ona nopTBepxaeHua 6ecnnoauna
Y MY>X4WuH, cTpagaowmx MB, Heobxo-
AMMO NMPOBECTU NULLb HECKONbKO UC-
cnegoBaHui. [lnarHos nogTeepxaaeTcA
aHanvM3oM cnepMbl, NOKasbiBaloLWUM
a300cnepmuio, HU3KMM 06 bem AKyNATa
(meHee 1,0 MN1) 1 KMCNbIN NokasaTenb
pH. KnuHnyecknin ocmoTtp o6bI4HO ABNA-
€TCcA JOCTaTOYHbIM ANA NOATBEPXKAEHNA
OTCYTCTBMA CEMABbLIHOCALLEro NpoTOo-
ka. Takxke MOryT NpMMeHATbLCA OCMOTP
MOLLUOHKWN UAWN TpaHCpeKTanbHoOe Yib-
Tpa3BykoBoe nccnegosaHue. NMpodunb
rOpPMOHOB CbIBOPOTKY (ponnukynoctu-
MYJIMPYIOLLUIA FOPMOH, JIIOTEUHU3UPYIO-
LM FOPMOH, TECTOCTEPOH) MOKa3bIBAET,
YTO Y MY>XUMH, cTpagatowux VB, umeet
MeCTO HOpManbHbIA cepmaToreHes
[9, 10].

O6CTPYKTUBHYIO a300CNEPMULD He-
BO3MOXHO CKOPPEKTUPOBaTb XUPYypru-
Yyeckon onepauuen. AnstepHaTuBamm
OnAa MyX4uH, ctpapatowmx MB, asna-
10TCA YCbIHOBJIEHME, JOHOPCTBO CMEPMbI
napTHepy W acnupauma cnepmMbl B CO-
YeTaHUWN C UHTPALUTOMNIAa3MaTUYECKON
MHbekuunen cnepmatozonga (MKCHU).
Cnepmy nony4aloT UAn U3 npuaaTtka
ANYKa NyTEM YPECKOXHOW UM MUKPO-
XUPYPruyeckomn acnmpaumm unm nytem
TECTUKYNAPHOW 3KCTPaKLMN.

3aTtem cnepmy BblAENAIOT U KPUO-
KOHCEPBUPYIOT ANA NOCNeayoLero
ucnonb3oBaHuA. Mocne nHayunposa-
HUWA OBYNAUUN Yy NapTHepLUn cobupatot
00OUUTbI MOA KOHTPOJIEM YNIETPA3BYKO-

BOFO MccnefoBaHuA, U MOXET ObiTb NpPo-
BepneHo MKCWU. Mocne onnopgotBopeHusa
COOTBETCTBYOLEE YMCO 3IMOPMOHOB
nepeHocAaT B MmaTky [9]. B nutepatype
MMeeTcA Mano onyb6NnKoBaHHbIX AaH-
HbIX MO pe3ynbraTaMm NPUMEHEHUA 3TUX
MeTOAMK Yy NauMeHTOB, CTpadaloLwmx
MB. Coobuwanocb, 4To YacToTa pa3Bu-
TNA BO3HUKHOBEHUA 6epeMeHHOCTU CO-
ctaBnaeT 63 % npu npumeHeHnn MKCU,
1 npumepHo 50 % aTux 6epeMeHHOCTeNn
NPUBENN K POXAEHUIO XMBOro pebeH-
ka [4, 11]. 9Tn pe3ynbTaThl ABNAIOTCA
cpaBHMMbIMU ¢ pe3ynbratamu UKCU y
MY>UUH, He cTpagatowmux MB, nmetowmx
BPOXAEHHOE IBYXCTOPOHHEE OTCYTCTBUE
ceMABbIHOCALLEro NPOTOKA (Y4acToTa BO3-
HUKHOBEHMA 6epeMeHHOCTM cocTaBNAET
oT 20 % po 53 %) [11]. B pasHbix peru-
ctpax no MB nmeeTcAa orpaHuyeHHan
MH$OopMaLmA 0 YacToTe OTLOBCTBA cpe-
OV NauuneHToB, cTpagatowmx MB (Hanpu-
Mep, 48 My>X4MH NO JaHHbIM Onpoca BO
®paHumm B 2003 . [12]).

JaHHble o 6ecnnogmun 4acTo Bbl-
ABJIAIOTCA B NOAPOCTKOBOM BO3pac-
Te, HO UccnefoBaHUA Nnokasanu, 4To
MaJioe YMCno NaLMeHTOB OCBEAOMIIEHDI
0 BapuaHTax neyeHuWA AnA [OCTUXe-
HuA depTunbHocTu [13]. Heobxoammo
LUMPOKO pacnpocTpaHATb CBeAeHMA O
BapuaHTax JiIe4YeHUA N nx pesynbsraTtax,
4TOObI NaUMEHTbl MMenun BClo UHDOP-
Mauuio, KoTopaa UM Heobxoamma anA
NPUHATUA PELLEHNA OTHOCUTENBHO BO3-
MO>XHOCTU cTaTb poantenamu [10, 13].
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KoHcynbTupoBaHue

2.1. TeHeTUYecKoe KOHCYNIbTUPOBaHUe

MauymeHTbl, cTpapgatowme MB, xenato-
Lue cTaTb poanTeNnAMMU, LOMXKHbI ObITb
npouHhopMNpPOBaHbI O PUCKE poXKae-
HuA pebeHka ¢ aTon natonormnen. Nx
pebeHok 6yaeT Mo MeHbllen Mepe
HOCUTENEM MyTauuu, U ecin NapTHep
MY>XXYUHbI NN XXEeHLWWHbI, CTpagatowmnx
MB, Takxe ABnAeTcA HOCUTENemM MyTa-
LMK, TO pUcKk poxaeHua pebeHka c 3a-
6onesaHvem coctasnaeT 50 %. MNoatomy
nepen 6epeMeHHOCTbIO N NpPUMEHEe-
HWEeM nporpamMmmbl BCOMOraTeNbHbIX
penpoayKTUBHbIX TEXHONOTMNIN JOMKHO
ObITb NPEANOXEeHO reHOTUNMpPoOBaHme
napTHepa.

Ecnu ckpvHUHT napTHepa nokasan
oTpuuaTenbHbIA pe3ynbTaT, TO puck
poxaeHua pebeHka ¢ MB oueHb man —
npumepHo 1 n3 400, 4To 06ycnoBNeHO
BO3MOXHbIMWU HEpPacno3HaHHbIMU My-
TaumAamu [13]. Ecnu napTHep ABnAeTcA
HOocuTeNneMm MyTauuu, napa UMeeT BO3-
MOXHOCTb MPONTU NpeHaTanbHyo Unun
npeanuMnIaHTauMOHHYIO FeHETUYECKYIO
ONarHoCTuKy Aaa MUHUMU3aUnmM pucka
poxaeHua pebeHka ¢ MB. AnbTepHa-
TUBHBIMWU MEPONPUATUAMU ABNAOTCA
YCbIHOBJIEHWE UM UCMOJIb30BaHWE O0-
HOPCKOW crnepmbl.

leHeTu4eckoe KOHCYNbTUPOBaHMeE
Heo6XoAMMO NPoBecTH A0 NoGbIX MNPo-
uenyp, npeawecTsyowmx 6epemeHr-
HOCTU, U OHO JOJXHO BKOYaTb Takoe
06bACHEHME Pa3fNYHbIX BO3MOXHbIX
BapuaHTOB, YTOObI Napa Morna NpuHATb
MHGbOPMUPOBAHHOE U paunoHanbHoe
pelieHue.

2.2. leHeTN4YeCcKOe KOHCYNbTUPOBaHMe
1 3TU4YecKne Bonpochbl

[Ana naunenTos, ctpagatowmx MB, xe-
narowmx umetb pebeHka, BaXKHbIM Tak-
Xe ABNAETCA KOHCYNbTUPOBaHUE OTHO-
CUTENBHO UX COBCTBEHHOIO 340POBbLA U
[osirocpoyHbix npobnem. C nauneHTom
M ero NapTHEPOM A0MXHbI 6bITb 06CYX-
OeHbl apdekTbl Nnpouecca 60n1e3Hn, ux
noTeHuManbHoe BAUAHMNE HAa CEMENHYIO
XWU3Hb U NepcrnekTuBy 6onee paHHen
cmepTu. He cnenyet 3abbiBaTb O TpaHc-
nnaHTauunMn nerkux, 1 MOXXeT oka3aTbCcA
Heob6XxoAuMbIM BKNOYNTbL B 06cyXae-
HWe nokasaTesiv BbIXXMBAaeMOCTU MO-
clie TpaHcnnaHTaumn. 3Tn obeyxaeHun
0cob6eHHO BaXKHbl, KOrAa paccMmaTpu-
BaeTCA BO3MOXHOCTb NMPUMEHEHUA
BCNoMoraTtesibHbIX penpoaAyKTUBHbIX
TEXHONOIMN UK ycbiHOBNEHMA. MNaun-
eHTbl, cTpagaowme MB, n nx napTHepsbl
OOJKHbI 06CYANTb BCE 3TM BOMPOCHI Kak
C BpayamMu, oka3biBaloLWMMM NOMOLLb
npu MB, Tak n ¢c penpogyktonoramu,
1 Bpayun B CBOIO o4epeab AO0JIKHbI ObITb
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roToBbl PACCMOTPETb UX C NaunMeHTamMmun
n nx napTHepamu.

bepemeHHocTb Npu VB

JokasatenbHan 6a3a OTHOCUTENIbHO Be-
neHnA 6epeMeHHOCTU Y XXEHLLWUH, cTpa-
patowmx MB, orpaHuyeHa. Co BpemeHu
nepsoro onybénmkoBaHHoro B 1960 r.
onucaHuAa cny4ana [14] n nepBbIX Uc-
cnegoBaHun, Bkaovaswmx 10 cnyyvaes
B 1966 . [15-22], 6bI10 NpoBEAEHO NULLb
HecKoNbKO [OKaAoB 1 aHanus3oB 6a3
naHHbIX. B 2008 r. 661510 N3gaHO pyKo-
BOACTBO MO BeAeHutio 6epeMeHHOCTH
B pamMKax MynbTUAUCLUMINHAPHOIO
noaxona [23].

3.1. NMporHocTnyeckue dakTopbl
M ucxopabl

HepasHue vccnegoBaHUA NPoOeMOH-
CTPUPOBANM MOJIOXUTENbHbIE UCXOAbI
6epeEMEHHOCTU Y XEHLLWH, CTPaAaloLLmnx
MB, n oTcyTcTBUE ee KPaTKOCPOYHOTIO
WY QONTOCPOYHOO BANAHUA HA DYHK-
LU0 Nerkmx UJn cocToAHMe NUTaHuA
[21, 24]. Takon NoNoOXUTENbHbIN UC-
X0, BEPOATHO, ABMAETCA PE3ySikTaTOM
yCUnMn No onNnTuMmM3aumm noMmoLwm Ao
3a4aTnA COBMECTHO C TLaTeNbHbIM Ha-
6niogeHnem n nevyeHmem ob60CcTpeHuin
3a6oNeBaHnA NIErKNX U KOHTPOJIEM 3a
cocToAHueM nNuTaHuA. B gByx koropt-

HbIX UCCNEA0BAHUAX MO AaHHbIM HaLuWo-
HaslbHbIX PerncTpoB 6bin caenaH BbiBOA,
0 TOM, YTO XEHLMHBbI, cTpaaatowme MB,
KOTOpble 3abepemeHenn, n3HavyasbHO
ABnAnucb 6osee 300POBbIMU, YEM KOH-
TponbHble nuua [18,25].

Coobwanoch, 4TO CpefHAA YacToTa
BblkMAblwen coctasnana 4,6 %, n ya-
CTbIMM ABAAIOTCA NpeXAeBpeMeHHble
poabl (24,3 %) [16]. MaTepuHckan
CMEpTHOCTb B MepuHaTaibHOM nepw-
opne okasanacb paBHoun 7,9 %. 13,6 %
yMupanu B Te4eHue 2 neT nocne pogos.
OpHako 6onee No3aHWe nccnefoBaHmA
nokasanu nydiive pesynsrathbl [24, 26].
CHuxxeHue ob6bema popcMpoBaHHOTO
Bblgoxa 3a 1 cekyHay (FEV,) n Huskuit
MHAEKC Maccbl Tena, KOHe4YHo, ABNA-
I0TCA NPeAnKTOpPamMm pa3BUTUA OCIOX-
HEHWN y Nioja, U HEKOTOpPblE aBTOPbI
BbiCKa3alm MHEHUe, 4TO NaumneHTKN
¢ FEV, Huxe 50-60 % oT nporHosu-
pyeMmbIxX 3Ha4YeHU OoMXHbI n3beraTb
6epemeHHoCTU. [lpyrue nybnukauunm
NoATBEPAUNU MOBbILWEHHbIW PUCK A0-
CPOYHbIX POOB M Te Xe nokasaTenu
OONITOCPOYHOM BbIXXUBAEMOCTH, faxe y
>KEHLUWH co cnabon dyHKLunen nerkmx
n FEV, Huxe 40 % [17, 27]. MosTomy
TPYAHO UCMONb30BaTb abCONIOTHbIN NO-
porosbi yposeHb FEV, kak ypoBeHb oOT-
Cceykn AJ1IA BO3MOXHOMN 6epeMeHHOoCTH.
CrabunbHoe cocToAHWe, Haanexatlliee
cobniofeHne nevebHbIX pekoMeHaaunn
1 XOpOoLLanA peakuua Ha Tepanuio aHTu-
6uoTukamu, No-BUAMMOMY, ABAAOTCA
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OANHAaKOBO BaXXHbIMW YCNOBUAMU ANA
6naronpuaTHOro ucxopa. JlerouyHan
rmnepTeH3nA ocTaeTcA NPOTMBOMOKAa-
3aHMeM. B nccnepoBaHuAx oTmMeYeHbl
HebnaronpuATHbIE UCXOAbI C ObICTPbIM
CHUXeHueM dyHKLUKN nerknx y 6epe-
MEHHbIX XEHLWUH, MHPULNPOBAHHBIX
Burkholderia cepacia [23, 28]. B Ha-
cToALLEee BPEMA HET COrlacoBaHHOMO
MHEHMWA O peleHNAX OTHOCUTENbHO
3TUX NauUNeHTOK.

MoHWXeHHOEe cocToAHUE NUTaHuA,
00bIYHO coyeTalolleeca ¢ bornee TAXe-
NbiM 3a60sieBaHUEM, TakXe cunTaeTcA
OTHOCMUTENbHbLIM NPOTMBOMNOKAa3aHNEM
nnAa 6epemeHHocTy [23].

B o6wen nonynAauMmn Hanuyume ca-
XapHoro anabeta y Matepu NpuBoauT
K MOBbILIEHWNIO YaCTOTbl CMOHTAHHbIX
abopToB, NpexXaeBpeMeHHbIX POAOB
1 BPOXAEHHbIX NOPOKOB pa3BuTua [29].
Mo paHHbIM 6onee NO3QHUX uccneno-
BaHWW NpeacTaBnAETCA, YTO caXapHbIi
nnabeT He KOPPENUPYET C XYALUEN Bbl-
XXNUBAEMOCTblO BepEeMEHHbIX XEHLUH,
cTpagatowmx MB [18]. PekomeHpy-
€TCA TWaTeNbHbIA KOHTPOJIb YPOBHA
rNoKo3bl. Y XeHLWMWH, He cTpadaBLunx
caxapHbiM gnabeTom fo 6epeMeHHO-
cTn, coobLanocb 0 YactoTe pa3BUTUA
rectauMoOHHOro caxapHoro guabera,
paBHoO® 14 %, noaTtomy BO BpemA be-
peMEeHHOCTM pekoMeHAyeTCcA NPOBO-
OUTb nccnefoBaHue ToNepaHTHOCTU K
rnoko3se [27].

O 6epeMeHHOCTM Y XEHLLWH C Auna-
rHosom MB, cTpagatowmx 3abonesaHu-
eM neyvyeHn Nan LMppPo3omMm, CoOBLLEHNIA
marno.

3.2. NnaHupoBaHue 6epemMeHHOCTHU

MnaHupoBaHne 6epeMeHHOCTU ABNA-
eTcA BaXKHbIM ANA NyylWero ncxopa.
MnaHupoBaHWe AONXHO BKIOYaTb BCE
acnekTbl, U B ngeane AOJIXXHO GbiTb
06cy>XAeHO 1 OCYLLECTBJIEHO Bpavyamu
M Napow Ha O4eHb paHHeM 3Tane, YToObl
obecrneunTb BpeMA ANA rEHETUYECKOTO
KOHCYNbTUPOBAHUA U aHanm3a Nncuxo-
coumnanbHbIX BONpocos, npodeccuo-
HanbHOW aganTtauuu gnAa paboTaroLwmx
N UBMEHEHUN NX XN3HWN, CBA3AHHbIX
C NoABNEHMEM ManeHbKoro pebeHka.
Heobxoammo 06bACHUTL BNuAHKE bepe-
MeHHOCTU Ha TeyeHne MB n Hao6opoT
M onucaTb NIe4eHMEe N TEKYLLUN KOH-
Tposb, He06XOANMbBIE B 3TO BPEMA.

BepemeHHOCTb cnenyeT nnaHu-
poBaTb, KOr4a COCTOAHNE XEHLLMHbI,
ctpapatowen MB, ctabunbHo 1 nocne
ONTMMM3aLMUM BCEX acNekTOB NMOMOLLMU
npu MB, Bktlo4ana ounLleHne apixatenb-
HbIX MyTen, UHraNALUNOHHbIE Npenapa-
Tbl M COCTOAHUE NMUTAHUA. Y XEHLUMH,
cTpajaloLmnx caxapHbim anabeTom, pe-
KOMeHAYEMbIM NMpenapaTtoMm ABNAeTcA
WHCYNIUH ANA ONTUMMU3auun KOHTponaA
YPOBHA INIOKO3bl B KPOBU A0 GepemMeH-
HocTw. MpennoxeH nepeyeHb KOHTPOJIb-
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HbIX MokKa3saTenemn ana paclmpeHuns npo-
Lecca okazaHuA NOMOoLUM 0, BO BPEMA
n nocne 6epemeHHocTH [23].

3.3. ®apmakoTepanusa

Mepuon no 6epeMeHHOCTU [OJIXKEH
6bITb McNoNb30BaH AnA o63opa ne-
KapcTB, KOTOPblE pa3peLUeHbl U NPo-
TMBOMOKa3aHbl BO BpemAa 6epemeH-
HocTu. Cxembl hapmakoTepanuun gna
nauuneHToB, cTpapatowmnx MB, Bknio-
YaloT NPUMeHeHMe NaHkpeaTU4eckKnx
¢dbepmMeHTOB, BUTaAMWHOB, MHFanALM-
OHHbIX, NepopasibHbIX NN BHYTPUBEH-
HbIX aHTUONOTUKOB N MYKONIUTUYECKNX
M NPOTUBOBOCNANUTENbHbIX Npena-
paToB, TakMX Kak asuTpoOMULMH (HO
He néynpodeH). AHTUCUHETHOWHbIE
6eTa-nakTamHble aHTUBMOTUKM ABNAIOT-
cA 6e30nacHbIMMK AnA npumMmeHeHnA BO
BpemA 6epeMeHHOCTU 1 NpeacTaBnaioT
co6on npenapaTbl BbiGopa AnA neye-
HMA 060CTpeHu 6onesHun nerknux. Amu-
HOMNNKO3UAbI, BBOAWMbIE BHYTPUBEH-
HO, MOTYT BbI3blBaTb OTOTOKCMYECKUN
n HedpoTokcnyeckmn acdekT y nno-
0a, XOTA MMeloTCA faHHble, 4To Tobpa-
MWLMH, BBOAUBLUNIACA BHYTPUBEHHO
B peKoMeHOOBaHHbIX A03ax, He Bbi3bl-
Bajl HapylweHMA GyHKLUN NOYeK Uiu
CHMXKEHUA cllyXa Y HOBOPOXAEHHbIX.
OpHako BO BpemA NepBOro TpMMecTpa
6epeMeHHOCTN 06bIYHO pekoMeHayeTCA
n3beraTtb BHYTPUBEHHOrO Ha3Ha4YeHuA
aMmuHornukosungos [23]. Monb3y oT npu-

MEHEHUA MHranAUMoOHHOro Tobpamu-
UMHa onAa nevyeHua ob60CTpeHUn ele
Heo6xo4MMO NPOAEMOHCTPUPOBATL.
CoxpaHeHue 300poBbA 1 6Gnaronony-
4ynA mMaTepu AOJIXKHO ObiTb BaXXHbIM
dhakToOpoM Npu NPUHATUN peLleHmnA
oTHocuTenbHO apmakoTepanun MB Bo
Bpema 6epeMeHHOCTU, 0cOBEHHO AnA
neyeHna oboctpeHnA 6one3Hn nerkmx.
K cuyacTblo, MHOrMe U3 3TUX npenapa-
TOB WMPOKO Mcnosb3ytoTcA 6e3 npo-
6nem, cBA3aHHbIX ¢ 6€30NacHOCTbIO.
PaspelueHHble U NpOTUBONOKa3aHHbIE
npenapaTtbl NOAPO6GHO pacCMOTpPEHbI
B HemaBHUX coobuweHunax [6, 23, 30].

3.4. Ha6niogeHue

BepemeHHble nauneHTKM perynapHo
1 TwaTtenbHo obcneaytoTca anAa obe-
cneyvyeHnsa Hagnexauiero cobniogeHns
pekoMeHpaumin no nevyeHuto, B ocobeH-
HOCTK no ¢pum3noTepanun, Ana onpege-
neHunAa GyHKUUN Nerkmx, paHHen gua-
rHocTuMkM ob6ocTpeHnA 3aboneBaHun
BGPOHXOB, OLLEHKN COCTOAHUA NUTaHMA,
YPOBHEN TNI0KO3bl B KPOBU B cliyvyae
caxapHoro gnabeTta n npoBefeHun
CKPWHWHIa Ha recTauOHHbIN caxapHbli
avabert. [inA ne4yeHNA OCTPbIX NPUCTY-
nos 6onesHn nnbo B cnyyaax manon
npubaBkM Beca MU HEOOXOAUMOCTH
anuMeHTapHOMN NMOAAEPXKU MOXET
ObITb pekoMeHAOBaHa rocnuTannsa-
uunAa. PekomeHayemble notpebHOCTH
B 9Heprum npu 6epeMeHHOCTM Bapbu-
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pytoT ot 2000 no 3000 kkan/cyT, n naym-
€HTKaM C HeJOCTaTO4YHbIM COCTOAHUEM
nuTaHuA nepeg 3a4aTmemM MOXeT ObiTb
Heo6xo0AMMO YBENNYNTL NOTpebneHne
aHeprun. BaxxHo KOHTponnpoBaTb He-
[OCTAaTOYHOCTb (hyHKUUKN noaxeny-
DOYHOWM Xenes3bl n manbabcopbuuio,
a TakXe XpOoHu4Yeckyilo nHdbekuuio,
NOCKOJIbKY 3TO yBeNIM4YMBaeT notepu
sHeprun. MUHorga Heob6xoaumo gonon-
HUTENbHOE 3HTepasibHOe NUTaHue, HO
nyTb AOCTaBKW (HaszoracTpanbHbIA 30HA
Wnu ractpocToma) Bo BpemMsa 6epemMeH-
HOCTUW UHorAa 3aTpynHeH. Kpome Toro,
rno mMepe nporpeccnpoBaHuna 6epemen-
HOCTU yBennyeHne MaTku Bbi3blBaeT
NnoBblWEHNE BHYTPUXENYAOYHOTO
0aBJIeHNA, 4YTO ycyrybnaeT ractpoaso-
tdareanbHbIn pedniokc. B HekoTopbix
TPYOHbIX cydYaaXx MoOXeT ObITb pac-
CMOTpPEHO NnapeHTepasibHOe NUTaHue,
KOTOPOE B OMUCaHHbIX B nuTepaType
cnyyaax obecne4ynBano HEKOTOPbIN

addexT [31].

3.5 Akywepckas nomoLlb

Takxe o4eHb BaxHO paboTaTb B TECHOM
COTpyAHUYEeCTBE C aKyllepamu, KOTo-
pble UMEIOT OMbIT OKa3aHUA MoMoLn
KEHWMHaM ¢ 6epeMeHHOCTAMU BbICO-
Koro pucka [23]. MHOIMM XeHLunHam
yOaeTcA BbIHOCUTb pebeHka B TeveHue
nonHoro cpoka. B atom cnyvae Baru-
HanbHble poAbl ABMAIOTCA NPeAnoYvTU-
TENbHLIMM MO CPABHEHUIO C KECAPEBbLIM

ceyeHneMm, KOTOpoe CBA3aHO ¢ 60/blo B
obnacTtu paHbl U aHecTe3nen, a Takxe
C MOBbILIEHUEM pUCKa Pa3BUTUA Y Na-
LIMEHTKM 3aflePXXKN CEKPETOB U aTenek-
Tasa. OgHako AnA XEHLWMWH ¢ XyaLwen
byHKLMEN Nerkmx Ha nocnegHuUx cra-
anAax 6epeMeHHOCTM pelueHue o6 on-
TMUMaNbHOM BPEMEHU POLOB [OJIXKHO
ObITb NPUHATO COBMECTHO aKyLlepom
1 BpayoM, 3aHMMAIOLWLMMCA Nle4YeHNnem
MB, nocne TwartenbHOro paccmoTpe-
HWA COOTHOLUEHUA PUCKOB U MOJIb3bl,
CBA3aHHOIO C HeOHOLLEHHOCTbIO Nnoaa
1 3g0poBbeM maTepu. W npu BarnHanb-
HbIX pofax, U Npu onepaunn kecapesa
ceyeHuWA anuaypasbHanA aHanbre3ua unm
anuaypanbHaA aHecTe3nA NO3BONAIOT
KOHTponupoBaTb 60s1b Nocne pogoB u
nopaepXuBatb nposeaeHne apdeKTmB-
HOW pmn3noTepanum B o6nactu rpyaHomn
KNEeTKN.

pyaHoe monoko matepwu, cTpagato-
wen MB, nmeeT HopmasnbHble YPOBHMU
anekTponuToB 1 6enka, YTo TeopeTuye-
CKW MO3BOJIAET OCYLLECTBNATL FPyAHOE
BckapmnuBaHue. OgHako KOpMJieEHUE
rpyabio TpebyeT NoBbILWEHHOMO NoTpe-
6neHnA Kanopun MaTepblo, U NO3TOMY
XKEHLMHAM C Hey[0BNETBOPUTENbHbIM
COCTOAHUEM NMUTAHWUA 3TOT METOA, KOPM-
NieHnA MoXeT 6bITb HEe PEKOMEHAOBaH.
B nocneponoBom nepuoae BaXxHO BHU-
MaHWe K Hapliexalien n HenpepbiB-
HOW NpUBEPXEHHOCTYU K hnsmoTepanum
B 06/1aCTM rpyAHOWM KNETKM U K Npuemy
006bIYHbIX IEKaPCTBEHHbIX NPenapaTos.
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3.6. BepemeHHOCTb Nocne
TpaHcnnaHTauMn nerkmux

Coo06Lwanocb 0 NONOXUTENbHbIX UCXO-
nax 6epeMeHHOCTU nocsie TpaHcnaaH-
Tauumn CONUAHBbIX OPraHoOB, TakKMX Kak
NMOYKK, NEYEHb U CEPALLE, C OTCYTCTBMEM
NOBbILIEHHOTO pUcKa AJ1A HOBOPOXAEH-
Hbix. OgHaKo nocne TpaHcnaaHTauum
JNIErKNX 3Ha4YMMOM NpobriemMmon octaeTcA
XpoHu4veckoe oTTopxeHue [32, 33].

B HepaBHeM uccnepoBaHuM BbiAB-
neHo 19 cnyyaeB 6epeMEHHOCTU Y XKEH-
WWH, NepeHecLInx TpaHcnaaHTaumio
nerkux; yactota 6naronpuATHOro Te-
YyeHnA 6epemMeHHOCTU [0 POAOB COCTa-
Buna nuwb 42 %, n YactoTa pa3BuUTMUA
OCNOXHEHWUI oka3anacb Bbicokon [32].
[MoaTomy xeHwumHbl, cTpagatowme MB
M nepeHeclune TpaHcnaaHTauuio ner-
KWUX, BOMKHbI MPONUTU KOHCYNbTauumu,
1 nx Heob6xoaUMo NpouHbOpPMUpPoBaTb
0 BbICOKOM pPUCKE OTTOPXXEHMWA U CBA3aH-
HOW C 3TUM CMEPTHOCTW.

3aknioueHune

B HacToALlee BpemMA MHOrMe Monogblie
XEHLWHbI U MYXYMHbI, cTpajaiowme
MB, nmetoT yooBneTBopuTtenbHoOe Co-
CTOAHME 300POBbA U BO3MOXHOCTb
cTaTb poauTenamu. Bpayu, okasbiBato-
wme nomolb npu MB, foNXHbI cbirpaTb
BaXXHYI0 pofib, ob6ecneymns ncyepnbiBa-
owyto MHbopmauuio, KoOHCynbTauum

1 pekomeHaaumm, 4Tobbl NOMOYbL Na-
LMeHTaM NPUHATb UHPOPMUpPOBaHHOE
peweHue. BegeHne naumeHTok Ao, BO
BpemMA u nocne 6epeMeHHOCTU JOJIX-
HO OCYLLECTBNIATLCA FPynnon Bpayen
pas3nunyHbIX cneumanbHOCTEN, 3aHU-
Mawouimxca nedyeHunem MB, B coTpya-
HUYecTBe C penpoaykTosioramu u/mnu
aKyLiepamu, oka3sblBaloLWMMU NOMOLLb
npy 6epeMeHHOCTAX BbICOKOIO pucKa.
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I'TIABA 10

NMcuxonornyeckme npooGaemsl:

OTHOLUEeHue K nocreneHHoun
MHBanugnusauumn

Araxie Matossian,

Helen Solas BeepeHue

MocToAHHOE ynyuylleHne ANarHocTuku,
Jle4eHUnA 1 oka3aHWA NOMOLLY NPU MYKO-
Bucumpaose (MB) npuseno k 3HauMMomy
YBENUYEHMUIO 0OXUAAEMON NMPOJOIIXHN-
TENIbHOCTM XU3HU NioAel, CTpaaaoLwmx
aTon 6onesHblo. HecmoTpAa Ha gocTu-
XeHna B meanunHe, MB octaeTca npo-
rpeccupyoLmm, NocTeneHHo pa3BrBa-
IOLWMMCA U NieTanbHbIM 3ab6oneBaHuemM,
XapakTepU3yoLWMMcA Kak BUAUMbIMU,
TaK U CKPbITbIMY (hM3MYECKUMU CUMMTO-
mamu. Bbicokan Harpyska, o6ycnoBneH-
HaA NnevyeHuem, aenaeT ANA NaLMEHTOB
ewe 6onee TpyAHbIM GanaHc mexay
obpasoBaHueMm, cembel, paboTon u
Apyrumu o6A3aHHOCTAMU B3POCNOro
yenoseka [1]. Bapocnbiit Yenosek, cTpa-

183



Jonraa xu3Hb ¢ MyKOBUCLMLO30M

paowmn MB, ctankmBaetca ¢ npobne-
MaMW ecTeCTBEHHOIrO LMKa, KOTOpbIN
XapakTepmuayeTcA YyepeaoBaHMAMM MO-
CTPOEHUA, Noaaep>KaHMA N USMEHEHNA
CTPYKTYP XMn3HU [2]. UHoraa npobnembl
MOryT ObITb CEPbE3HbIMU, U OHU CNOCO6-
Hbl BNMATb Ha 6Gnaronony4une 601bHOro
[3]. Coobuanocb 0 NCMXONOrNYECKUX
cMMnTOMAaXx, TakMxX Kak TpeBora u ge-
npeccua unu gemotmusauwma [4, 5].

B HacToAwWweNn rnaBe onucaHbl pas-
JIMYHble crnocobbl NCUXONOrNYECKON
apganTaunm u MexaHu3mbl NPeoAoNeHNA
TPYAHOCTEN, NCrosib3yemble nauueH-
Tamu, CTpajaloLWwmMMn XpoOHNUYEeCKUM 3a-
6onesaHuem. Kpome Toro, napagurma
AHrenbca o 6GuoncmxocoumanbHoOn MO-
nenu [6], kotopaa obecne4nBaeT nyu-
wee NOHUMaHWe CNOXHbIX B3aMMOOT-
HOLLEHUIN MeXAy pa3HbIMU CTOPOHaMMU
>KM3HU NaumMeHTa 1 okazaHWeM NoMoLLM
1 neyveHuem, obcyxaaeTcA B KOHTEKCTe
B3pocnbix 6onbHbix MB. CywecteyeT
HECKOJIbKO NapaMeTpoB, KOTOpble MOTyT
ObITb UCNONb30BaHbl ANA NOHUMaHUA
TOro, 4YTO ABAAETCA BaXXHbIM B XXU3HU
B3POCNOro nauneHTta. 3T napameTpbl
BKJlOYaloT: 60Nne3Hb Kak cTpagaHue
Tena u gywu, MB B KOHTeKCTe cemen-
HOro aHaMHe3a M OTHOLUIEeHUA Mexay
B3POC/bIM NaLUUEHTOM U MOCTaBLLUKOM
MeAUNLMHCKMX ycnyr. YeTBepTbiM Bax-
HbIM MapamMeTpPoM ABNAIOTCA B3aMMOOT-
HOLWWEHUA C COLManbHbIM OKPY>XeHUem
(cm. rnaBy 8 «lMpodeccnoHanbHble ©
coumanbHble NpobnemMbl»). XpoHu4de-

ckaA 6osie3Hb OKa3blBaeTCA «rOPbKOM
TOYKOWN nepeceyeHun» Mexay aTumu
pasnuMyHbiMu GuoncuxocoumanbHbIMU
dakTopamu [7].

WuanBuayanbHblie pasnuuua
B aganTtauum K 6onesHu

CornacHo mHeHuto KoaHa u Jlazapyca
(Cohen u Lazarus) [8], ncuxocouunanb-
HaA apanTtauuAa K 6onesHu onpepe-
nAaeTcA cy6bEKTUBHBIM BOCMPUATUEM
naumeHTom csoero Hegyra. Owyule-
HUE NINYHOTO KOHTPOJIA Haf CUTyaLmen
npepctaBnAaeTcA hakTOpoOM, KOTOpPbIN
cnoco6cTBYeT Xopolen agantayunu.
TpemsA NOHATUAMMU, CBA3AHHBIMMU C OLLY-
LWEeHMEeM KOHTPOJA, ABNAKTCA NOKYC
KoHTponAa [9], ycBoeHHaAa 6ecnomoLy-
HocTb [10] u camoaddekTmBHOCTL [11].

Jlokyc KOHTpoNiA KacaeTcA MHEHUA
yesioBeka OTHOCUTENIbHO TOrO, Kakyio
BJ1TAaCTb OH MMEET HafZ coBbITUAMM B CBO-
en Xun3Hu: KoHTponupyto N1 A cBoOio
XXU3Hb UJIN €€ KOHTPONUpPyeT YTO-TO
apyroe? Jlioan ¢ BHYTPEHHUM JIOKY-
COM KOHTponA 6yayT oLyLaTb UCXOAbl
1 cobbITUA KaK pe3ynbraT cBOero cob-
CTBEHHOro noBefeHuA. Jlioan ¢ BHeww-
HWUM JIOKYCOM KOHTPOJIA BOCMPUHMMAIOT
aHaJIorMyHble UCXOA4bl KaK pe3ynbraT
BHELWHUX akTopoB, TakMxX Kak cyabba
Wnu coenageHne. BHyTpeHHUN n BHeLw-
HUW JIOKYCbl KOHTPOJIA NPeACTaBAAIOT
[Ba KOHLLA KOHTUHYYMa, U 6OSbLUNHCTBO
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noaen HaxoaAaTcA rae-nnbo mexay ABy-
MA KpanHumu Toukamu [9].

B nccnepgosaHum Cenurmana (Seli-
gman), kacatowemca ycBoeHHon 6ec-
NOMOLLHOCTHU, XXUBOTHbIX MHOFOKPaTHO
nogsepranv ygapam anekTpuyeckoro
TOoKa, KOTOPbIX OHW He Mornu m3be-
XaTb. B KOHEYHOM MTOre XUBOTHbIE
nepecraBanu nbiTatbcA n3bexarb CTU-
Myna. Korga cuTyauuAa nameHanacb u
OHU mMornu nsbexaTtb ygapa, OHU He
npeanpuHUMan HUKaKux 4encTBuUn.
Y Hux pasBunacb ycBoeHHaA 6ecno-
MOLLHOCTb — OTCYTCTBUE YBEPEHHOCTMU B
TOM, 4TO MOXHO cAenaTb YTO-TO, YTOObI
cebe nomoyb. Takoe e nosegeHue, To
ecTb TEHAEHUMA CAaBaTbCA B CMTyauumaAx,
B KOTOPbIX YENOBEK HA CaMOM fefie He
ABnAeTcA 6ecnomMoLuHbIM, Habnoganacb
ny mogen [10].

CamoaddhekTUBHOCTb O3HavaeT
Bepy B COGCTBEHHbIE CMOCOGHOCTU OCy-
LLLECTBNATbL NNaHUPOBAHUE U OEeNCTBUA,
HeoGxoauMble ANA [OCTMXEHUA Lienu.
WHbIMU cnoBamu, 3To co6CTBEHHAA BEpa
Yenoseka B BO3MOXHOCTb NpeoosieHns
haHHow cuTyauun. NoBepeHne B 3Ha-
YNTENbHOW CTEMEHU KOHTPONINpyeTcA
OXWAAHUAMU YesioBeKa NN TeM, Kak
OH 6yneT gencrtBoBaThb. Jliogn ¢ BbICO-
Ko camoadPeKTMBHOCTbIO, TO €CTb
Te, KOTOpPblE MONaratoT, YTO OHWU MOTYT
OeNCTBOBaTb YCMNELHO, paccMaTpuBaioT
TpyAHble 3agayn Kak He4yTo, YeM Hago
ynpaesATb, a He To, Yero cnenyer us-
GeraTb. Jliogen, kKoTopble nonaraioT, Y4TO

OHU MoryT 3¢} ekTUBHO cnpaBuUTbCA
CO CTpeccoreHHbiMn dakTopamu, aTn
dakTopbl HE NPUBOAAT B CMYLLEHME.
OpHako ecnu noaN CYUTAIOT, YTO He
MOFYyT KOHTPOJNIMpoBaTb Hebnaronpu-
ATHble OOCTOATENDLCTBA, Y HUX BO3HU-
KaeT AUCTPEecC N CHUXaeTcA YpoOBEHb
¢dyHKUMOHMpoBaHuA [11].

BHewHU nokyc KOHTpONA u ycBo-
eHHaA 6ecrnoMoLLHOCTb NpeAcTaBAAT
co60oM YacTUYHO NepekpbiBaloLMeca
noHAaTuA. CenvrmaH 3aaBnAs, YTo nauu-
€HTbl B COCTOAHUN Aenpeccun cTpaaaoT
OT OTCYTCTBUA JIMMHOIO KOHTPONA Hapg
cuTyaumein unm ycBoeHHomn 6ecnomoLy-
HocTu [5]. Jlioam ¢ owyuieHneM HU3KoW
camo3eKTUBHOCTY CTPajaloT OT OTpU-
LaTesbHbIX 3MOLMI, TAKMUX Kak TpeBora
M CTpecc, U y HUX UMeeT mecTo Gonee
BbICOKAA PEe3UCTEHTHOCTb K NIEYEHUIO
[11, 12]. Oenpeccua okasbiBaeT oTpuLa-
TeNlbHOE BIUAHUE Ha NPUBEPXEHHOCTb
K neyeHuto, pyHKLMOHMPOBAHUE B ce-
Mbe U Ka4ecTBO XWU3HU, onpeaenaemMoe
3nopoBbeM [13]. Boicokasa camoaddek-
TUBHOCTb Y NaLMEHTOB C XPOHUYECKUMU
3a60N1IeBaHUAMU KOPPENVPYET C JTHLLUM
$ur3nyecknm, coumanbHbIM 1 SMOLUNO-
HanbHbIM Ka4ecTBOM XU3Hu [14, 15].

CosnagaHue (KOnuHr)
C XpOHU4ecKnm 3aboneBaHuem

CoBnagaHune MoXxeT 6biTb ONMCAHO Kak
npouecc, 4epes KOTOPbIN NPOXOAAT
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nioan Npy NpeoaoNeHnn CTPeccoBbIX
cob6bITUI B CBOEN NMOBCEAHEBHOM XUN3-
Hu. CTpaTerumn coBnagaHua Hanpas-
JNleHbl Ha YMeHbLUeHUe aucTpecca,
CBA3aHHOTro ¢ 60MIe3HbIO N NIeYEHUEM,
C uenbio nopgaepXaHua cyGbekTUBHO-
ro 6narononyuua. CosnagaHue BkJo-
YyaeT pAf4 cTpaTerun peryianpoBaHun
3MOLMUN, MbICNUTENbHbIX MPOLLECCOB U
naTtTepHoB noBefeHuA. CywecTByioT
MHAMBMAYalNbHbIE Pa3nnyna B TOM, Kak
JIIOAWN pearnpyloT Ha CTPEcCcoBble CO-
6b1TMA. B3pocnbie, cTtpagatowume MB,
CcTaNkKuBaloTCA C JOMONHUTENBHbBIMM
noTpe6HOCTAMM 1 NOCTENEHHOW NHBa-
nugnsauuen. To, kak OHW cnpaBnAtoTCA
C CUTyauunemn, MOXET BNMATb Ha Kaye-
CTBO VX XU3HW.

Naszapyc n ®onkmaH (Lazarus
n Folkman) [16] yTBepxnganu, 4To
CTpeccoBOU ABNAETCA HE cama CUTya-
LuMA, a ee NHTePNpeTauna YeoBEKOM.
OHu knaccuduLmMpylOT coBnagaHue kak
coBflafjaHue, KOHUEeHTpupyloLleeca Ha
npo6neme, U coBnafaHue, KOHUEHTPU-
pytoweeca Ha amouusax. ConagaHue,
KOHLUEeHTpupyloleeca Ha npobnewme,
HaueneHo Ha yMeHbLUeHne Unn ycTpa-
HeHue cTpeccoreHHoro ¢akTopa. 3710
BKJNlO4aeT Takue ctpaTternun, kak nonck
MHdOopMaLmm, reHepUpPoOBaHNE anbTep-
HaTMBHbIX PeLIeHNN, oueHka Lueneco-
06pa3HOCTU 3aTpaT U NoNy4eHne HOBbIX
HaBbikoB. CoBnagaHue, KOHUEHTPUPY-
lolleecA Ha aMoumMAX, HarnpaBieHO Ha
perynnmposaHue amMOLMOHaNbHOIo Anc-

Tpecca yenoBeka. ATOT cnocob coBna-
AaHuA 6osiee BEpoATEH B TOM clyyae,
KOraa HeBO3MOXHO HMYero caenarb And
M3MeHeHMA NpuYmnHbl cTpecca. CTpare-
rMu, KOHUEHTPUPYIOLWMECA Ha AMOLMAX,
BKJtOYAlOT n3beraHne, NPUHATUE OT-
BETCTBEHHOCTM, Peann3aumnio CaMoKOH-
TPONA U MOJIOXKUTENIbHYIO NEPEOLLEHKY
cuTyaumu.

Unmmep-Tembek U CKUHHep
(Zimmer-Gembeck n Skinner) [17] no-
CTPOUIN CXEMY Pa3BUTUA COBlajaHuA
OT MnageHyecTBa Ao B3pocnoctu. Ye-
TbipbMA Hanbosnee YacTbiMU NyTAMU
ABMAIOTCA NOUCK NOAAEPXKKU, peLLleHne
npo6nembl, oTBNleYeHne n nsberaHue.
Mouck nopaepXxku BKJOYaAeT NOUCK
3IMOLMOHaNbHOM NOAAEPXKN OT Apy3en
M CEMbMW, a TakXe Nouck Hgpopmaumm n
COBETOB OT MeAMUMHCKMX paBoTHUNKOB
n apyrux niogen. PeweHne npobnembl
npepcraBnAeT cobon KOrHUTUBHYIO Ae-
ATENbHOCTb ANIA ynpassieHuA npobne-
Mon. OHO BKJIlOYaEeT Takue cTparterunu,
KaKk nnaHupoBaHue, popmupoBaHue
CMNCKOB ” O6p,yMbIBaHI/Ie. OTBnequme
MOXeT OblTb KOTHUTUBHOW UNKN nose-
,El,eH‘-IeCKOI?I AEeATEeNbHOCTbIO N N TEM
n apyrum. OHO BKknO4YaeT 3arpysky
cebAa NeATeNbHOCTbIO, pa3MbllUIEHNE
0 4eM-Nnb0o NPUATHOM WS Pa3MblLl-
JieHne o 4emM-nnbo APYrom c LeNblo
nonbiTaTbcA 3abbITb O CTPECCOrEHHOM
dakTope. N36eraHune BkntovaeT yxoq oT
CcTpeccoreHHomn cpeabl Unn nsberaHue
NPAMbIX AENCTBUN.
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Crpaterum coBnagaHua MoryT 6biTb
KOFHUTMBHbBIMU WX NOBEOEHYECKUMMU,
N OQHOBPEMEHHO UCMONb3YyloTcA He-
ckonbko ctpaterun. CopnagaHue uc-
nonb3yetcA ANA NpPeofosieHua npo-
6nembl, HO He 06A3aTeNbHO O3Ha4aerT,
4YTO YenoBeK NpeofonieeT npobnemy.
AKTUBHOE coBniagaHue, Takoe Kak cTpa-
Ternun, CKOHUEHTPUPOBaHHbIE Ha Mpo-
6neme, peweHnn npobnemMbl U Noucke
NoAOEPXKK, Yalle KOPPEeNUpyeT ¢ no-
NOXNTENbHbIM DYHKLUOHNUPOBaHUEM
M NYYLWUM COCTOAHMEM 3A0POBbA MO
cpaBHeHWMIo ¢ 6oniee NacCUBHLIMU CTpa-
TeruamMmn Unu ctpaterven nsberaHua
[18, 19]. UccnepoBaHua coBnagaHua
npu MB pano aHanoru4Hble pesyib-
TaThbl. OI'ITI/IMI/ICTI/I‘-leCKoe npuHATHNE
cuTyauumn koppenuposano c 6onee Bbl-
COKMM KayeCcTBOM XW3HUW, onpeaensa-
eMbIM 30pPOBbLEM, @ OTBJieYeHue (no-
BeAeH4yeckoe nsberaHne) — c 6onee
HU3KUM KavecTBOM Xu3Hu [20]. Bonee
BbICOKME YPOBHU aKTMBHOMO coBnaja-
HMA 1 6onee HU3KME YPOBHM yxoda oT
cUTyauum Koppennuposanu ¢ ny4ywnm
NMCUXOJIOTMYECKUM Ka4eCTBOM XXU3HMU
Yy NauMeHTOB, OXUAABLUMX TPaHCMaH-
Tauuu nerkmx. AKTUBHOE coBnagaHue
TakXXe COOTHOCUNoCcb ¢ 6onee HU3KU-
MW YPOBHAMMU cTpecca, Aenpeccum u
TPEBOrM Mo CPaBHEHUIO C YXOAOM OT
cuTyauum [21]. YTo kacaeTca npusep-
)XEHHOCTU K JIEYEeHUIO, TO ONTUMUCTU-
Yeckoe NPUHATUE CUTYaL MK U Hagexaa
Ha byayLuee KoppenupoBanu ¢ 6onbLuen

NpuUBEpPXXEeHHOCTbIO K nevyeHuto. MNauym-
€HTbl, He NPUBEPXXEHHbIE K NeYeHuto,
Mcrnonb3oBanu cTpatermn naberaHua
B 6GoNblLIEN CTEMEHU, YEM MaLUEHTHI,
NPUBEPXXEHHbIE K JiedeHuto [22].

MepunumHckum paboTHMKamM Heob-
XOANUMO N3y4aTb, KaK KaXkabli MauneHT
agantupyeTcA kK 6051e3HU 1 NbiTaeTcA
coBfnafaTth ¢ Hel. BaxHOo BbIABUTL NpO-
6nemMbl YenoBeka B KOHTEKCTE TeKyLUen
¢asbl ero xms3Hu. Yeunua no mogmdu-
KaumMu ctpaTerMn aganTtaumm n cosna-
OaHuA naumeHTa BO BpeMaA perynapHbIX
BM3UTOB B KIMHUKY MOTyT NMpPUBECTU
K YIyYLUEHMIO KayecTBa XXMU3HU.

bonesHb Kak cTpapaHve Tena
n aywm

C MOMeHTa NOCTaHOBKM AMarHosa
B3pochble, cTpagatowme MB, B otnu-
Yne OT 340POBbIX B3POCHbIX, HE MOTYT
«3abbITb 0 cob6CcTBEHHOM Tene». Teno
B3pOCJZIOro nauuneHTa, cTpagatoLero
MB, npocTo He «paboTaeT TUXO 1 He3a-
MeTHO» [23]. MB u ero neyeHue npea-
cTaBnAlOT cobon exeaHeBHy0 60pbby
c 60ne3Hblo (MK NPoTMB Hee), YTO Oe-
J1aeT NOBCEAHEBHYIO XU3Hb TPYLHOW.

«Co BpemeHu, koraa A 6bis1 pebeHKoM,
Kaxablyl pas, korga A umay B TyaJser,
A rnony4alo HanoMWHaHWe O TOM, 4TO
A cTpaaato cepbe3HbiM 3a60/1€BaHNEM»

(22-neTHuit Mos1040V 4es10BeK)
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MB n ero neyeHue Bbi3bIBaeT y na-
LUMEHTOB He TONbKO CTpagaHuA opraHums-
Ma, HO M CTpajaHuA, cBA3aHHble C UX
OKpPY>XEHUEM.

«YT10 3apeBaetT meHA 60/blue BCero, Tak
3TO UX reYasibHble U COYYBCTBEHHbIE
B3rN194bl, KOrga A KalluJaw».

(21-neTHAA XeHLUHa)

Mpu yxyaweHun 300poBbA HapyLua-
I0TCA MHOTME «HOpPMasbHbie» CTPeM-
JIEHUA K BbINMOJIHEHMIO 3a[a4y B3pOC/ion
KMBHU.

«Korga mHe npepcraBunacb BO3MOX-
HOCTb paboThl 3a rpaHuLiel, A He oc-
MenuiicA yexaTb U3 CTPaHbl, MOCKOIbKY
Moe 340poBbe yxyaLanock. Ml a 3Han,
4TO TpaHcnaaHTayma 6am3kan.

(49-neTHUI My>X4MHa, Nocse TPaHCrnaaH-
Tayum)

MauneHTbl NOCTOAHHO N AUHAMMWY-
HO NepexonAT OT NepuoaoB CUNbLHOIO
orop4yeHuna csoern 60NE3HbIO K Nepuno-
[am BbITECHEHUA ee N3 Co3HaHuA (no-
OaBJieHNA 0CO3HAHHOCTU) N o6paTHO.
3TK n3meHAUMECA aHTaroHNCTUYe-
CKVe No3unLMmn, BEPOATHEE BCEro, BaXKHbl
n Heobxoaumbl gnAa Toro, 4tTobbl na-
UMEHTbI NonbiTanucb cbanaHcMpoBaTb
flevyeHne N JocTnYb Kak MOXHO 6onee
HOpManbHOro cyliecteoBaHuaA [24]. Mo-
no6HbIN noaxoa K XXusHu ¢ MB asna-
eTcA Heo6XxoaAnMbIM, MOCKONbKY MHaye

Takme aMouuu, Kak 6ecroKonCTBO, FHEB,
TpeBora unm pasovyapoBaHue, MOryT
3axJIeCTHYTb NaumeHTa.

CtapeHue npu Hannymu MB Takxe
03Ha4aeT coBlajlaHne ¢ HOBbIMU Ana-
rHo3amMu 1 60NbLUNM YMCIIOM JIEKAPCTB.
[Mpun noABRNEHUM HOBbIX CUMATOMOB Na-
LMeHTY Heob6X0AMMO cneumanbHo yae-
NIATb BHUMaHWe cBoeMy 3aboneBaHuio,
4TO BbigBUraeT 60ne3Hb Ha NepBbIA
nnaH [25]. Bone3Hb MOXET CTaTb YeM-
TO 06peMeHNTENbHbIM U MOJIHOCTbIO
nornoTuTb naumeHTa. B 3aBucumocTu
OT 06CTOATENBLCTB U UHAMBUAYANbHO-
CTV naumeHT ByaeT pearvpoBaThb B Aua-
nasoHe Mexay oTpuLaHuem, nsberaHu-
eM 1 TwaTeNibHon 3a60Tol 0 340POBbLE.
Ctunb coBnapjaHua nytem msberaHua
onucaH Kak ManbapanTuBHbIn [26].
OpHako nsberaHue n oTpuuaHMe MoryT
NMo3BONMTb NaUNEHTY afanTUpoBaTbCA
K MB n noyyscTBOBaTb 60ONBLLINIA KOH-
Tponb Hag cutyaumen. CteneHb oTpu-
LaHUA KOPPENINPYeT C NOBbILWEHHbIM
camMoyBaXXeHMeM, MeHbLIUM MCUXoso-
rM4ecknum AUCTPECCOM M MOXET MNo-
BbICUTb Ka4yecTBO Xn3Hu [20]. XKnsHb
B3pocnoro, ctpagatouwero MB, npea-
ctaBnAaeT cobonm npopgonxatmwmnes,
NOCTOAHHO M3MEHAIOLWMICA NpoLecc
nepexona Mexay ollyuieHvem Gnaro-
nony4msa n owwyLieHnem ce6a 60S1IbHbIM.

BaxHown Temon B koHTekcTe MB kak
6onesHn Tena u Aywun AsnAeTcA npo-
651emMa NpUBEPXEHHOCTU K JIEYEHUIO.
MpnBEPXEHHOCTb K BbIMOMHEHUIO MO-
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BbILLEHHOrO YMcna fie4ebHbIX Meponpu-
ATUA NPU NOMNbITKE BECTU, HACKOJIbKO
3TO BO3MOXHO, HOPMaJibHYIO XMW3Hb,
npeacTtaBnAaeT cobon HacToALlee Uc-
nbiTaHue. NMprnBepXeHHOCTb konebneT-
cA BO BPEMEHWU, NMPUYEM CYLLECTBYIOT
nepvopabl, Korga NPUBEPXEHHOCTb
K leYeHuto nerka gnAa JYenoseka, u ne-
puoabl, Koraa aTo ctaHoBuTcA 6Gonee
3aTpygHuTenbHbiM. Hanpumep, ecnu
B3POCNbIA U3MEHUN MecTo paboTbl U
He packpbin MHdopmauuto o 6onesHu,
TO neKkapcTBa emy npuaeTcA NpUHU-
MaTb TallHO, a BbiAeNeHNEe BPeMEHMU
Ha du3noTepanuio N OTAbIX CTaHeT
6onee 3aTpygHuTenbHbIM. B3apocnbim
NnpUXoAnTCA AenaTtb BbiGOp OTHOCU-
TeNbHO CBOEW PONU B3POCNOro Yeso-
BeEKa, U 3TO HEN36EXHO BANAET Ha UX
peLLeHNn KacaTeNnbHO NPUBEPXXEHHOCTU
K neyeHuto. B nussectHom cmbicne, aTo
noBefeHne ABNAETCA HOpMaJibHbIM ANA
BCEX: MPUBEPXEHHOCTb K KaKOMy-nnb6o
BaXXHOMY pelleHUto TpyaHa AnAa Hac
Bcex — 80 % HoBorogHux obewaHun,
KOoTopble Nnoan failoT caMmu cebe, He
BbinonHatTca! [27].

MpoBeneHoO MHOMo MccrnengoBaHuil,
noyemy, Korga v Kak nauueHTbl, cTpa-
naowwme MB, npuBepxeHbl unu He Npu-
BEPXKEHbI K neveHunio. BaxHbimu dakTo-
pamu ABNAKOTCA XapakTep, BO3pacT, no,
TAXECTb 60Ne3HUN, 3HaHWA, OLLYLLEHUA,
3MOLMKM, HAcTpon u ybexnaeHusa, 6a-
pbepbl U coumanbHO-3KOHOMUYECKME
Bonpocsbl [28-30].

MB B KOHTEKCTE ceMelHOoro
aHamHe3a

Bapocnble, ctpapaowme MB, nmetot
CBOIO COOCTBEHHYIO «UCTOPUIO». ITO
paccka3 06 Ux OeTCTBE B CEMbE, KOTO-
pana gomxHa 6bina ctonkHyTbeAa ¢ MB,
apantupoBatbecAa K MB, cnpaBnATbeA
¢ MB, opraHusoBbiBaTb NOMOLWb "
MHTerpuposatb MB B nHtepaktuBHoe
¢yHkumoHnpoBaHue. KoHTekcT aeTcTBa
YyesioBeKa BNMAET Ha ero OTHOLWEHUE K
XWU3HU 1 6ONE3HN U, CiefoBaTeNbHO,
dopmMupyet cnocobbl coBnagaHua c
cuTyaumen n yCToM4MBOCTb, HO TakXe
1 YA3BUMOCTb.

«Movi 6pat ymep ot MB, korga mHe
6bin10 16 net, moA cecTpa ymepnaa oT
MB, korga mHe 6b1510 22 roga. Moa matb
Bcerga roBopusia MHe, 4To A Apyrow, He-
CMOTPA Ha TO, YTO Yy MeHA bbina T1a xe
MyTaumnA. 31o yTBepxKaeHNe MOes Mambl
cAenano MeHA TeM, 4To A ecTb ceunyac,
C PELUNMOCTbIO BbIXKUTb».

(49-neTHUV MyXX4uHa, rnocne TpaHcraaH-
Tayum)

B koHTekcTe cembu MB MoxeT pac-
CMaTpuMBaTbCA U KaK KPaTKOBPEMEHHAA,
M Kak gonrospemMeHHasa yrposa. MB
ABJIAETCA NPUYNHON cTpecca n 6onun
OJ1A BCEN CEMbU U MOXET OTpuLaTenb-
HO BNIVATb Ha NPUBA3aHHOCTb, NPUBO-
OA K cTpaxam pasfnyku u ytpatbl [31].
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Mcuxonoruyeckne I'IpOGﬂeMbl: OTHOLLEHWEe K MOCTENEeHHON NHBanuan3auun

Bo Bpema nepuopa B3pocnocTtu npu
Hanunyun MB yxygweHune 300poBbA
TakXe BAWAET Ha OTHOLWEHNA nayun-
eHTa C ceMbel, NpUYeEM Kak C POLHOMN
ceMbel, Tak U ¢ CO3aHHOW UM CEMbEN,
ecnu oHa ectb. MB moxeT HapywaTb
cnocobHOCTb NauueHTa BbINOJHATb
HOpMalibHble MOBCEAHEBHbIE 3a4auu,
TeM caMbiM MoAUdUUMPYA ero Posib 1
06A3aHHOCTM BHYTPU CEMbMU.

«Kak A mory octaBaTbcA ee xenaHHbIM
napTHepom?»

(32-neTHuii Mmy>xuyuHa)

«Movi My>x 4OsKEH BbINMOHATL BCe Aena
no oMy v 3a60TUTbCA O HaLlem pebeH-
ke n 060 MHe»

(35-71€THAA XXEeHLYNHAE)

Kpome Toro, BaXxHbIM ABNAETCA TO,
KakK U nauneHT, n ero cembAa BoCcnpu-
HUMaIOT YXyALWEHWE COCTOAHMUA 340~
pOBbA M CNpaBnATCA C CUTyaLLMEN.
[MporpeccupoBaHne 60ne3HM 4acTo Bbl-
3blBaeT pasfiyHble aMOLMKN, KOTOpble
Hen3bexHOo HapylaloT HopMaNnbHoe
paBHOBecue B ceMbe. Hanpumep, na-
LMEHT MOXET CKpbIBaTb MH(opMauuio
O CBOEM COCTOAHWUU WUNIN NeYeHun,
4yTo6bl N36EexaTb peakuuun cTpagaHua
M cTpaxa B cembe. TakaA CKPbITHOCTb
Heo6xoAMMa AnA npepoTBpaweHuns
CUNbHbIX 3MOLMI KakK y NauMeHTa, Tak
N B ero cembe.

«f B Te4eHue AIMTesIbHOro BpemeHun He
roBsopwus1 matepu, 4To BKJ1lO4YeH B o4e-
peab oXXungaHua TpaHcnaaHtTauuu, rno-
TOMY 4TO 3TO Bbi3Basio Obl y Hee BOCMo-
MUWHaHUA 0 TOM BPEMEHMU, Korga ymepna
MOA cecTpa»

(25-neTHuI My>X4unHa)

[MauneHTbl pa3pgenaloT co cBoewn ce-
Mbel onpeneneHHble XN3HEHHbIE LieH-
HOCTU, 06A3aHHOCTM U ponu. MauneHTbl
MMEIOT CEMENHbIN aHaMHEe3, KOTOpPbIN
BKJIOYaET X COOCTBEHHbIE NTNYHbIE Ce-
MelHble Mudbl. N3yyeHune (npexHero
1 HacToALero) hyHKUMOHUPOBAHUA ce-
MbW U ee B3auMOOENCTBUIA MOXET MO-
MOYb B MOHMMaHUN peakunin naumeHToB
Ha yXyAlleHne COCTOAHNA X 300POBbA
n nx npegcrasneHna o MB. Kpowme Toro,
370 BygeT cnocob6CTBOBaTb MOHUMaHUIO
JNINYHbIX YHEXXAeHU NaLneHToB U BOC-
npuatna umn MB, a Taioke Tex pelueHun,
KOTOpPbl€ OHW NMPUHMMAIOT.

B3pocnbiii nayneHT
N NOCTaBLUNK MeaULIMHCKNX

yenyr

Ba>xHo” YacTblo XM3HU B3POCAOro
nauveHTa ABAAETCA B3aumoaencTeme
C MeAULUUHCKUMU pabOTHMKaMM, OKasbl-
BaloWMMmn nomotb npu MB. 3710 B3au-
MOJENCTBUE BKITIOYAET MEXCYObeKkTHble
OTHOLUEHWNA MEXAY NauneHTOM 1 creLm-
anucTaMu, okKasbiBaloLWMMN NOMOLLb
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npu MB. lNauneHT 1 nocTaBWUK Meam-
LUWHCKUX YCNYT HENpepbiBHO BAMAIOT
Opyr Ha gpyra u 4yepes 3T B3aMMOOT-
HOLUEHMUA CTPOAT «MPOLECC JIeYEHUAN.
MauneHT n nuua, okasbiBaloLiMe No-
MOLLb, pa3BMBalOTCA COBMECTHO. ITO
03HayaeT, YTo U Te, U Apyrue BOBNEYEHbI
B NpoLecc neYyeHnA NocpeacTBOM ak-
TUBHOIO 064yMbIBaHWUA N Y4aCTUA B HEM
WX, HANPOTKMB, NyTeM NpeHebpexeHnsa
K Hemy [23]. Bzaumopencrteuna mexay
B3pOC/bIM NMNaLMEHTOM M NOCTaBLLMKOM
MeAUNLMHCKUX ycnyr 6yayT CUNIbHO BAK-
ATb Ha Ka4yecTBO npouecca fiedeHnsa MB,
a TakXe Ha 6naronony4yue naymeHTa
(1 nocTaBLUMKA MEOULVMHCKUX YCIyT).

Bo BpemAa B3pocnon Xn3Hu nauun-
€HT M MOCTaBLUNK MeAULMHCKUX yCnyr
CTaJIkKMBaloTCA C BONMpocaMu yxyaule-
HUA 300POBbA N KOHLA XN3HU [32-34].
To, kak nNMuUo, oka3sbiBaloLLee NOMOLLb,
onpepenaeT Lejlb BMeLlaTebCTB Ha
39TOW cTaguu cTpagaHua u 6onu, 6ynet
BNIMATb Ha TO, Kak OHO ByaeT 3a60TuUTbeA
0 kaxxaom naumeHTe. Kpome Toro, nuuo,
OKasblBatoLLee MOMOLLb, AOJIKHO YYUTbI-
BaTb, Kak 60NbHON BUAUT MJaH NevyeHunn.
Hanpumep, nepuos, B Te4eHUe KOTO-
poro nauMeHT 1 NMLO, okasbiBaloLlee
NOMOLLb, afanTUPYIOTCA K U3MEHEHUIO
COCTOAHWA 300POBbA, MOXET ObITb pas-
NNYHbIM. HekoTopbiM 60NbHbIM Tpeby-
eTcA BpeMaA AnA NPUHATUA HOBOM CUTY-
auun n apantaummn K Hen. OHKM mMoryT
MCMbITbIBATb HEYBEPEHHOCTb N TPEBOTY
OTHOCMUTENIbHO HEOBXOAUMbBIX HOBbIX

neyebHbix cpepncts [35]. HecmoTpa Ha
TO, YTO MauUNeHTbl MOTyT OXKAaTb HO-
BbIX CUTYyaLUI B Te4EHME CBOEN XN3HMU,
MM MO-NMpPexXHeMy TPYAHO NPEACTaBUTb
cebe nepexnBaHue ux.

«MHe noTpeboBasiocb 0YEHb ANUTENb-
Hoe BpeMA, 4TOObl MPUHATL, YTO Y MEHA
caxapHbivi guabet. A ena Bce, 4TO co-
aepxano caxap! Tak npogonxanoce
npumepHo 3 roga. Mo Bpay He mor
crnpaBUTbLCA C MOUM MOBEAEHNEM U 00-
BUHAJN MEHA B TOM, YTO A He 3aboyych
o cebe. Ho a 6bina ewje He rotoBal»

(23-neTHAA XeHLmnHa)

«MHe 6bi510 19 net, korga Bpay ckasan
MHe, YTO MHE HYXeH TpaHcrnaaHTar.
A 6bina B yxace. A He yyBcTBOBana cebsa
HacTonbko nioxo. TpaHcnnaHTauma
Oblnia Hy>)XHa A4J1A NayneHToB CTapLuero
Bo3pacra...»

(25-neTHAA XeHLmHa)

B3pocnble nauneHTbl CHOBa U CHO-
Ba AOJIXHbl NpeofoneBaTb TAXENbIE
obocTpeHuA nerovyHoro 3aboneBaHus,
BOCCTaHaBJ/IMBaTbCA MOC/e HUX U crpaB-
JIATBCA C MOCTEMEHHbIM YXYALIEeHUeEM
cBOUX (PYHKLUNOHaNbHbIX BO3MOXHO-
cten. OHM JONXHbI HENPEPbIBHO agarn-
TUpPOBATbCA U MblITaTbCA BECTU HOP-
ManbHYO XU3Hb. Ycnex nnu owyuieHme
ycrnexa B 3TOM OTHOLUEHMU MOXET yKpe-
NMNTb UX BEPY B CBOKO HECOKPYLUNMOCTb
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340p0oBbA Hen3beXHo, OHU npoposka-
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COOBLUEHNA
NALVNEHTOB

Coob6uweHune naumeHTta 1

59-neTHUI My>X4YMHa

A 59-neTHUN MyX4mHa, cTpajaroLmni
MB, n Habnoaatock B LjeHTpe MB 60s1b-
Huybl Kowar B MNapuxe.

Koraa mHe 6bin10 6 et (B 1960 ), Mmoum
poauTenam coobLymnnm, 4to y meHa MB;
rocne aToro Mou 6patbA, CECTPbI U A
npoLwny notoseiv Tect. CerogHA A 3Haro,
410 60/1€3Hb CBA3aHa ¢ MyTayuei
F508del. B cembe 6b1710 cemepo peten,
n yeTBepo n3 Hac cTpaganu MB. Mowu
poanTenu 6blv JOCTATOYHO YMHbIMU
[AJ1A TOro, 4T06bl 06ECeYNTbL OTCYTCTBUE
pasnnynii B 06pa3oBaHnn MEXAY AEeTb-
mu, ctpagawowmmu MB, n octanbHbI-
MU — BC€ Mbl [101y4aan OgNH U TOT Xe
nuLeBovi paunoH ¢ HU3KUM copepxKa-
HUEM XUpa.

A 6b11 fOBOIBHO cnabbiM U MedYTaTeslb-
HbIM, ¥ MO€e [eTCTBO U MoLPOCTKOBbLIN
BO3pacT 6bl/i OTMeYEeHb! TPYAHOCTA-
Mu ¢ y4yebori (BcneacTeme gucaekcum)

u 6onAamu B xenyake. A y3Han o cob-
CTBEHHbIX orpaHnyeHnax. Koraa a 6bin
CTYAEHTOM, MOV POANTENN [alu MHE
60/1bLUYI0 HE3aBUCUMOCTb M MOCAaNN
YYUTbCA B APYrovi ropoA,; OHu Aaxe ro-
3BOJININ MHE My TeLIeCcTBOBAaTh BAAMN OT
Aoma netom. A 6bi1 Becbma pasg Tomy,
4TO OHUY rloAAepPXKanv MeHsa rnpu Boibope
06pa3oBaHuA, COOTBETCTBYIOLLEIO MOUM
uHTEpecam, B 0bsactn n3obpasnTesib-
HOro nckyccTBa.

bnarogapa rpaHTy n3 KaHagbl a umen
BO3MOXHOCTb MOJyYUTb CTEMEHb Ma-
rucTpa n3obpasnTesbHOro UCKyccTBa
B TopoHTO. Tam A BriepBble BCTPETUIICA
C nNy/IbMOHOJIOramm, KOTopbie creym-
annsuposasancb Ha nedeHun MB.

Byayyu cTtyaeHToM, 4 06bIYHO HEMHOIO
nogpabatbiBan 1€TOM, a 3aTeM Haqan
paboTaTb yuntesnem n3obpasnTesibHbiX
UCKycCTB. 3TO MO3BOINIIO HE TOJIbKO
pPa3BUTb MOU JINYHbIE TBOPYECKME CI10-
COBHOCTU B n306pa3nTesibHOM UCKYC-
CTB€, HO M MOCTPOUTb peasibHylo rpo-
¢eccnoHanbHyto cetb. B 1991 r. A 6bin
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Ha3Ha4eH y4ntenem B HauynoHanbHou
LUKOJIe UCKYCCTB C yrinybneHHou noa-
roToBKOW, rge Mor rnpoBOANTb BCE MOU
YPOKU Npu ABYXAHEBHOM pacrvcaHum.
MHe HpaBuTcA paboTa, MockoJibKy OHa
AaeT MHe BO3MOXHOCTb BECTU AUCKYC-
cum 06 UCKYyCcCTBE C MHOXECTBOM pas-
JINYHbBIX JTI0AEN.

B teuyeHune noytu 20 net A He nHgop-
MUpOoBan agMUHUCTPAaUNIO LLUKOJbI NN
Konner o ceoem 3aboneBaHnu, KOTOpoe,
C MO€eVi TOYKM 3PEHUA, ABJIAJIOCH YacTbiOo
mMoeu nndHou Xxu3Hu. lTpobnemsbl co
3[J0pPOBbEM BO3HUK/IN HE BCE CPasy;
A 3HaJl, YTO OHU MOTYT CTaTb CEePbE3HbI-
MU, MOCKOJIbKY NOTEPAN cTapLiero bpara
B 1974 r. n mnaglero bparta B 1996 r.
OcBefoMIEHHOCTb O MOUX c/1abocTAX
M orpaHnyYyeHunAax obycsoBuaa MHoOrme
XN3HEHHO BaXXHble pelueHuA (Hanpu-
mep, Bbibop 06pasa XnN3HU nam mecta
XKUTENbCTBA).

bonesHb ABNAETCA HacTblO MEHA,
HO He onpejaendAeTr MeHA. BaxHo
MPUHATL TPYAHOCTU M NMpoucxogAaLiee
CHUXXEHUeE TPYAoCcrnocobHOCTH 1 COBAa-
AAatb C 3TUM, HO 3TO HE BCE; TaKXe XU3-
HEeHHO HeobxoauMoO HauTn obnacTtsb,
B KOTOPOU 4Yes10BEK MOXET AyMaTb
M [eicTBOBaThb B pamkax coO6CTBeHHbIX
orpaHuyeHun.

A BcTpeTun cBoto xeHy 16 net Ha3aa.
310 yaAnBuTesibHaA UCTOPUA. Yy Hee Kak

pas poaunacb eBo4ka, Ho buonornye-
CKWU oTeL He nNpu3Han ee opuymnanib-
Ho. A 6bln1 fencTBUTENIbHO CHACT/INB
v ropg, 4To aTa XeHLuHa JoBePAET
MHe. fl ygodyepun ee pebeHka Yyepes
rog nocne Hawevi ceagbbbl. UmeTsb cTa-
6M/IbHbIE OTHOLLIEHWA W [4eINTb M0BCEA-
HEBHYI0 XNU3Hb C Hel 3aMeyaTtesibHo,
BMAETb PAacTyLLyo OYb — HAcToALee
cyactbe. BpemeHamu, npu oco3HaHumn
OTBETCTBEHHOCTU 3a CEMbIO Ha ¢oHe
COOCTBEHHOU XPYNKOCTU, CTAHOBUTCA
TPEBOXHO. HO MHE HYXHO NPUHATb
370! He 3abbIBaThb O CUTYyaLUn, HO U HE
¢okycupoBaTbcA Ha Hel MOJIHOCTbIO.
CeMbA — 3TO UCTOYHUK XU3HEHHOM
aHepruun; A He gymMaio, 4To PeLunsicA
6bl Ha TpaHcnaaHTauuio, ecan 6ol He
ee nogaepxka. Kpome toro, MmoA camasn
mnaglas cecTpa rnepeHecsaa TpaHc-
nnaHTaymio 10 netT Hasag v 4yBCTBYET
cebA xopoLlo, HTO TakXe ABJIAETCA UC-
TOYHUKOM ONTUMU3MA.

B Te4eHue MHorux neT A Mor rosopuTh
0 moeli 60/1e3HU TOJIbKO C 6AN3KUMU
nmoabmu. A npouHpopmuposan Hadasb-
CTBO O CBOEM COCTOAHUMN NNLLIb HECKOJIb-
KO s1eT Ha3apa, npumepHo B 2009 r. Tor-
Aa MHe HY>HO 6bis10 6os1ee noapobHO
pacckasatb o0 cBoevi 60J1e3HU, TaK Kak A
npocus o nepesoae Ha Apyryio paboty
(v B KOHEYHOM nTOre JOOUJICA ero), 4To
cTano Heob6xoANMbIM 10 MPUYNHE MOEN
nocteneHHoN nHBanuansaymy (nocne
OﬁOCTpeHI/Iﬂ, BbI3BAHHOIO rpunriom,

197



Jonraa xu3Hb ¢ MyKOBUCLMLO30M

Coob6ueHuna naumeHToB

B 2012 r. MHe TpebyeTcAa nogaya Kuc-
JlopoAa HOYbIO N NOCae AJNTENIbHbIX
Harpy3ok).

Tenepb cuTyayma MeHAETCA, U MOM
ypoOBeHb He3aBUCUMOCTU CHUXXAETCA.
Yxopa 3a cobou TpebyeT Bce b6osibLie
BpeMeHu, n 60s1e3Hb BJINAET Ha pAaa
acrekToB Moew xu3Hu. [loatomy A 06-
cyXXnalo n 0OBbACHAI CUTyaLunio, Kor-
Aa 9T0 BO3MOXHO uan Heobxoaumo.
bnaropapsa kaxxgogHeBHOV nogaepxke
JKEHbI A MOry Mo-rpexHemy ocyLecT-
BJIATb NPO@eccuoHanbHyo AeATe b-
HOCTb, NpoBoAA 3aHATUA 2 AHA B Heje-
J110, N NMPAaKTUKYIO Kak XyAOXHUK, XOTA
n MeHee UHTeHcuBHO. Y10 kacaetca
rioceweHnA Bpaya, 1ekapcTs, Tepanuum
C NMOMOLYbIO HEOYIN3NPOBAHHbIX Mpe-
naparos, ¢huznorepannm — c aTUM A Mno-
npexHeMy crpasJialocb cam.

370 HeObXOAMMO — NPUHUMATL TO, YTO
A He mory 6oJibLue fenatb, U Bblbupatb
BUAbI AEATENIbHOCTU, MPU KOTOPbIX Y4YU-
TbIBAlOTCA MOW OrpaHuveHud. A ewe
CMOTpIO B byAyLee, oxnaaa TpaHCraaH-
TaTa (A BKJIIOYEH B 04Yepenb OXug[aHusa
c Hayana 2015 r.). bnarogapAa atoi nep-
criekTuBe A MOry CTPOUTb MJiaHbl Ha
AECATb JIET Briepes, 4To akTnyeckm
CcoBMajaeT ¢ BPeMeHHbIMU pamMKamu,
KoTopble A rnpefcTasaan cebe Bcerga,
HauuHasa c 20 ner.

Coob6weHne nauneHTa 2

28-neTHAA )XeHLNHa

A xunBy ¢ MB B Te4eHune 28 net; ana-
rHo3 MHe 6bls1 MOCTaBJEH B BO3pacTe
8 net. Mosa xun3Hb BK/1tOYana noabembl
v crnagbl 4o Tex rnop, rnoka A He Hayana
npuHumatb «Kanugeko». K atomy mo-
MEHTY MO€E COCTOAHNE Ha4aso CEPbE3HO
BJINATL HA MO0 MOBCEAHEBHYIO XWU3Hb,
moto paboty n moe byayuiee. B xyawme
AHW Moy nokasatenb FEV, cHuxanca
A0 21 %, u A nonyyana 60sbLUe KypcoB
BHYTPUBEHHOW Tepanuu, Yem paHbLLe;
KpoMe TOoro, y MeHA HEeCKOJIbKO pas3 cJly-
4asicA MHeBMOTOPAKC, 4To ewye 6osibLue
yecyrybuno mou rnpobaemsl.

A He Ary, korga roBopio, 4To crpalunBa-
n1a cebs, kak A NpoBeAy OCTaToK CBOE
XKW3HU, W Xenana 3HaTb, NoTpebyeTca
JIN MHE BCKOpe TpaHcrnaaHTauuA aer-
KUX.

A obcyxpana KINHNYECKOE UCTIbITAHNE
«Kannpeko» co cBoum Bpa4yom B Tedye-
HUEe HECKOJIbKNX MECALIEB, NMPexXAe Yem
nony4ymna npenapatr, 1 HECMOTPA Ha
TO, 4TO MHGOPMaUNA nNpeacTaBiANach
ros1I0XKUTENIbHOM, 3TO Bcerga bbina cu-
TyauyuA-npesnosioeHne, KoTopaa ka-
3a51ach C/NLLKOM XOPOoLLey, 4TOObl 6bITb
npasgou. Kak nauyneHT, cTpagaowmmi
MB, a Hukorga He Mo3BOJIASIa CBOUM
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SMOUMNAM 3aTyMaHUTb pa3ym v cTaTb
nperpagov k BbixxusaHumio. «Kanugeko»
ABJIAJICA BbIXO4OM, Ha KOTOPbIN A He
cmesia CNLLIKOM HafaeATbCA, 0rnacasach
paszovapoBaHuA.

Ha paHHbIvi MOMEHT npuHumaio «Kaau-
Aeko» bonee AByX NIET, N ITOT npenapar
He MOr NMOABUTbLCA B Jy4llee BPEMA.
OH JenicTBUTESIbHO B OFPOMHOMU cTe-
MeHN N3MEHWJT MOIO XUN3Hb. P peKTbi
3TOro HOBOro nekapcTBa bl BecbMa
BrieyaTiAKLWUMYU B TEYEHNE NepBOro
mecALa — B MOU JlyqLune HU MOV 00b-
em nierkux yBenndmsaca go 34 %, 4to
camo o cebe obyc0BUI0 OrPOMHOE
YAYyYLLIEHNE MOEV NMOBCEAHEBHOM XMN3-
Hu. OcTaznbHOE ecTecTBEeHHbIM 0b6pa-
30M €/1e10BaJ1o 3a 3TUM YIYYLIEHNEM:
A MeHblue ycTalo, npubasunia B Bece,
Y MEHA MeHbLUEe NHGEKUUI, MOA nuLe-
BapuTesibHaA cuctema pyHKUNOHNPYeT
60/s1ee HOpMasibHO U T. 4.

MHe notpeboBanocb HekoTopoe BpeMA,
4TO6bI MOHATb, YTO NpoucxoauT. ITo
¢a3sa, koraa Bbl YyBCTBYeTe, Kak b6yaTo
uaete no BoAe, Kor[a Bbl HyBCTBYeTe,
4TO MOXETEe YTO-TO CAenaTb; 3TO O4YEeHb
NPUATHOE oLyylijeHne. 3aTtemM HacTynaet
¢asa, korga Bbl XenaeTe 3HaTb, Korga
37O BCe 3aKOHYUTCA, Koraa Bbl CHOBa by-
Aete 60/1bHbI. A 3a60s1eBana HECKOJIbKO
pas nocne Ha4ana npuema «Kanugeko»,
HO 3TO Obl/I0 HECPABHUMO C TEM, Kak
A cebAa yyBcTBOBasna paHbue. MHe He

TpeboBasica Kypc BHYTPUBEHHOM Tepa-
nun 6onee gByx net! A He nponycTuna
6onblie AByx AHen paboTbl NoAPAA
B Te4YeHue AByX NeT. A 4yBCTBYIO, 4YTO
mMory nobopoTb nNpPocTyay, NoYTU Kak
HOPMAaJsIbHbIN YE/10BEK.

CerogHAa A NOHUMAlO, YTO Y MEHA Bcer-
Aa 6ygetr MB n 4ytOo Mou nerkue HuUKor-
Aa He 6yayT cHoBa (byHKLMOHUPOBATh
B MOJIHOM 06beme, HO A AeNCTBUTEIbHO
YyBCTBYIO, HTO MOM XN3HEHHbIE epcCriek-
TUBbI U3MEHUANCH. Tenepb A 3HaK0, YTo
3Ty 60J1€3Hb MOXHO KOHTPOJINPOBATb U
4TO NaumneHTsl, ctpaaatowme MB, moryt
XUTb HOPMasibHOMN XU3HbIO. A HUKOr-
Aa He nNpeacTassiana, 4To CMory repe-
ctynutb 40-neTHui pybex — ToJ/1bKO
€ec/1M 0YeHb roBe3eT; A4 Aymana, 4To K
30 rogam 6yny B nHBanugHoOM Kpecse
C KMUC/IOPOAOM Un MHe 6yaeT caenaHa
TpaHcrnnaHTauma nerkux, Kotopasa Mo-
JKEeT 3aKOHYNTbCA Heyaadveu. A Bcerga
6oAnacb okazaTbCA HeCrocob6HOU NMETb
COOCTBEHHYIO CEMbIO UJIN HE MPOXUTb
AO0CTaTOYHO [0J1ro, YTOObI YBUAETL MOUX
Aetevi B3pocnbimu. A He Buzena cebA cae-
NaBLUen Kapbepy, NOCKOJIbKY Ha4nHana
AOCTUraThb YPOBHA, KOTOPbIV CTAHOBUJICA
C/INLLIKOM U3HYPUTEJIbHbIM 4718 MEHHA.
A Takke 6oAnack, 4To NyTeLLECTBUA TOXE
CTaHyT AN1A MeHA rpobaeMow; MoCKOIbKY
A ¢hpaHKo-amepukaHka, 4719 MEHA BaXHO
6bITb CTOCOBHOM NoceLaTb MO CEMbIO
v gpy3seii B CLLIA, a moe 340poBbe Ha-
YUHaJso nperiATcTtBoBaTb 3TOMY.
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Bce atu Bewn B HacToAwee BpemMA AB-
JIAIOTCA BO3MOXHbIMU 4717 MeHA. A yBe-
peHa, 4To CMOry npoOXuTb [OCTATOYHO
AONrYI0 XN3Hb, CMOTY UMETb COOCTBEH-
HbIX feTen, a MoA Kapbepa HakoHel
npoABuHynacb Takum obpasom, 41o A
3Halo, 4TO CMOry CrpPaBUTbLCA C HEVN NH-
TennektyanbHo. Menoy4un xu3Hu, KOTo-
pble 06bI4HO bbiI 60pbOOY, — Takne
Kak nogwem v cryck rno nAectHuue, 3a-
HATUA CMIOPTOM, BO3MOXHOCTb BUAETb-
CA C APYy3bAMU Ha Hefesne [0 no3[gHen
Ho4Yn — GosibLIEe He NMPEeACTaBAAIOT ANA
MEHA TPYAHOCTU U [AEeNal0T MEHA OYEHb
cY4acTiMBou.

«Kanupeko» ABNAETCA NCKTIOYNTENIBHO
rporpeccuBHbIM CPEACTBOM B JIeHEHUU
MB. lpenapat nameHun Xn3Hb Maaon
A0 6osbHbIX, cTpagaowmnx MB, Ho
npeacTaB/AETCA, YTO 3TO J1IeKapCTBO
OTKPbIJIO MHOIO 60/1bLUNX BO3MOXHO-
cTeu 1IeYeHua A4 Bcex nayneHToB ¢
anarHozom MB. «Kanugeko» gan mHe
bonblie Hagexa v cus npoaoJIXarb
60pbbY c 3TOV 60ONIE3HBIO, Y PE3YNLTATbI
roBOPAT camu 3a cebA.

Coob6ueHune naumeHTa 3

54-neTHAA XeHLWMHa

MeHa 30ByT CunbBua, mHe 54 roaa,
n a ctpagawo MB. [JuarHo3 6bi1 MHe
rnoctassneH B Bo3pacte 10 net. Moe pa-

Hee [eTcTBO Obla0 TPYAHbIM AJ1A MOUX
poaunTenen, NockoabKy y MeHA 6bls10
MHoro npobnem co 340poBbeM. A Hu-
Koraa He 4yBcTBOBasa ceba HecHacTHoM,
aaxe korga 6bina B 6osbHuLe. A BTO-
povi pebeHOK B ceMbe uU3 MATH feTen,
U 103TOMY MOU PoAUTENN BblIN OYEHD
3aHATbI, HO OHU BCEerga Moray HauTu
HekoTopoe BpeMA, 4TOObI MPUATU U Ha-
BecTUTb MeHA. A 3aHumana cebsa puco-
BaHWeM UM U3roTOBJIEHUEM MOAEJIOK.
A pocna, okpy>xeHHasA 11060BbiO CBOE
cembu. Movi neguatp cka3zan MoOUM po-
antenam: «[lo3BonbTe en y4acTBoBaTb
B pa3/in4dHbIX gesiax HacTtoJibKO aKTUBHO,
HackoJsIbKO OHa XO4ET, MOCKOJIbKY, KOraa
y Hee He ByAeT cus npogosikatb, OHa
octaHoBUTCA». [laxe B LIKONE A AOMKHA
6bls1a MPUHUMATL y4acTue B 3aHATUAX
GU3KYNALTYPOU, HO YYNTENA 3HAU, YTO
Korga MHe Hy>HO Obl/10 OCTaHOBUTBCHA,
3T0 He 6bls10 Kanpu3om. A xoTena genato
TO, YTO Jenanu apyrve, n gaxe sny4diie
Apyrux, nokasarb, Ha YTo A crlocobHa,
nokasaTb, YTO A «HOpPMaJbHaA», He-
CMOTPA Ha IMXopanKy uin ycTpoycTBO
AJIA CUHYC-APeHaxa, KoTopoe A JOJIKHA
6blna HocuTb. A ybexpaeHa, 4To 3To rno-
MOrJ/10 MHe pa3BuTb B cebe Heobblvaii-
HYIO CUIly 1 3Hepruio.

Mos 6abyika 0bbi4HO roBopuna: «Bcer-
Aa CyLecTBYeT XyALana CUTyaUnA, Yem
T4, B KOTOPOW Mbl Xusem. Mbl fO/KHbI
panoBarbcA ToMy, 4To umeem». A caena-
J1a 3TO0 CBOUM [EBU3OM, U A XUBY M0J-
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HOW XN3HbIO, 3@ YTO MEHA PEerynaapHO
pyraioT, MOCKo/IbKy A He ocTaBAl cebe
BpemMeHu AA OTAbIXa.

A cnpasunack ¢ npobnemamu B 4ETCTBE
U1 NoApPOCTKOBOM BO3pacTe v 3atem 3a-
6epemeHena. Torga obHapyxunach TA-
KecTb 6one3Hn. A xyaena, v Bpayu 6o
HacTpoeHbl AOBOJIbHO MECCUMUCTUYHO.
Movi runekonor obpatusca B 11 60sb-
HUL, 4TOBbI HaViTU Ty, B KOTOPOU MOXe-
n1anu n 6bin criocobHbl 0ka3aTb MHe
rnomolLyb, A YyBCTBOBAasa cebA, Kak oT-
pasneHHbIVi notup. Tpuauate n1eT Hazasg
CyLecTBOBaJI0O MHOXECTBO PUCKOB AJ1A
naumneHTku, ctpagarowen MB u xenato-
e umetb pebeHka. lNeanatp fgaxe cka-
3as1 Moevi MaTtepu, 4TO A POXY «ypoaa»,
mn o 5 mecALeB 6epeMeHHOCTU Bpaiun
npepnarann ee rpepsatb. A aevicTeu-
TeJIbHO X0Tes1a UMETb cBOero pebeHka, 1
37O CTasno Lesblo MOEW XN3HU, HECMOTPA
Ha Bce TpyaHocTu. Bece 3aBepLunnoch
B poaunbHom gome B Knamape, rge a
poaunna maneHbKyto fo4ky. A notepana
12 ki, HO Mot pebeHok umen Bec 3 KI, ero
cocToAHue 340p0BbA Obl/IO XOPOLUNM,
u B TedeHue nepBbix 4 mecAueB A gaxe
cMmorsa KopMuTb rpyabto. [Totom mHe
npuLLIIoCh NPUHUMAETb aHTUOUOTUKU B
BbLICOKMX [03aX, MOCKOJIbKY A 4aCTUYHO
rnorepAsa cBOK eMKOCTb JIerKuUX, HO A
6bin1a cqacTanMBa, noTomMy 4To, HECMO-
TpAa Ha MB, ctana matepbio. Mupunam
6bina xuBa, A Toxe. Moa go4b pocna
npu nogaepxxke moevi cembu. A He bbina

yBepeHa, 4To CMory yBuAeTb, Kak OHa
rnoB3pocrieeT, N oThaBasia ev BClo CBOIO
J11060Bb, KOTOPAA y MEHA bblNa, a Takxe
OTCTynasna B CTOPOHY, 4TOObl MOMOYb
eVl MoCTPOoUTb 0CObbIE OTHOLLEHUA C €€
KPECTHOW «Ha c/ly4as» Toro, 4To co MHOM
npounzoviget xyguwee. Mbi nepexunnu
THICAYN MPEKPACHBIX MOMEHTOB BMECTE
u pagoBanuch, ckosbko mornn. Korga A
BbIHYXKAeHa bbisia HaxXogUTbCA B 6OJIbHU-
Le, A 06bIYHO U3roTaBnBana rnoaeskn
nocbinana eu.

Co BpemMeHu nocTynyieHnA B 60J1bHU-
uy KowaH A cmorna Bocrnosib30BaTbCcA
npenumyLecTBoOM BHYTPUBEHHOW Tepa-
nuu B OMAaLLIHUX Yca0BUAX. 3To 6bl10
OrPOMHbIM 0bner4yeHnem A4 BCeu ce-
MbU. BbisI0 HEeNerko HavyaTb, MOCKOJIbKY
A HyXaanacb B MoOMOLYM, HO Xesliana
6osbuievi ceob6oabl ¥ MOCTENEHHO cTana
peLuaTb HEKOTOPbIe BOMPOCHI MeANLINH-
CKOU NMOMOLLM CaMOCTOATEIbHO. Bpayn
BUAEN, YTO A CrIOCOBHa ¢ 3aTUM crpa-
BUTbLCA, U C rogamu A CTaHOBUJIacb BCE
6onee n 6osee He3aBUCUMOU.

Mos go4b yxxe nogpocna, korga A pas-
Besiachb v MPUHANAE PELLEHUE 10-HOBOMY
nocTpounTb CBOIO Xn3Hb. C TeHeHuem
J1eT Yy MEHA NMOABUJICA PAL npobrem co
340p0OBbeM (yaaneHue Xesa4Horo rny3bi-
PA, pak Koxwu), HO BCe 3TN NMepexxunBa-
HWA CTOAT TOro, YTO06bl XXNTb, MOCKOJIbKY
OHW fAenalot Yyenoseka cusbHee. Korga
A BcTpeTuna ceoero myxa B 2004 r., moAa
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A0Yb YXKe NMOKUHYAa AOM, 4TOObl XUTb
cBoey cob6CTBEHHOW XU3HbIO CO CBO-
um 6ovippeHgom. TaHubl cTanm HOBOM
cTpacTbio 41A MeHA. PeanbHou cTtana
MeyqTa, KOTOpYyIo A Bcerga cuntana He-
Bo3MoxHou npu MB. CHa4yana kawenb
oTnyruBan MHOMMX TaHLUOPOB, HO OHU
ObICTPO MPUBLIKIIN K 3TOMY.

lMTocne cHUXEHUA yHKUNN JIerkux,
¢ 2007 r., MHe TpebyeTcA NOCTOAHHAaA
nogaya kucnopoga. A ucrnonb3yio TBOp-
4eckme crnocobHOCTH, YTOObI yKpacuTb
cBOU npmnbop LBETamu, KOTOpble Noj-
XOAAT K Moey ofexae.

2008 rog 6bin 3ameyqatesibHbIM rogom,
MOCKOJIbKY U MOA [0Yb, U A BbILUAN
3amyx, n A ctasna 6abyLIKON, 4YTO AB-
JIAETCA MeYTOU AJ1A BCeX NayneHTos,
crpagatowmx MB. Moe BHy4ke cevivyac
6 neT, u A cHacTnBa, YTO OHa bbiBaeT
y MeHA fgoma kaxable 2 Heaenan n Bo
BPEMA LUKOJIbHbIX KaHukyn. OHa npu-
BbIKJ1@ K MOUM WUHranAauyuamM (K Moum
«BbICTPENam», kak A 06bIYHO roBopuNa),
¢dusunotepanum, Kypcam BHyTPUBEHHOM
Tepanuu. [lnAa Hee Bce 3TO KaXxeTcA co-
BEpLUEHHO HOPMaJsibHbIM, KaK 3TO Obls10
[AJ19 ee Matepu, KOTopas, KOHEYHO, cel-
4yac paboTaeT B CEKTope MeaNLUNHbI.

,ﬂa)Ke HEeCcMoOTpA Ha TOo, H4TO eLlle cyLje-
CTByeT MHOIro Hen3BecTHOro, cBA3aH-
HOro ¢ MOUM COCTOAHUWEM, U HECMOTPA
Ha Heo4HOKpaTHble rnpegckal3aHuAa

KaTacTpodgbl, B OTHOLLEHUWN CBOEW XN3-
HU A NOo-rIpexxHemMy HacTpoeHa O4eHb
no3nTmnBHO. Ecnn Bbl uMeeTe BO3MOX-
HOCTb Hab1104aTbCA Y XOPOLLUNX BPa4ven
U OKPY>KEeHbl 3aMeyaTesibHbIMU JI0AbMY,
KOTOpPbI€ MOMOratoT BaM rpPoXuTb Bally
XKW3Hb, Bbl MOXETe JOOUTLCA HAMHOIO
6osbLiero, 4em 60/1bLLUNHCTBO 340PO-
Bbix flogen. A nonarar, 4TO naymeH-
Tbl, cTpaaatwme MB, neicTBUTENBHO
paayloTCcA KaxxgoMy MOMEHTY CBOeu
XKWN3HUW U CTAHOBATCA CUJTbHEE NP rpe-
040JIEHNN TPYLAHOCTEMN.

A xouy nobnarogapuTb Bpayeun, KOTo-
pble MoMoratT HaM Ha 3TOM [OJIroM
nytu. MB gan mHe cunbl, B KOTOpblE
TPYyAHO NOBepuTb Apyrum aoaam. A cta-
pero, Ho Haaecb, YTO MOU CUJIbI CO-
XPpaHATCA B TeHeHUe JOJIroro BPEMEHH,
MOCKOJIbKY MO-MPEXHEMY CyLeCTByeT
MHOX€eCTBO C4acT/INBbIX MOMEHTOB AJ1A
TOro, 4T0bbl XUTb!

Coob6weHune nauneHTa 4

52-neTHAA XeHLWnHa

K cyactbio, MmoAa ¢yHKUNA nerkux
6bln1a 4OCTATOYHO CTabU/IbHOU B Teve-
HUe BCEero BpeMeHu, KoTopoe A Mory
BcrnomMHuTb. OgHako B anpesne 2010 r.
Yy MEHA BO3HUKJIO TAXE0e JIero4YHoe
KpoBOTeYEeHUEe, BEPOATHO, Kak cres-
cTBue HegocraTka ButammHa K. A qyB-
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cTBOBasa ceba HAMHOro xyxe obbiy-
HOro, HECMOTPA Ha U3MEHEHUA MOeu
cdapmakotepanuun. B oktAbpe, nocne
BO3BpaLlyeHna B BennkobputaHuio ns
Kutas, y MeHA BO3HUKIN yXXacHbie 60
B rpyau. B 2011 r. A 6bina rocnutanu-
3upoBaHa, u MHe BriepBble Ha3Ha4Ynan
KucsopogoTepanuio, a Takxxe ctepougbl
n 6poHxoannaTatopbl BHYTPUBEHHO.
Takum obpa3om, Moe 340POBbe CTaslo
YXYALATbCA, NPy 3TOM QYHKLUNA Nerknx
no nokasartenio popcnpoBaHHOro Bbl-
faoxa 3a 1 cekyHAy cHuaunacek ¢ 60 go
55 %. lMocne Bbinucku U3 60/1bHULIbI A
«He rnpoLuna» Tect ¢ xoabbow rnpu exe-
rogHom obcnefoBaHuu (T. e. YpOBHU
kucnopona cHusunuco ¢ 94-95 % ao
ypoBHA Huxe 90 %), n B nepsbiii pa3
MHe rnoTpeboBaJsicA Kucaopoa, Kkorga
A 3ax0Tesa NoaeTeTb Ha CaMoJieTe.

K nery 2012 r. A cHoBa 6bina B 60J1b-
Huue, Aaxe cHoBa B Tou e nanare!
B kniuHuke Havyanu ne4eHne caxapHoro
Anabeta, obycnosneHHoro MB. lNocne
BakUMHauMu NPoTMB rpurnna B oKTAbpe
Yy MeHA cHoBa Hab1to[anncb CUMITOMb!
yXyALWeHna npu obocTpeHnn nHoek-
Lnu B rpyaHoOu KaeTke, HebobLiaa -
xopapka, rofioBHble 60J11, TOLWHOTA,
noTepA anneTnTa u CHUXKeHne Beca.
[ToBTOPHBbIV LUnK Tepanuu opasbHbl-
MU aHTMONOTUKaAMU U PAJ N3MEHEHNN
B MeAnKaMeHTO3HOM Tepanuu He rno-
MOIr/in,  BbICTPbIN BO3BPAT 3TUX CUM-
nTomMoB npuBoAua Ko sce bosee Aan-

Te/IbHbIM nponyckam paboTtbl. A nmena
MOJIHYI0 MOAAEPXKKY U COHYBCTBUE CO
CTOPOHbI MOEro Ha4asibHuKa, nockoJsib-
Ky A0 aTOro BpemeHu 3a 6osee 4yem
20 net npakTu4decku He nporyckana
paborty. B mae 2013 r., HecMOTpA Ha
njo0xoe caMo4yBCTBUE U CHUXEHNE
¢pyHKUnn nerkmx 4o 53 %, Mo Myx
W A OTNPaBUINCb B CKa304HbIN KPyn3
BOKpYyr AnoHuu, 4ToObI OTNPAa3[gHOBAaTb
Hawwn 50-netHue robunen. B otnycke A
nogxsatusia onacHyr rnpocryay v rno
BO3BpalyeHun B BennkobputaHuio cHo-
Ba okasanacb B 60J1bHULE AJ1A NpoBe-
AEHUA [OMOJIHUTEIbHBIX KYPCOB BHY-
TPUBEHHOW Tepanuu v AaabHEeNLnx
n3ameHeHuyi nekapcts. OyHKUMA Nerkmx
cHu3unach 4o 50 %. B nepBbivi paz MHe
6bin Ha3Ha4YeH kucaopon rnpu usu-
4Yeckou Harpyske, n noTpeb6oBanoch
6o0sbLIOE MYXECTBO, YTOObI XOANTb
Ha noaAX N Ha 3aHATUA PU3KYbTYpPOn
¢ 6as1IoHOM Kucnopoaa.

CHayana A pblgana, Ho 3aTteMm peLunna
KynuTtb ¢pyT60sKM C nognuceio ¢ «MB»,
4TOObI MHHOPMUPOBATL OKPYXKAIOLLMX.
Ho B aT0T pa3 A He Haxoannack B 60J1b-
HULe B TedeHne meHee 4 Hegenb nepes
TeM, KaK ypOBHU KNUCIOPOLa BHE3AMHO
ynanv o 86 %; pyHKUMA Nerknx cHu-
3unacb go 30 %. A Ha4yana BeHTUNALNIO
B HOYHOE BpeMsA, 4ToObl n36aBUTbCA
ot HakonneHna CO, B kposu. 310 6biN
TAXeNbIN yaap. Y MeHA 6biin HOYHbIe
KoLwmMmapbl, N A UcnblTbiBasa rnaHUKy

203



Jonraa xu3Hb ¢ MyKOBUCLMLO30M

Coob6ueHuna naumeHToB

py MbIC/IN O MOCTOAHHOW 3aBUCUMOCTU
oT kucnopoga. [loceBbl MOKPOTbI MO-
Kasanu pocT HOBOro MUKpPOOpraHu3ma,
Ha3blBaeMoro HeTybepKyne3Hou MUKo-
6aktepueni komnnekca Mycobacterium
avium (NTM MAC), noatomy 6bina Ha-
4yata Tepanua TPeMA opasibHbIMU aHTU-
6uoTrkamu, NpoAoIXKaBLUIAACA ro4—MoJs-
TOpa, XOTA 3pagukaumAa npon3oLuna
J0CTaTo4YHO 6bICTPO.

Bo Bpema moero npebbiBaHnA B 60J1b-
HULe B TedeHune 7 Hefesb NHGEKUNA He
pearupoBasa Ha pas3inyHbie aHTUbno-
TUKW, HA3Ha4Y€HHbI€ BHYTPUBEHHO, HO
YHKUMA Nerkux HakoHeL yayqLunaach
Ao 33 %. MHe 6bi10 N03BOJIEHO Bep-
HYTbCA JOMOW, HO JINLLb 10C/Ie TOro, Kak
Mou MyX u A nobecegoBasin O TPaHc-
naaHTaymmu ¢ KOHCY/bTaHTOM U O8HOM
U3 MEAULIMHCKUX CECTEeP-CNELNaTNCTOB.
Bce cknapabiBanoch Tak xopowo. B Teye-
Hue Bceu moew xu3Hu ¢ MB a cuntana
cebA oHOU N3 «b6aaronosyYHbIX» U HU-
Korga He aymana, 4yto 6yay KaHAU[aToM
ANA TpaHcnaaHTayum oboux nNerkux.
OagHako BO3MOXHOCTb TpaHcraaHTa-
unm gana mHe 6onbLuyto Hagexay. MHe
He O4YeHb HpaBuaacb anabTepHaTusal
CTpaHHO, 4TO NMOHUMAaHUE TOro, 41O y
MeHA leroYHasA He[4oCTaToYHOCTb, Obl/10
obnieryeHnemM — HeonpeReneHHOCTb OT-
HOCUTENIbHO MO€Ero byayLero HeMHOro
pacceanacb, 1 3T0 0ObACHNIIO MOE 10-
cTOAHHOE cnaboe 310poBbe B TeHEeHNe
rocnenHNX HECKOJIbKUX NET.

lMocne nonyroanyHoro npebbiBaHWA
Ha 60/IbHNYHOM MHe Obisia Ha3Ha4yeHa
MeHCcHA Mo MHBAANAHOCTU OT CTPAaxo-
BOU KoMnaHuu moero paboronarens,
coctaBuBLan 70 % ot moe 3apaboT-
HOW Nnatbl, Ha HEONPEAENEHHbIN CPOK.
A Tak 6narogapHa 3a coxpaHeHne cBoe
¢uHaHcoBOV HE3aBUCUMOCTU U 3a OT-
cyTcTBME HEOOXOAMMOCTU NMPOXOANTDb
YHU3NTENbHbIE U BCce Bosiee cTpormne
npoueaypbl NpoBepku A4J1A MosyHeHUA
rocygapcTBeHHbIx nocobuu. C 2013 r.
A TakXe nosyyuna npaBo paHo yuTu
Ha neHcuio, ecn A CMOory no3BoJINTb
cebe aTo. A Hagelock NoJsly4YnNTb NEHCUIO,
nockonbKy A TAXeno paborana Bce aTn
roabl, u paaa, 4T0 MHE He HY>XHO po-
Aosxatb paboTtatb 4714 10J1yYeHUA ro-
CyAapCcTBEHHOU NeHcuu, 0 Noay4eHus
KoTopovi mHorue noan ¢ MB moryT He
HOXUNTb.

OxupaHne nepBUYHON KOHCYnbTauumn
C TpaHcrnaaHToaoramu rnpoLgoJsixKaaoch
3 mecAaya, ewje 3 mecaya notpeboBa-
J10Cb AJ1A OL€HKU COCTOAHUA B CTaLno-
Hape u ewe 3 mecAya — AJIA PeLIeHUA
pAga BaxHbix Bornpocos. 1o npu4ynHe
ObICTPOro yxyALIeHUA 340PO0BbA U AJN-
TE/IbHOIO OXUAAaHWNA TpaHcnaaHTaTa —
B cpefHeM 0KoJ10 2 neT — b6biJ10 peLLeHo
BKJIIOYUTb MEHA B 04Yepenb Ha TpaHc-
rnaaHTar erkux B koHue mapta 2014 r.

K cyactbio, y MeHA He Oblsio HUKaKux
aHTUTEN U [PYTrNX OC/IOKHEHUN. [Tpu-
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Coob6uieHna naumeHToB

MEPHO B 3TO XK€ BPEMHA A riepectana rnpu-
meHATb « TOBU lMogxanep», Nockonbky
3ameTunsa, 4YTO OH BbI3bIBaeT bosee
cunbHYy0 ogbiwky. C Tex nop ¢yHkuma
JIErkKux y MeHA OYeHb MEAJIeHHO YJy4-
wwunacb 4o 45 %, n A 6onbLie He 4yB-
CTBYI0 ce6A NOCTOAHHO 601bHOU. OfHa-
ko B Xazepguage noaTBEPANIOCH, HTO
Y MEHA Mo-NpexHeMy UMeeTCA TAXeNasa
6071€3Hb NIErknNX, N MHE BCEe PaBHO Tpe-
byertcAa TpaHcnaaHTat. MHe no3BoHuAn
y>Xe ABa pasa no rnoBojy TpaHcraaH-
Tara, Ho JOHOPCKMe JIerkme okasasancb
B He4OCTaTO4YHO XOPOLUEM COCTOAHUU
AN1A BbIMNOJIHEHWUA TPaHcnaAaHTauuu.
A Tak bnarogapHa, 4TO He YyBCTBYIO
cebAa b6e3HanexxHo 60bHOU — oXuaa-
HUe n pazovyapoBaHne rnpuv HOBOU J10X-
HOW TpeBore ABNAETCA HAMHOro bosee
TePNUMbIM AJ19 MOeV CEMbU U MEHA.

Bbyaylee nocne TpaHcnaaHTayumy octa-
eTCA 04YEHb HeornpeaeseHHbIM, HO JII0AM,

ctpagaowmne MB, npuBbikan npuHun-
maTtb MHOro nekapcts. Tenepsb, korga
Moe cocToAHue cTabunbHO, N A Npu-
AEPXKXNBAIOCb CTPOrov CXembl J1Ie4eHUA
u puandecknx yrnpaxHeHnn, MHe no-
AapeH HauBbICLINU LAaHC NepeHecTun
Takyto OOLUMPHYIO orepauuio.

Mexay Tem ycuana no yBenandeHuo
obecneyeHnAa opraHamu TpebyioT 60-
Jiee ripucrtasibHOro BHUMaHuAa 1ex, A4
Koro, nogobHo Moemy Apyry, BPpeMA
uctekno. Ha Beb-cavite moero Bpaya o6-
Ljevi NpakTUKN HET [axe CCblJIKN Ha OH-
JlaviH-perncTpaymio rnocse 3anosHeHNA
peructpaymnoHHou ¢hopmbi. Kak HacyeTt
pervcTpayumn noceTutenen, obaBaeHnA
pasgena o peructpaynm oHopoB? Bbi-
ACHEeHne MHeHWA Ka>oro HaBepHAKa
ayduie, HemMm rpuHUNNn paccblsiknu NH-
popmaynn 6e3 3arnpoca nosayvartesfa
(c @pyHKUMEN OTNNCKN) Nu paccoblikm
no nognucke!




OcTtpoBa

BnaroteopuTenbHbIA
dorn

BnarorBoputenbHbiit poHA «OcTpoBa» CUCTEMHO NOMOraeT IIOAAM C Ppeakum
M Moka HensneynmbiM reHeTn4yeckum sabonesaHnem — Mykosucumgosom (MB).

Feorpacdwma pa6oTbl — Bce pernoHbl Poccum, ot KannHuHrpaga no Bnagueoctoka.

KpaTtkaa nHdopmauma o nporpammax ¢doHpaa:

1.

LLloneHoBcKaA NnpemMnA — KOHKYpPC AOCTUXeHUN nauneHTos ¢ MB n Bo3amox-
HOCTb OTMETUTb NIIOAEN, MOMOTaloLWMX UM MOJTHOLLEHHO XUTb U NOAAEPXKMBATb
3noposbe. CornacHo uccregoBaHUAM NOCAEAHUX NET, BCEMUPHO N3BECTHbIN
komno3suntop ®pepepuk LLloneH ctpagan mykoBucumaosom. HecmoTpa Ha aTo
OH MPOXWN TBOPYECKN HACLILWEHHYIO XMN3Hb.

WNHuumnatnea — nogaepxkka Nydwnx NpeanoxeHuin pErMoHOB, HanpasJieHHbIX
Ha o6beaVHEHMEe NaLUEHTOB, UX CEMEN U CNELMANNCTOB B PELLUEHUMN NpPO-
6nem MB Ha mecTax — nNpoBeAeHWe TeMaTUYECKMX LLKON, akKuMn U ppyrux
noceAweHHbIx MB meponpuatui.

KuHesntepanua — pa3suTtne cneumanbHOro HanpasneHua nevyebHon dus-
KynbTypbl B pernoHax Poccuun. KnHesutepanua cnoco6cTByeT BbiIBEAEHUIO
MOKPOTbI N3 Nerknx nauneHToB, ABNIAETCA OCHOBHbIM, Hanbonee AeNCTBEH-
HbIM cnoco6om npodunakTukm ocnoxHeHunm npn MB n nomoraeTt yny4wuTtb
camMoO4yBCTBME NauuneHTa.

Hay4Hble rpaHTbl — KOHKYpC AnA poccuncknx HUU n megmumHckux yupex-
OEHNN Ha NpoBefEeHNe Hay4HbIX UCCNefOBaHNN, CBA3AHHBIX C IEYEHMEM
MYyKOBMCLMA03a.

OGyu4eHue Bpayeit — nporpaMmma noBblleHnNA kBannudmrkaumm Bpaden, crewm-
anun3npyoLWMXcA Ha JieYeH MYKOBUCLMA03a: NeamaTpoB, NyNbMOHOJIOrOB,

10.

KUHE3MTepaneBTOB, raCTPO3HTEPONOroB, TPAHCMNAHTONIOrOB, MUKpPO6GUONoros
1 Apyrux cneumnanucTtoB. Bpauam npegocraBnaeTcA BO3MOXHOCTb 06yyeHuA
B BeAyLMX LeHTpax MmykoBucumposa B Poccun (CankT-MNetepbypr, Mockea),
a Takxe 3a py6exom B Ny4lmx eBponenckux ueHTpax no nedyeHuio MIB
(®paHuwua, Utanua, Benukobputanusa, U3paunb u gp.)

Undopmaumna o MB — nspgaHne kHur n 6polwiop anA AOKTOPOB, NaLNeHTOB
M UX POACTBEHHMKOB, CbeMka BuaeodunbmoB. Bce MaTepmansl pacnpocTpaHa-
toTcAa 6ecnnaTHo gnA ueneson ayauntopuun B 6onee yem 50 pernonax Poccun.

KoHdepeHuun n cemmHapbl — coaencTtesmMe MeaMLMHCKOMY COOOBLLECTBY
1 coobLlecTBY NaUNEHTOB B NPOBEeAEHUN KOHMEPEHLMIA U CEMUHAPOB, MOo-
CBALLEHHbIX NpobnemMe MmykoBucuuaosa. ExxerogHo nposoaAaTcA aBa mMepo-
NPUATUA: MeXAyHapoaHaa MeauumHckana KoHbepeHUMA N0 MyKOBUCLUAO3Y
M KOHdEepeHUNA NaumMeHTCKNX opraHn3auuni.

TpaHcnnaHTauma Nerkux — nporpamMmmMa NnoMoLUN MEAULMHCKUM LEeHTpaMm
CaHkT-leTepbypra n MockBbl B OCBOEHMWIU CIOXHOM Onepawummn no nepecagke
nerkux (obyvyeHue Bpayvein, o6ycTponcTeo nanart). Takke doHA nomoraet
nauveHTam, o6ecrneymBaeT Ux ne4yebHbIM BbICOKOKaNIOPUAHbBIM NUTAHUEM
M crneymanbHbiM o60pyaoBaHueM (Hacochbl AnA 3HTepPasibHOro NUTaHuA,
yCTpOUCTBa ANA ero BBeAeHUn).

Mcuxonornyeckaa NOMOLWb — 3TO BO3MOXHOCTb AJ1A NaLNEHTOB U cemen
naymneHToB ¢ MB o6paTtuTbCcA 3a IMMHOWN KOHCYNbTaumen K npodeccruoHanb-
HOMY CEMENHOMY MCUXONOTY.

Momowb pervoHasbHbIM OpraHn3ayuam, nagmeHTam n o6bLeANHEHUAM
poauTtenen aeten ¢ MIB — uenesanA 6naroTBopuTenbHaA NOMOLLb AnA nayum-
€HTCKMX OpraHu3auuni n permoHasnbHbIX LEHTPOB MyKOBUCLNAO03a (MOMOLLb
B peructpaummn HKO, npnobpeteHne MeaULIMHCKOrO cneumMann3npoBaHHOro
o060pynoBaHuA, MOMOLLb CEMbAM B TAXENbIX XXM3HEHHbIX 06CTOATENbLCTBAX).

C nogpobHon nHpopmauunen o geatenbHocTn GoHAA MOXHO 03HAKOMUTbLCA

Ha canTe www.ostrovaru.com
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