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NHOOPMALNA O CTATHE

AHHOTAITUSA

KiroueBnie ciioBa:
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CFRD

Ileuenn
[Tcuxuueckoe 310pOBBE
TpancruianTanus
Konern xu3uun
Jlerounprit
Jp1xanue
OcloxHEHUS

3TO TpeThs U3 YETHIPEX cTarel, OOHOBIISAIONUINX CTAHJAPTHI
EBponeiickoro obmectBa no kucrozHomy ¢puodposy (ECFS) B
OTHOIICHHUH OKAa3aHUsI MEIUIIMHCKOM ITOMOIIH JoasaM ¢ MB.

B naHHOM cTaThe OCHOBHOE BHUMAHUE YIEISIETCS BBIABICHUIO U
pelieHuto mpoodiieM co 310poBkeM nipu MB. Pexomenaanmu Obiu
pa3paboTaHbl MPU MUPOKOM YYACTHH 3aWHTEPECOBAHHBIX CTOPOH, B
TOM YHCIIe TIpeacTaBuTeNel coodmectsa MB, ¢ ucnonb30BaHneM
Hay4YHO 000CHOBAaHHBIX MPUHIUIIOB. ABTOPBI IPEAOCTABUIN PA3/EIIb
U KpaTKUE yTBEPKICHUs, KOTOpPbIE ObLTH pAaCCMOTPEHBI B paMKax
JKCIIEPTHBIX OLICHOK.

MOHUTOPUHT U JieueHUe UH(PEKIUH TbIXaTeNIbHBIX TyTeH,
BOCHAJICHUH U 000CTPEeHN OPOHXOJIETOYHOTO MPOIecca MO-MIPEeKHEMY
BaYKHBI, HECMOTPS Ha IIUPOKYIO AOCTYyNMHOCTh MoaynaTopoB CFTR u
COITYTCTBYIOLLEE YIIydlIEHHE 310pOBbs. COXPaHSIOTCS BHEJIETOUHBIE
poOJIeMBI CO 310pOBbeM, crieruduanbie 111 MB, Takue kak nualer,
3aboJieBaHuUs N1€UEHH, KOCTEH, KAMHU U JIpyrue IpoOsieMbl ¢ IOUKaMH,
a TaKk)Ke KUILIEYHasi HEIPOXOAUMOCTb. DTH MPOOJIEMBI CO 310pPOBHEM
TpeOyIOoT MHOTONIPO(UIBHOI MOMOIIY HPU YYaCTUU COOTBETCTBYIOIIUX
cnenuanucToB. Pak gaie pasBuBaerca y jronei ¢ MB 1o cpaBHeHuto ¢
HaceJICHHEM B IIeJIOM U TpeOyeT peryssipHOro CKpuHUHTA. JKU3HEHHBIN
myTh Ipu MB TpebyeT yMCTBEHHOH M SMOIIMOHATBHON aanTalnuu K
MICUXOCOIMATIBHBIM U (PU3NYECKUM TPYTHOCTSM IPH MOJAEPIKKE
KOMaH bl oMoy npu MB u nicuxosiora, crieMaaIn3upyoLerocs Ha
nanueHTax ¢ MB. D10 0co0eHHO BaXKHO, KOT/Ia KM3Hb CTAHOBHUTCS
CJIO’KHOM, KOT/la IporpeccupoBaHue 3aboneBanus Tpedyer Oomee
VHTEHCHUBHOTIO JICYCHHUS], IIOAEPKKHU JbIXaHUS U, BOSMOXKHO,
TpaHcIulaHTauuu. [lnanupoBanue KOHIIA )KU3HU OCTAETCs
HEOOXOIMMBIM acTeKTOM YXOJa U JOJKHO 00CYKJIaThCsl OTKPHITO,
YECTHO, C YYTKOCTBIO U COCTPAJaHUEM K 4esIoBeKY ¢ MB u ero cembe.
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Koman el nomomu npu MB, conpoBoxaast moneii ¢ MB u ux
CEMBbH Ha UX KM3HEHHOM IIyTH, JOJIKHBI aKTUBHO PacCIIO3HABATh U
permiats mpobIeMbl CO 3I0POBBEM, CBsI3aHHBIE ¢ MB, a Takke
MOJ/IEP>KUBATh TICUXUYECKOE U 3MOIIMOHAILHOE OJIaronoayyre CBOMX
IIOJIOIICYHBIX.

IIepedenb UCTIOIB3YEMBIX COKPALLCHUI

ABJIA Anneprudeckuii OpOHXOIETOYHBIN acTIepTUAIIIe3
MOJII MeToab1 OUUIIEHUS ABIXaTEIbHBIX My TeH
BAT BponxoanbBeoIIpHBII JIaBaxK
MIIKT MumnepanbHas III0THOCTh KOCTHOM TKaHU
UMT Wunexc maccsl Tena
MB MyxkoBucuuao3
CFLD MB-o06ycnoBieHHOE 3200IeBaHUE TICUCHH
CFRD MB-00ycnoBieHHBII caxapHbIii qrabeT
CFTR Perymsarop TpancMeMOpaHHOH MPOBOIUMOCTH TIPH MYKOBUCIIHI03€
HMI' HenpeppiBHOE MOHUTOPUPOBAaHUE ITTMKEMUU
XBIT Xpounueckas 60JIe3Hb TOYEK
KT Kommbroreprast Tomorpadust
cauo CuHIPOM JUCTATbHON HHTECTHHAIBHOW 0OCTPYKIMN
JOPA JIByxsHEpreTudyecKkast peHTT€HOBCKasi abcopOImoMeTpus
ETI Onekcakadrop—Te3akadrop—uBakadrop
OB, O61BeM popcrpoBaHHOTO BBIIOXA 33 OJHY CEKYHIY
FIT NMMyHOXMMHUYECKUI aHanu3 Kaa
CK® CKOpOCTB KIIyOOUKOBOH (hHITbTpanii
HFNO BricokonorouHas Ha3albHas OKCUT€HOTEpaINs
BPKT Beicokopaspenraromast KOMIBIOTEPHAS! TOMOT AU
NOJI Wnnexc ounimenns Jerkux (MHACKC JIETOYHOTO KIIMPEHCa)
MBW Tect BbIMBIBaHHSA T'a3a P MHOXKECTBCHHOM JIbIXaHUU
MPT MarauTHO-pe30HaHCHAst TOMOTpadus
MRSA MeTHIMUIMHPE3NCTEHTHBIH 30J0TUCTHIH CTa(hMIIOKOKK
HUB HewnnBa3nuBHas BcmoMoraTenbHast HCKYCCTBEHHAs BEHTHIISIINS JIETKIX
HTM Hertybepkyne3Hsie MUKOOAKTEpUI
ITTT [IepopanpHblii TECT TOIEPAHTHOCTH K TJIIOKO3€
BALL Buonormyecku akTHBHBIE TOOABKH
PERT 3amecTHTeNnbHAS TepaIys IpenapaTaMy GepMEHTOB ITOPKEITYT0THOH JKeJIe3bI
oJIiC O06oCTpeHne JETOYHBIX CHMITTOMOB
PKU PannomMu3upoBaHHbIE KOHTPOJIUPYEMBIE UCCIICIOBAHUS
PTU PacTBOp TOOpaMuUIMHA TSI MHT AN
1. BBenenne

OTO TpeThss W3 4YeTblpex cTared, OOHOBISIOIIMX CTAaHAAPThl B OTHOIICHWH OKAa3aHUs
MEIULMHCKOMN IToMoIu 1oasaM ¢ MB. B nepBbIX IBYX CTAaThAX pacCMaTPUBAIUCh «CBOCBPEMEHHAs
U TOYHAsl TUarHOCTUKA» U «oOecredeHne M mojjiep:kanue 310poBbs» [1, 2]. B aT0ii cTaTthe MBI
PasMBIILISEM O MPOOJIeMax, C KOTOPbIMU Jifonu ¢ MB MOTYT CTOJIKHYTBCS HA CBOEM KHU3HEHHOM
nytd. O 4Yacto cnemmduuHsl i moneil ¢ MB, oTpaxas MyIbTHCHUCTEMHOE BO3/ICHCTBHE
nedekra TeHa peryiasTopa TpaHcMeMOpaHHON mpoBoauMocTu npu MykoBucimaoze (CFTR), a
MHOTJIA U SATPOT€HHBbIE MOCIEACTBHS HEOOXOAMMOTro JedeHus. BakHo, 4ToObI mpoOieMbl CO
3710pOBbeM, crieruduunbie 111 MB, BBISBISIIUCH U pelIaiuch OBICTPO U 3(PPeKTHBHO, B TOM
qucie A moneit ¢ MB, naxonsamuxcs Ha tepanun moxynsitopamu CFTR.

[lepBeIii pa3men CTaTbd TOCBSIIEH BBISBICHUIO W JIEYCHUIO WHGEKIUA W BOCHAICHUN
TBIXaTeNbHBIX MyTEH, OTpa)karolux Hanbojee BaKHYIO NMPUYMHY HApYLIICHUN 310POBBS CPEIH
HaceneHust ¢ MB. DToT pa3znen OCHOBaH Ha KOHIENUUH (U3NYECKUX YHPAKHEHUH U OYUCTKH
IBIXaTeNbHBIX MyTeH, MPeIOKEHHOH BO BTOPOM cTarbe («oOecrledeHne | MOJIepiKaHHue



3I0pOBBS»), U MOAUYEPKUBAET BAKHOCTh MOAJIEPIKAHUS «UUCTOTHI JbIXaTEIbHBIX IMyTEH» Jaxke B
smoxy Tepanuu moxynstopamu CFTR, Bkmrowast crpareruu aHTuOMOTHKOTEpanuu. OmHCaHBI
3HAUMMbIE HEJIETOUHBIE OCIIOKHEHHUs, BKITtouass MB-o0ycrnosneHnslit caxapusiii quadet (CFRD),
MB-o6ycnosnennoe 3aboneBanue nedeHn (CFLD) u MB-o0yciioBinenHoe 3a001eBaHle KOCTEH.
MBI Takke pa3MbIILIieM 00 YMOIIMOHAIBHOM U IICUXOJIOTHYECKOM Iy TH Jtonei ¢ MB u o Tom, kak
KoMaH1a oMo npu MB* MoxeT moaaep arb UX B MPEOAOJIICHUHN TPYIHOCTEH, MOqUepKUBAs
KJIFOYEBYIO POJIb IICUXOJIOTa, CIIEUAIN3UpYoLIerocs Ha nanuentax ¢ MB. B nocnenneM paszaeine
paccMaTpuBaeTcs epHoJl XKU3HH, KOT/a MOTPeOHOCTD B JICUEHUH BO3PACTAET, A KU3Hb CTAHOBUTCS
Oonee cnoxHoi. [lyThb K TpaHCIUTAHTAIlMM COJMIHBIX OPraHOB BKJIIOYAET M OOCYKICHHE
MOCTTPAHCIUIAHTAIIMOHHON moMony. HakoHer, Mbl pasMblIUIsieM O MOAJEpXKKe U 3a00Te,
HEOOXOIMMBIX B KOHIIE KH3HH, MOAUYEPKHBAs HEOOXOAUMOCTD MOJATOTOBKH U WH(OPMALMOHHOM
OTKPBITOCTH.

e *JIpumeuaHue HAyYHOTO KOHCYJIBTaHTa IIEPEBOJIA: 3/I€Ch U 110 BCEMY TEKCTY HUXKE aBTOPHI
nyOnuKay uctonb3ytoT ycrossmeecs B Meautmie CIIIA u EC nonstue «cystic fibrosis
care teamy, «komManaa rnomowuy npu MBy». Peds uzer o MyJIbTHAMCIUIUIMHAPHON KOMaH/Ie
MEIUIIUHCKUX CIIEUAIMCTOB M BCIOMOTAaTEIbHOTO NEepcoHaia, paboTaroImuX B IIEHTPE
MYKOBHCLH032.

[Mocnennsis crares cepuu («IlmaHupoBanue yBeIMUeHHS MPOIOIKUTEIBHOCTH KU3HI») OyeT
ONMPATHCA HA MHOTHUE BOIIPOCHI, 3aTPOHYTBHIE B 3TOW M IPEIBIAYLIUX CTATbAX, U HUCCIEAOBATH
po0IeMbl, BO3HHUKIIKE B PE3yIbTaTe JOCTHKEHHS OOIbIIEH MPOIOIKUTEIBHOCTH KHU3HH [3].

Panee Obl1a onrcana METOIOIOTHSI, UCTIOJIB30BAHHAS JJIsl CO3/1aHUS U JOCTI)KEHHS KOHCEHCyca
10 TOMY OOHOBJICHHIO U pacmuperuto crannaproB ECFS B oTHOIIEHNN oKa3aHUS METUITUHCKON
nomouty [1]. Bxparme, MeXAMCUMIUIMHAPHBIA NPOPUIBHBIA KOMUTET MOPYYHI aBTOpaM
MPEICTaBUTh COOTBETCTBYIONINE PAOOTHI M YTBEPKACHUS M PACCMOTPEN MOTYUYCHHBIE MaTEPUAIIbI.
Unenst ECFS u unenst coobmectBa MB, onpenenennsie yepe3 nentp MB Espomnbl, Obuin
IIPUIJIALIEHBI 1JIS1 PACCMOTPEHUS YTBEP KIEHUH IOCPEACTBOM 3KCIIEPTHBIX OLIEHOK (rmopor >80 %
yKa3bIBaeT Ha KoHceHcyc) (Tabmuua 1). [lonpobHas nadopmarys o0 ydacTHUKAX U pe3ylbTarax
HKCTIEPTHBIX OLIEHOK IMPECTAaBICHA B JOMOIHUTENIBHBIX Tabmumnax 1 u 2.

2. BoisiBiieHHe U JiedeHHe HHPEeKIUH ¥ BOCTIAJCHUI AbIXaTeJbHbIX IyTei
2.1. Monumopune yxyoutenus 300p08bsi 1e2KUxX
Denuxc Pamven, Anopea I pamenws, Jlocu Ileppem, I06apo MaxkoyH

MOHUTOPUHT 370POBBS JIETKUX BKIIIOYAET OLEHKY 3(P(PEKTUBHOCTH METONOB OYUCTKH
neixarenpHblx myTed (MOJII) u MeTomoB WHrajsIuu, a TakKe MOHHTOPUHT COOIONEHUS
HA3HA4YE€HHOTO JiedyeHUs. KIMHNYECKyl0 OLIEHKY CIIeAyeT IMPOBOIUTH HE PEXE OJHOro pas3a B 3
MecsIa WIK MPU BOZHUKHOBEHUH CUMIITOMOB, OCOOCHHO KallljIsl, YKa3bIBAIOIIUX Ha 000CTpeHHe
MHPEKIMH W BOCHAJCHUE bIXaTeNbHBIX myTed mpu MB [4,5]. BupryanbHble ocMOTpBl H
IUCTAHIIMOHHBIH ~ MOHMTOPHHI  TAIMEHTOB  MOTYT  OO0ECIEYUTh OKa3aHHE  IOMOLIH,
aJlalTUPOBAHHOM K KIMHUYECKUM CUMIITOMAaM Y€JIOBEKa U CTEIIEHU NOPAKEHUS JIETKuX [2].

CrmpoMeTpHio cienyeT IpoBOAUTh y mioneid ¢ MB Ha kaxaoMm mpuemMe B KIMHHKE, 9TOOBI
onpenenuTh noTpedHocTH u dpdekTuBHOCT, Tepanuu [4] (yrBepxkaenme 1). OpHako
CIIUPOMETPHSI OTHOCUTEIHLHO HEUYBCTBUTEIIbHA /JIsl BBISIBJICHUS PAHHUX CTPYKTYPHBIX U3MEHEHU N



B JIerKUX. boliee 4YyBCTBUTEIbHBIE TECThl, HAlPUMEpP, TECT BBIMBIBAHMS Ta3a METOJOM
MHOXXecTBeHHOTO Jibixanust (MBW) ¢ onpenenenniem unnekca ounienus jgerkux (MOJI) (uuaexe
JIETOYHOTO KIIMPEHCA), BCE Yallle UCIONB3YIOTCS, 0COOCHHO y JIETEH M B3POCIBIX C HOPMAITLHBIMH
MOKa3aTes MU CIUPOMETPHUH, TOCKOJbKY UX KIMHUYECKasi 3HAUMMOCTb M JOCTOBEPHOCTh PACTyT

[6].

VY manueHToB JOJKEH OBITh IOCTYH K PeHTIeHOrpaduu TpyIHON KIETKH, XOTS JOKa3aTelIbCTBA
B II0JIb3y €€ PYTMHHOIO HCIIOJb30BaHUS HE SBISAIOTCA HAJSKHBIMU [7]. bonee dyBcTBUTEIBHBIE
METONIbl BH3yalW3allMM JUIi OLEHKUM CTPYKTYpHBIX 3a00JeBaHMN JIETKHX, TaKHe Kak
BbICOKOpa3permatonasi kommeiotepHas tomorpadus (BPKT), perymsapHo wucnonssyrorcs B
HEKOTOPBIX LEHTpaX M JOJDKHBI ObITh AocTynHbl [8]. CiemyeT HpUHATH BCE MEpHI, YTOOBI
00ecrneYnTh MUHUMAIbHO BOZMOXKHYIO 703y OOITy4eHUs ISl KaKIO0T0 CKaHUPOBAHUS U PEHTTECHA.
TexHonmorust CTPYKTypHOW MarHUTHO-pe3oHaHCHOM Tomorpaduu (MPT) nHaxomutcs B craauu
pa3pabOTKM W MOXET MPEeNOCTaBUTh (PYHKIMOHAIBHYIO M CTPYKTYpHYIO HH(pOpMAIHIO.
Heo6xonuma nanpHelmas onenka MPT ast omnpeneneHust posid 3TOro MeTofa B KIMHUYECKOH
npakTuke [9].

2.2. Hueanayuonmnvie Mykoakmuebvle 6eujecmasd
Denuxc Pamoven, I06un bpoxaap, Hzabenwv iopve

MykoakTUBHasi Tepanus, BKJIOYas MYKOJUTUKUA M THIPATaHThl, UIPacT BaXKHYIO pOJIb B
JICYCHUH PECTIMPATOPHBIX 3a0ojeBaHuil y moneit ¢ MB (yTBepxaenue 2). B Hacrosiiee Bpems
7opHa3a anbga SABISIETCS EAMHCTBECHHBIM MYKOJHTUYECKHUM CPEACTBOM C JOKAa3aHHOM
s dextuBHOCTHIO TP MB [10], ynmydmaromum GyHKIUH JeTKUX, yMeHbIIaonmm yactoty OJIC
Y CHIYKAIOIUM TPOLIEHTHBIE TTOKA3aTeIN CHI)KEHUS IPOTrHO3UPYEMOro oobemMa (hoOpCUpOBAHHOTO
BbII0Xa 3a oAHY cekyHay (O®B)) y nmanueHToB B Bo3pacTe OT 6 JIET HE3aBUCHUMO OT TSDKECTU
3aboneBanus [11]. TpeOyercs muTensHOE TOAIEPKUBATOILEE JICUCHHE, TTOCKOIBKY JOCTUTHYThIH
ad ekt yrpaunBaetcs nocie npekpamienus gederus [10,12]. Bpemst exeqHeBHOM OJHOKpATHON
UHTasIMK (YyTPOM WM Be4epoM), TO-BUANMOMY, He BIHseT Ha 3((eKkTUBHOCTh. TeM He MeHee,
nociie npueMa JopHasbl anbda monim ¢ MB crienyer nogoxaare He MeHee 30 MUHYT, Mpexkie
yeM BbINONHATE MO/III. Kpome Toro, Mexny nmpumMeHeHHeM HeOyrnai3epHbIX aHTHOMOTHUKOB H
JOpHAa30# anbda xKenareabHO OCTAaBUTh MEPEPHIB HE MEHEE Yaca. YUHUTHIBAs 3TH COOOPaKCHHUS,
OosbIIMHCTBO Jrofei ¢ MB npunuMarot gopHasy anbga BedyepoM [13]. CormacHo AeHCTBYIOIINUM
PEKOMEHIALMAM, MYKOAKTUBHYIO TEPAIIMIO HYXKHO MCIIOJIB30BaTh y Beex Aetel ¢ MB crapue 5
aer [10], u CyIECTBYIOT J0Ka3aTeiabCTBa, IOATBEP)KIAIOIIME I0Jb3y HHTAJSILIMOHHOIO
TMIIEPTOHUYECKOTO pacTBOpa y JAeTeil 6osee miasiero Bozpacra [14].

Taoauna 1

YT1BepxKIeHUSA

Ne YT1BEpKIACHUE

1 Crnenyer peryiasipHO NPOBOIUTH TECTHUPOBAHWE (YHKIUH JBIXaHUS U BHU3YaIHU3aLUIO
COCTOSIHMS JIETKUX, KaK YKa3aHO B IIPEIbIIYIEM PyKOBOACTBE [4].

2 WHrandauuonHass MyKOakTMBHAas TepalMs UIPacT BaXHYIO poJib B  JICYCHHUH

pecupaTopHBIX 3a00JeBaHmi y moaeii ¢ MB.
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Komannper nomom npu MB nomkHbI paboTarb COBMECTHO C JIFOABMH, CTPaJalOLIMMU
MB, u ux ceMbsiMH, YTOOBI OTIPEACIUTH HAaNOO0JIee MOIXOIAIINA PEKIUM HHTASIITHOHHOM
MYKOAKTUBHOH TEPAIIHH.

[Ipo6s1 Ha Hannuue MH(EKUUU cieayeT OpaTh M3 AbIXaTelIbHBIX MyTEH HpU KaXIOM
NOCEUICHUN KJIMHUKH U IIPU KaXJI0M OpPOHXOJIETOYHOM 000CTpeHHH (IPEANOYTHTEIbHEES
Oparb 00pa3ubl OTXapKUBAEMON MM MHIYLUPOBAHHON MOKpPOTHI; B IPOTHBHOM CIIydae
— U3 POTOIJIOTKH).

HccnenoBanne MHIyIUPOBAHHOW MOKPOTHI CJIELYET IIPOBOAUTDL HE PEXE OJHOIO pasa B
rog y moaeu ¢ MB, KOTOpble HE MOTYT OTXapKHMBAaTb MOKpPOTY, JaXKe €CIU Yy HUX HET
CHUMIITOMOB.

Crnenyer paccMOTpeTh BO3MOXHOCTbH B3SATHsSI NMPOO M3 HUKHUX JBIXAaTENBHBIX IyTEH
HOCPENICTBOM OpPOHXOATBBEOJSIPHOTO JIaBaXka y Jrofei ¢ MB, y KOTOpBIX COXpaHAIOTCS
CUMITOMBI, HECMOTPsI Ha COOTBETCTBYIOLIYIO KYJIbTYpalbHYIO TEPAIIMIO OTXapKUBacMON
WJIM UHIYLUPOBAHHON MOKPOTHI.

Nmerotcst yOenuTenbHble JI0Ka3aTelbCcTBA B IOMJICPKKY IPOTOKOJIOB 3SpagUKaIUy
Pseudomonas aeruginosa (CMHETHOWHOH TAJIOYKH), BBISBICHHOW TMPH TOCEBE
peCMpaToOpHON KyIBTYpPHI JIF0O0r0 00paslia JAbIXaTelbHbIX MyTEH.

PazyMHBIM SIBISI€TCSL YHOpPEXAAIOUIMA IMOAXOA K JIeUeHHIo uHbekiuit mnpu MB,
BBI3BIBAEMBIX BO30YIUTENSIMH, OTIMYHBIMH OT Pseudomonas aeruginosa, Tpu 3TOM
BBIOOp AHTUOMOTHKA ONpEAETSeTCS MECTHBIMH HPOTOKOJIIAMH, IE€PEHOCHUMOCTHIO
nanueHTa u mno0ouyHeIMH P (HEeKTaMu.

Komanna nmomomu npu MB 1omkHa TECHO COTPYAHHYATh C MHKPOOHOIOTHYECKUM
OT/EJIeHUEM, 4YTOObI OO0ECIeUUTh TapreTHYIO TEpanuio, NpPaBUIbHOE MpPUMEHEHHE
AQHTUOMOTHKOB M COOTBETCTBYIOIIME CTPATETUH Ha CITydail mepekpecTHON MH(EKIHH.

He pexe onmnoro pasa B roj ciieayer OpaTh MpoObl U3 JbIXaTeNbHBIX MyTel (MOKpOTa,
UHIYyIMPOBaHHAs MOKpPOTa WIM OpOHXOAJbBEONAPHBINA J1aBaXx) JUIS BBISBICHUS
HEeTyOepKyIe3HBIX MUKOOAKTEPUHi.

Jlmarno3  amneprudeckoro Oponxonerounoro acmeprmmieza (ABJIA)  cnemyer
paccMarpuBarh y Jiroged ¢ MB, umeromux CUMIOTOMBI M HE pearupyrollux Ha
AHTUOMOTHKOTEPAITHIO.

OdunmanbHBIN €XKETOAHBIM CKPUHUHT Ha HApyIICHHE TOJIEPAHTHOCTH K IVTFOKO3€ JI0JIKEH
IIPOBOAUTBLCSA C JECATWIETHEIO Bo3pacra M Jyoned ¢ MB, Xors npu Hanuduu
KJIMHUYECKHU 3HAYMMBIX (PaKTOPOB CIEAYET IPUMEHSTH Oosiee HU3KUIl MOpOr CKPUHUHTA.
Jleuenne MB-o0ycnosnenHoro nuadera TpeOyeT MOMOIIM Pa3IMYHBIX CHEIHMAJIHCTOB,
BKJIIOUasi Bpayel, CHenHaIM3UpYIONUXCcs Ha nauabere, W HEOOXOAMMO OKa3bIBaTh
MOJIEPIKKY YEJIOBEKY ¢ MB 13-3a 3HaYUTENBHOIO IICUXO0JIOTHYECKOrO BO3IEHCTBHS OTOTO
JMarHo3a.

Tepanust npu MB-00yciioBieHHOM ana0eTe OCHOBaHA HA WHCYIMHE W JIOJDKHA OBITh
HaIIpaBJICHA HA CTAHJAPTHBIA ITIMKEMUYECKUH KOHTPOIb, HO HE 3a CYET JUETUYECKOU
HOJIEPKKHU C BBICOKUM COAECPKAHUEM ITUTATENIbHBIX BEIIECTB.

VY moneit ¢ MB pexkomennyercsi pyTuHHast IpOBepKa Ha MpenMeT 3a00IeBaHui MeUeHH,
BKJIIOYAsl €KETOIHbIE aHAIM3bI KPOBH U peryisipHoe Y3U.

PanHee HampaBiieHUE K TaCTPO3IHTEPOJIOTY MJIM IeNaToJIory, ClIeHUaIu3upyoLeMycs Ha
MB, cienyer Ha4MHATH B CIIy4ae CTOMKUX OTKJIIOHEHUH OT HOPMBI IIPU CKAaHUPOBAHUU,
IIPU3HAKOB TOPTAIbHON THIIEPTEH3UH WU CTOMKOIO TPAaHCAMUHUTA.
JIByXsHEepreTHuecKyo peHTTeHOBCKYI0 abcopounomerpuio (JJOPA) cienyer nmpoBoauth
JIeTsM U B3pocCibIM ¢ MB, y KOTOpBIX €CTh PUCK HU3KOHM MHUHEPAIBHON IUIOTHOCTH
KOCTHOM TkaHM, Hanpumep: Huszkuit MUMT, nuskuit O®PBi, crepougHas Tepanus B
aHaMHe3€e, THIIOrOHAU3M B aHAMHE3E.

bucdocdonarsl cneqyer paccmarpuBarh i moneil ¢ MB, y koTopbix oOHapyKuBaeTcs
BBIpaXEHHBIN ocTeonopos npu JIOPA, HecMOTpst Ha CTaHJAPTHYIO TepanuIo (aJeKBaTHOE
nuTaHue, pusnyeckasi aKTUBHOCTD U JIOTIOIHUTENILHBIN MPUEM KaJblust/BUTaMuHa D).




19 Komanapl nomomu npu MB 10mKHBI IPUHMMATh aKTUBHBIE MEPBI 11 MUHUMU3ALMH
pHCKa MOpa)XeHHUs1 MOYEK WM 00pa30BaHus KaMHel y mozei ¢ MB, Bkitiodast peryisipHyto
OIICHKY OCTpPOH IIOYEYHOH HEIOCTATOYHOCTH ¥ XPOHUYECKOW OONE3HH TMOYEK,
MOAM(UKALNIO TOTEHIIMATIBHO HEPPOTOKCUYHOTO JICUeHHs U 00ecreyeHre JJOCTaTOUHON
TUIpaTallyu.

20 3anop u C/IUO sBrstOoTCS pacnpoOCTPaHEHHBIMH COIMYTCTBYIOIIMMHU 3a00JI€BaHUSMH, U
Bpauy, crienuanusupyromuecs Ha MB, N0/KHBI peryinspHO NpOBEPATh, UCIBITHIBAIOT JIN
moay ¢ MB cumMnToMBbl, YKa3bIBaOLIKE HA 3TU COCTOSHUSA.

21 CKpUHHMHT Ha KOJIOPEKTAJIbHBIN pak y Jtoneit ¢ MB cienyer HaunHath B 6osiee paHHEM
BO3pACTe, YeM B OOIIEH MOMYIISAILIUH.
22 Komonockonusi siBnsieTcss Hanboliee MOAXOASIIUM METOAOM CKPUHUHTA, APYyTUe MEHee

VMHBa3MBHbIE CKPUHUHIOBBIE TECThl (MMMyHOXMMHMUYeCKMi aHanmn3 kama u KT-
KOJIOHOCKOTIHS) TPEOYIOT AaIbHEHIIICH OI[CHKH.

23 [cuxonor, cnenuanu3upyommiics Ha MB, crmocoOCTByeT YKpEIICHHIO MCUXUYECKOTO
30POBbS U Ka4eCTBA KHU3HH ITOCPEICTBOM MPOCBELICHHS, MPODUIAKTUKN, CKPUHUHTA U
BMEIIIATEIhCTBA; IMOMOTasi O0ECIeYuTh OoJiee MENOCTHBIA TMOAXOA K OOpalieHuio ¢
JOOBMH, cTpajaromiuMu MB, u ux cempsamu.

24 Jlromn ©Ha Oomee mo3gHUX cragusx MB  JOMKHBI MONMy4aTh KOMIUIEKCHYIO
UHIMBUAYQIN3UPOBAHHYIO IIOMOINb, OOECIEYMBAIONIYI0 OalaHC MEXIY KaueCTBOM
KHU3HH, JIe4eOHON HArpy3KoH M KIMHUYECKUMHU HCXOJaMH.

25 Jlrome#t ¢ mporpeccupyomuM MB HeoOxoauMo peryiaspHO oOcienoBaTh Ha HATUYHE
JIBIXaTeIbHOW HEOCTAaTOYHOCTH, HCIIONIb3Ys COYETaHHWE KIMHUYECKOTro 00CIeI0BaHMUS,
NYJIbCOKCUMETPUM W aHaJlnW3a Tra3oB KpoBU (BKJIIOYash HOYHbIE M amOyJlaTOpHBIE
MOKa3aTesn).

26 UroObl yNMy4lmINTh CHMITOMBI M Kad4e€CTBO KHM3HHM JIIOACH C MPOTPEeCCHPYIOLIM
3aboseBaHueM Jerkux npu MB, manmenram ¢ MB 1 XpoHHUeCKOl THIIOKCEMUEH ClieayeT
Ipeaararb JONOJHUTEIBHBIA KUCIOPOH, a TAKXKE HEHHBA3UBHYIO DPECIUPATOPHYIO
MOJIEPKKY B HOYHOE BpeMsI IIPY HAJIUYUU [IPU3HAKOB XPOHUYECKOU TUIIEPKAITHUN.

27 IIpu ocTpoii WK IEKOMIIEHCUPOBAHHOW XPOHUUYECKON JbIXaTEIIbHOW HEIO0CTaTOYHOCTH
CIEAYET PacCMOTPETh BO3MOXKHOCTh HEMHBA3WMBHOW BCIIOMOTATEIbHOM MCKYCCTBEHHOU
BEHTUJISILIUU JIETKUX C COCTABIEHUEM COOTBETCTBYIOLIUX IUIAHOB 110 ICKAJIAllUU, BKIIIOYast
paccMOTpeHHEe BO3MOKHOCTH MHBa3UBHOW BEHTUJISILIUMU JIETKUX, €CIIM 3TO HEOOXOIUMO.

28 TpaHcrnaHnTauus Jerkux U (WIM) MEYeHH JOJKHA OCTaBaThCsl JOCTYITHOM IS JIIOAEH C
TepMUHAIBHOU cTagueit MB-o0yciioBieHHOro 3a001eBaHUs JIETKUX WIN TICYCHH.
29 Komanapl nomomu npu MB 1 1ieHTpBl TpaHCIIIaHTALMK AOJKHBI COTPYAHUYATh APYT C

APYroMm Jjisgt oOecrieueHus OITHMAIbHOMI OLCHKK BO3MOXHOCTH TpPAHCIIJIAHTAIUU U
MGHHHHHCKOﬁ TIOMOIIH MMOCJIC OIICpaInu.

30 s mopeii ¢ MB Ha mo3aHUX cTaAusIX 3a00JIeBaHMs BAKHO TUIAHUPOBAHUE YX0/1a B KOHIIE
JKU3HHU.

31 BaxxHo obecrieueHne 4eTKoi KOMMYHHUKAITUH MKy KOMaH1aMH MaJTHaTUBHON MIOMOIIN
U yxona npu MB, 4To0bl MUHUMU3UPOBAaTh TPEBOTY U CTpecc s Jroaeit ¢ MB u ux
CEMEH.

Coxpamienusi: ABJIA — annepruueckuii Oponxonerounsiii acnepruie3, UMT — uzo0paxenue
Maccel Tena, MB — mykoBuctnno3, KT — xommneiorepras tomorpadus, CAAMO — curmpom
JMCTaIbHOM HMHTECTUHANBHOUW oOcTpykimu, [IOPA — naByXsHepreTuueckas pEeHTI€HOBCKAs
abcopoumomerpust, ODPB; — o6beM GOpCHPOBAHHOTO BBIZIOXA 32 OIHY CEKYHILY

CunraeTcsi, 4T0 TUAPATAHTHl YBEITMUMUBAIOT 00bEM JKUAKOCTH Ha MOBEPXHOCTH JIbIXaTEIbHbIX
IIyTEeH, CO3/1aBasi OCMOTHYECKUN I'paJUeHT. MexaHu3M IeHCTBUs THIIEPTOHMYECKOIO COJIEBOTO
pacTBopa OTIMYACTCS OT MEXaHu3Ma JCWCTBUS TOpHa3bl anb(a, U TH MOAXOAbl CUUTAIOTCA



B3aUMOJOTONHAIOIKMEU. CHcTeMaTn4ecKuii 0030p MO3BOIHI CHOPMYIUPOBATH 3AKITIOUCHHE, YTO
pacnibuieHre 7 % (QU3HONIOTHYECKOT0 pacTBOpa (TMIEPTOHUYECKUI PacTBOP) MOXKET YMEHBILIUTD
oboctperus nerodnblx cuMnToMoB (OJIC) m ymydmuTh (YHKLIMIO JIETKUX y JI€TeH CTapIIero
Bozpacta M B3pocibix ¢ MB [15]. Ilocnenyromue wucciaenoBaHusl IPOAEMOHCTPUPOBAIN
yayuiienne mnokaszarened MOJI um yMmeHblIeHHE 3aKylNOpPKU CIM3bI0 IIPU  KOMIIBIOTEPHOM
tomorpadun (KT) y pmereit pomkonpHoro Bospacta ¢ MB [14,16]. Hcnonb3oBanwue
TUIMEPTOHUYECKOTO COJIEBOTO PacTBOpa, MO-BUAMMOMY, Oe3omacHo y miazaeHines ¢ MB [17].
Hcnonb3oBanue 60s1ee HU3KOM KOHIICHTpAIMK (PU3UO0IOTHYECKOTO PACTBOpA SBJISIETCS BApUAHTOM
YIyYIICHUS TEPEeHOCHMOCTH, HO HEJaBHUE JaHHBIE CBHJIETEIBCTBYIOT O Ooyiee BBICOKOM
3pPEKTUBHOCTH O-IPOLIEHTHOTO PACTBOpA MO CPABHEHHUIO C 3-TIPOLIEHTHBIM THIIEPTOHUYECKHM
pactBopoM [18]. Cyxoil NOpOLIOK MaHHUTOJA SBJISETCS AJIbTEPHATUBON T'MIIEPTOHUYECKOMY
pacTBopy, JAOCTYNHOH B HEKOTOpbIXx cTpaHax [19]. OOa mnpemapara MOTyT pa3apaxarhb
JbIXaTeIbHbIE IIyTH, IO3TOMY PEKOMEHYETCsl IEPBOHAYAIBLHOE TECTUPOBAHUE NIEPEHOCUMOCTH,
9acTO C MCIIOIb30BaHUEM OPOHXOIUTUYECKUX CPEACTB NEepe/l ICUCHUEM.

ITo nanusM uccnenosanus SIMPLIFY, y moneii ¢ MB, nonyyaromux Teparuto MOAyJIITopaMu
CFTR  nsnekcakadrop—re3akadrop—uBakadprop  (ETI), mpekpaimmeHue  MyKOAaKTUBHOU
MHTAJSIIIMOHHON TEpanmuy HE CBA3aHO C KPAaTKOBPEMEHHBIM yXyaileHueM (GyHkiuu jerkux [20].
BaxxHo, 4TOOBI MyKOaKTHBHAs Tepanus, BKIOYas JOpHA3y ajb(a U TMIepTOHHYECKUN pacTBOp,
ocTaBajlachk JocTynHoW mnst moneid ¢ MB Bo Bpems npuema ETI. Xora nanneie SIMPLIFY
00eCreYnBalOT YBEPEHHOCTh B KPAaTKOCPOUYHOM IMEPCIEeKTHUBE, HEOOXOIUMBI JIOTOIHUTEIILHBIC
JaHHbIE JJIs OLICHKH BIMSHUS NIPEKPAILEHUS TEPAIINU Ha JOJITOCPOYHBIE PE3YNIBTAThI, U B paMKax
HECKOJIBKUX TPOEKTOB HCCIENOBAaTed AaKTUBHO OLEHUBAIOT 310 [2]. [InutenbHOE
MOJI/Iep>KUBAlOIIee JICUeHHE AOPHA30i anb(a U (WIK) TUIEPTOHHYECKUM PAaCTBOPOM BaXKHO IS
Bcex Joaei ¢ MB, xoropeie He nomyuator Tepanuto Moxgyisitopamu CFTR. Komanas! nomomu
npu MB 10mkHBI paboTaTh COBMECTHO C JIOABMH, cTpajaromuMu MB, u Ux ceMbsiMu, 9TOOBI
ONpENEIUTh HamOojee NOAXONAIIMM pPEKUM MHTASIIMOHHOM MYKOAKTMBHOM — Tepanuu
(yrBepxxaenue 3).

2.3. Haoszop 3a ungexyusamu Ovixamenbuvix nymet
IDicynuan @opmon, Ilasen /[[pesunex, Muxens Ixkenenkamn

Hanzop 3a uH(pekuusMu IbIXaTeNbHbIX MyTeH MOMOTaeT BECTH JieueHue Jtoneit ¢ MB, maxe
€CJIM Y HUX HET COOTBETCTBYIOIIMX CHMITOMOB, YTOOBI OBICTPO ONpENeNATh HY>KHBIE METOJbI
spaauKanuy, (HOPMHUPOBATH CTPATETUH JICUCHUS XPOHMUECKOW OaKTepuanbHOM MH(EKIMU H
obecrieunBaTh HH(HOPMAIHIO JUTSI IPUHATUS Mep HHPEKIIMOHHOTO KOHTPoJs. bakTepuu, Bkiodas
HeTyOepkynesnbie Mukobakrepun (HTM), rpuObl 1 BUPYCBHl MOTYT CIIOCOOCTBOBATh Pa3BUTHIO
3aboseBaHui Terkux npu MB.

bakrepun, WASHTU(PHUUMPOBAHHBIE B MOKpPOTE, TECHO KOPPEIUPYIOT C OakTepusiMu,
BBISIBIICHHBIMH TIPH MPSIMOM OTOOpe Mpo0 M3 HIKHHUX JAbIXaTelIbHBIX MyTEH MOCPEICTBOM
OoponxoansBeonsipHoro naBaxka (BAJI) [21]. Mokpora (kak Mmoxy4eHHas MpsSiMbIM OTOOPOM, TaK U
MHIYIMPOBAaHHAs) OCTAETCs JIULIMM OOpaslioM sl Ha/J30pa 3a COCTOSHHEM dYenoBeka ¢ MB.
Mnuorue netu ¢ MB u Bce waie B3pocisle, nonydawomue tepanuto moxynaropamu CFTR, He
CIOCOOHBI K CIIOHTAaHHOMY OTXapKHBaHHUIO. [103TOMYy coxpaHseTcs 3HaYUMOCTh 0TOOpa mpod u3
POTOIIIOTKM (HampuUMep, Ma3zKa OTHENSEMOIo IyTEM OTKAILIMBAaHUS WM HENOCPEICTBEHHOIO
or6opa npo0 u3 pororoTky) [5]. [lanuenTsl ¢ paHee NPOIYKTUBHOW MOKpPOTOW BCE €IIe MOTYT



OTXapKUBaTh MOKPOTY paHO yTPOM, IMocie (QHU3NOTEpanud HIX BO BpeMs (U3NIECKUX
ynpaxkHeHui. JloimkHa ObITh OPraHU30BaHa BO3MOKHOCTH cOOpa YCIIOBHO-TTATOT€HHOM MOKPOTHI.
Heo6xonumMo y4uThIBaTh BIUSHHUE AUCTAaHIIMOHHOTO MOHUTOPHMHIA U 0TOOpa mpod Ha HaaA30p 3a
JBIXaTeNbHBIMU MTYTSIMHM, TOCKOJIBKY 3TH MOJEIHM OKa3aHHs IOMOINM CTaHOBSTCS Bce Oojee
pacnpoCTpaHEHHbIMH [2].

ITpoOb1 OTEISIEMOTO U3 IBIXaTENbHBIX MyTEH CleyeT MPOBEPATh Ha HATMUKE UH(PEKIUU MTPH
KaXJIOM MOCEIEHUH KIMHUKH W TpU KaKIOM OOOCTPEHHMH pPECIUPATOPHBIX 3a00JIeBaHUil.
[IpenmouTuTenbHBIM 00PA3IIOM SIBIISIETCS MOKPOTA, OTKAILIMBaeMas WIM HHAYUPOBaHHAas (TIOcie
IIPUMEHEHHS TMIIEPTOHUYECKOTO PacTBOPA, MPOLEAYpP MO OUUCTKE IbIXaTEJIbHBIX IMyTel U (WJIH)
¢u3nUeCcKNX ynpakKHEHHUH); B IPOTUBHOM ClIydae JI0IycKaeTcs 0TO0Op Mpod U3 pOTOIIOTKH (Ma30K
OTZAEIIIEMOT0 IIyTEM OTKAILIMBAHMsI, ACIUPALUs U3 POTONNIOTKH WJIM Ma30K U3 3€Ba) (YTBEPXKICHUE
4). UccnenoBanye MHIyLIMPOBAaHHON MOKPOTHI CIEAYET MPOBOJUTH HE PEXKE OJHOIO pas3a B rof y
mone ¢ MB, KoTopele HE MOT'YT OTXapKUBaTb MOKPOTY, JaXe €CIU Yy HUX HET CHUMIITOMOB
(yrBepxkaenue 5). Cnenyer pacCMOTPETh BO3MOXKHOCTH B3SATHSI IPOO M3 HIDKHUX JIBIXaTEeIbHBIX
nyTel mocpeacTBoM OponxoanbBeossipHoro naBaxka (BAJI) y momeit ¢ MB, y KoTOpbIX
COXPaHSIOTCS CHMIITOMBI, HECMOTPSl Ha TEparuio, Mofo0paHHYI0 COIIACHO YyBCTBUTEIBHOCTU
OaKTepHUaJIbHBIX KYJIBTYp, MOJYYCHHBIX W3 OTXapKHUBAEMOM WM WHAYLHPOBAHHOW MOKPOTHI
(yrBepxkaeHue 6). DT MOAXOABI UMEIOT BO3PACTAIOIIYI0 HHBA3UBHOCTb, M 110 MEPE €€ YBEIMUEHUS
MOBBIIIACTCS YYBCTBUTEIBHOCTh JUIS BBIABICHHA OaKTepUadbHOH WHQPEKIUN HIKHUX
IpIXaTenbHbIX myTei [22-26]. Ilpouenypa orGopa mpo0O W3 BEpXHHUX ABIXAaTEIbHBIX ITyTEH,
0COOEHHO U3 HOCOTJIOTKH, HETIPHUATHA JJIS MIIA/ICHIIEB U JICTEH.

VY nereit ¢ MB ot00p npo0 U3 HIDKHUX AbIXaTeabHBIX IMyTel uepe3 BAJI mpumepHo B aBa pasza
YyBCTBUTEJIbHEE JIUIsl BBISBICHHUS BO30YyIUTENs, YeM O0TOOp npob u3 portornoTku [22]. MHayKIHs
MOKPOTBI TIOCJIE PACIBIICHUS TUIIEPTOHUYECKOTO COJIEBOIO PAacTBOPA BO3MOXKHA Y OOJIBIIMHCTBA
nereil M obecrieurBaeT Oojiee BBICOKMH BBIXOJ MMATOT€HOB, Y€M COOTBETCTBYIOLIME MAa3KH
OTAEIIEMOT0 IpHU Kalie. Y MalMeHTOB ¢ CUMITOMAaMU MHIYKIUS MOKPOTHI dKkBUBaneHTHA BAJI
s uaeHtudukanuu natorena [26]. beuto mokazaHo, 4To MHAYKIMS MOKpOTHl u BAJI mns
obnapyxenuss HTM 6onee 3¢ dextuBHbI, ueM 0TO0p npod u3 porornoTku [27,28].

B cocrase komanabel nomouy npu MB mukpo6uonor, cnienuanusupytommiics B MB, nomken
y4acTBOBaTh B pa3paboTKe MECTHOH cTpareruu MH()EKIMOHHOTO KOHTPOJIS U HaJa30pa, JICUCHHS
aHTUOMOTHKAMHU M Pa3yMHOTO yripaBieHus. Ecian y komanasl momonm npu MB Het Bo3MOXkHOCTH
TECHO COTPYIHHUYATh CO CIELUATHCTOM-MHUKPOOMOIOrOM, Ba)KHO, YTOOBI MUKPOOHOJIOTHYECKHE
MCCIIEIOBAaHUS MTPOBOMINCH B COOTBETCTBUU C PEKOMEHIAMAMH, crienupuanbiMu a1 MB [29].
MuKpoOHOIOT JOJKEH MOATBEPHKIATh HHTEPIPETAIMIO PE3yIbTaTOB JUArHOCTHUECKUX TECTOB H
HaNpaBiIATh WHAMBHIAYyallbHYIO Tepanuio nanueHta [29-31]. Ilarorensl, B TOM 4ucIe
ObIcTpopacTylue MHKOOAKTepUH, JODKHBI OBITh WACHTU(QHUIMPOBAHBI B oOpa3max B
COOTBETCTBUHM C MEXAyHapoaHelMu cranaapramu. Mertoasl III[P v ananu3el Ha CHCTEMHbIE
aHTUTENIa OOBIYHO HE HCIOJIB3YIOTCS, HO MOTYT OBITh IIOJIE3HBI JJISi pPaHHEH JUAarHOCTUKU
WH(DEKIHA TbIXaTeIbHBIX MyTEH.

2.4. I[1o0x00vl k anmubuomuxomepanuu

Mapeapem Posengpenvo, Anan Cmum, /[picosannu Tauuwemmu, Knsp Yaiinpaiim



Nmerorcst  yOenuTenbHbIE JI0Ka3aTeIbCTBA B IOAJACPKKY IPOTOKOJIOB  3paJuKaIllH
CUHETHOWHOW TAaJIOUKH, BBISBICHHOHN IMPU MOCEBE PECHUPATOPHOU KyJBTYphI JTH000ro obOpasia
JbIXaTeIbHBIX MyTel (yTBEpXkAcHUE 7). Pa3yMHBIM ABISETCS yIPEKAAIOIMIMNA MOAXO0A K JIEUEHUIO
uHpekmii npu MB, BeI3bIBaeMbIX BO30YIUTENSIMHU, OTIMYHBIMA OT CHHETHOMHOM MalouKH, MpH
3TOM BBIOOP aHTHOMOTHKA OIPEEIISIETCS MECTHBIMH IPOTOKOJIAMH, TIEPEHOCUMOCTBIO MAIlUeHTa
u mobounsiMu dpdexkramu (yrBepkaeHue 8). Komanma momomu npu MB pomkHa TecHO
COTPYAHUYATh C MUKPOOHOJIOTUYECKUM OTAEJICHHUEM, 4TOOBI 00ECIIeUUTh TApreTHYIO TEeparuio,
NpaBUIbHOE TPUMEHEHHE AaHTUOMOTHKOB U COOTBETCTBYIOIIME CTpaTerMM Ha CIy4ai
nepeKkpecTHoi nHpekuuu (yreepxaeHue 9).

2.4.1. Ilpogpunaxmuxa

B pannux coobmenusix o0 MB onmceiBaeTcst THOWMHBIN OpoHXUT Ha hoHE Staphylococcus aureus
(3omotucroro  cragpuinokokka) [32]. Oro mpuBeno K PYTHHHOMY  HCIOJb30BAaHHUIO
AHTUCTA(HIOKOKKOBBIX AHTUOMOTHKOB [UIi NEpBUYHON mpoduiakTukd B neHtpax MB B
HEKOTOPBIX CTpaHax, HanpuMmep B BennkoOpuranuu. Ho 3Ta npakrtuka He Oblja 0OLUIEIPUHSTON B
OonpmmHCTBE Apyrux crpad, Bkiatodas CIIA. Cucremarndeckuii 0030p mokaszani, 4To B TEUCHUE
NEPBHIX 6 JIET JKU3HU aHTUCTA()UIOKOKKOBAas MPOQHIAKTHKA MPUBOIUT K YMEHBLICHHUIO YHCIIA
JIETEH, BBISBISIONINX PECIUPATOPHBIC M30MATH S. aureus [33] (Tabmuua 2). 3a TOT ke TEepUoN
HaOMIofanach HE3HauuTeNlbHAas TEHACHIUS K YBEJIMYCHUIO YHCIAa JAETeH, MOIy4aroIux
npopWIAaKTUKY, C OJHUM HJIM HECKOIbKMMM wu3onatamMu P aeruginosa. KpymHoe
nponosxkatoieecst MHoroneHTposoe uccneaoanue (CF START, ISRCTN18130649) onpenenur,
npeapacronaraet Jin npoduiaakTuka GIyKIOKCaIUUIMHOM K 0oJiee paHHeMY MHPULIUPOBaHHIO P,
aeruginosa v BusgeT 11 Ha MOJI. JlaHHBIX B MOJIb3Y MCIIOIB30BaHUS aHTUOHMOTHKOTIPO(DUIAKTUKH
apyrux Bo3Oynuteneit nudekunii npu MB Her.

2.4.2. Opaduxayus

OOHapyxeHHe Ha4yaJlbHOW OaKkTepuaJbHOM MH(MEKIUH ONpaBAbIBACT paHHEE JICYCHHE
aHTUOMOTHKAMU C LENbI0 dpajuKanuu Bo3Oyautene wHbekuuit npu MB. Her nannbIX
WCIBITAaHUH B TIOAJIEP)KKY paHHEH 3pauKallMOHHOMN Tepanuu S. aureus [44]. Uto kacaetcst MRSA,
OZHO HCCIEIOBaHUE TI0Ka3ajo, YTO AaKTUBHOE JICYCHHE B TeueHHe 28 IHEW MpPEeBOCXOAUT
HaOmofeHne 0e3 JIeYeHus, XOTs I0Ka3aTeIbCTBa IEMOHCTPUPOBAIHM HU3KYIO JOCTOBEPHOCTS [45].

[epBuunyto undexuo P. aeruginosa 4acTo MOKHO UCKOPEHUTH, €CITH Ha4YaTh JICUCHHE PaHo,
NPEANOYTUTEIHHO B T€UCHHE 4 He/leb NOCTe MOTYUYEeHHUs IEPBOTr0 MOJIKUTEIBHOTO pe3yinbTara
noceBa [37,46,47] (yrBepxkaenue 7). JlaHHBbIE KIMHUYECKUX HCCIEAOBAHUI MOATBEPKIAIOT
UCTIONIb30BaHKe pacTBopa ToOpamuiHa ans uHransauuii (PTU) B Tteuenne 28 nueid wnum 1o 3
MecseB HeOylnail3epHOro KOJMMCTHHA C MEepopaibHbIM muIpodunokcannuoMm [4,37,46,48]. Her
HUKaKHX J0Ka3aTelIbCTB B TOJb3Y KAKOTO-TUOO OJHOTO PEeKHMMa MO CpaBHEHUIO ¢ aApyrum [37].
BuyTpuBeHHbIe aHTHOMOTHKY HE OoJiee A3 PEKTUBHBI, YeM MHTAIIAIIUOHHOE JICUEHUE B COUETAaHUH
Cc mepopalbHbIM IUnpodiaokcamHoM [46]. Ilpemnaraercs MpOBOAUTH —IOCIEAYIOIIEEe
MHUKpOOHOJIOTHYECKOe HAOIMIoeHne B TeueHue 12 MecsleB [uis OLEHKU YCTOHYHMBOCTH
spagukauuu [37,46,49,50]. Dpangukauus P. aeruginosa MOXET 3aMeIUTh CHIDKCHHE (PYyHKIHH
nerkux [51].

XoTs paHHee BBISIBJICHUE OaKTepHalIbHBIX BO30yauTenel nudexuuit mpu MB B pecniupatopHoii
KyJBTYpe MOXKET OIpaBlIaTh dPaTUKAIMOHHYIO METOAMKY, JAaHHBIE MMEIOIIUXCS KIMHHUYECKUX



HCCIIEN0OBAHUN HE ITO3BOJISIOT PEKOMEH0BATh PAHHIOK 3PaJUKALMOHHYIO TEPAIUIO I JPYrUX

BO30ynuteneit npu MB, kpome P. aeruginosa [42,52].

Taoauna 2

[Tpodunaktuka, spaaukanus M TOAABICHHWE OCHOBHBIX BO30OymuTenedl uHpexnuii npu MB,

JAaHHBIE CUCTEMaTUIEeCKOT0 0030pa

[Mpodunaxruka OpaauKanus Cympeccust

S. aureus 3HaunTenbHO MeHbIIe aerell  OTcyTcTByeT Ectp CUCTEMATHYECCKUH
HMMEIOT OJWH WM HECKOJIIBKO CHCTEMAaTHIeCKUi 0030p 0030p, HO HET MOIXOIAMIUX
H30IATOB S. aureus 10 6 neT nccienoBanuii [34]
(33]

MRSA OtcyTcTByeT 3HAYUTETHHO MeHbpIie  OTCyTCTByeT

P, aeruginosa

Hety6epkymne3Hsie
MHKOOAKTepHU

B. cepacia

S. maltophilia

CHUCTEMaTHYECKUIT 0030p

B cucremarnueckom o0630pe
BaKIUH POTUB P. aeruginosa
HET [O0Ka3aTCIbCTB II0JIb3bI
[36]

OtcyTcTByeT
CHUCTEMaTHYECKUiT 0030p

OtcyTcTByeT

CHUCTEMaTHYECKUiT 0030p

OtcyTcTByeT
CHUCTEMaTHYECKUiT 0030p

mareHToB  umenn  MRSA
yepe3 28 1HEH aKTUBHOTO
neuenus. Her pasHus yepes
3 u 6 mecsres [35]
HeOGymaitzepras (*
riepopansHas)
aHTHOHMOTHKOTEpaIs
JIOCTHTAeT SpaUKAIIH
3HAQUUTEIBHO  dYame, 4YeM
OTCYTCTBHE JICICHHSI.
BuyTtpuseHHbIC
aHTHOMOTHKA  HE  JIaIloT
npenMymecTs [37]*

Ectb CHUCTEMAaTUUECKUH
0030p, HO HET MOIXOAAIINX
ncciepoBanmii [39] **

Ectb CHUCTEMAaTU4ECKUH
0030p, HO HET MOIXOAAIINX
nccienosanuii [40]

Ectp CHUCTEMAaTHYICCKUHA
0030p, HO HET MOIXOAAIINX
nccienoBanuii [42]

CHUCTEMaTHYECKUIT 0030p

JlnuTenpHas MHTAISIUOHHAS
aHTHOHOTHKOTEpaIs
yIaydImaeT (GyHKIHIO JIETKUX
u CHIDKAeT 9acTOTy
oboctpennii [38]

OtcyTcTByeT
CHUCTEMaTHYECKUIT 0030p

Hukaxunx JI0Ka3aTelIbCTB
II0JIB3BI B CHCTEMAaTHYCCKOM
0030pe (omHO moOAXOmsIIIEE
nccienosanne) [41]

Ectp CHCTEMaTHYICCKHUA
0030p, HO HET MOIXOAAIINX
nccienoBanuii [42]

Coxpamiennsi: MRSA — MeTUIIMIUTMHPE3UCTEHTHBIHN 30JI0TUCTHINA CTa(QUIOKOKK

m.1555A>G
HapYyLICHHUSIM CITyXa, BBI3BAHHBIM AMUHOTIIMKO3UAAMHU, U BCTPEYAETCS PEIKO B OOIIEH MOMYIISAILIUH.

*BapuaHT MUTOXOHIPUAIBHOTO TeHa YBEIUYMBAET BOCIPUUMYHUBOCTL K

ITo BO3MOXXHOCTH €T0 CieyeT IPOBEPUTH MEPE HauajaoM TEpalluy aMUHOIIMKO3u1amu [43].

**XoTs spaguKaIysl 4acTo MPEANPUHUMACTCS TaM, TJI€ MPHUCYTCTBYET JIETOYHOE 3a00JieBaHUE,
BbI3BanHOe HTM.

2.4.3. Cynpeccus

[Tocne monTBepxkacHUs XpoHWUYeckod wuHbeknuu P aeruginosa [53] eBpomeiickue u

AMCPUKAHCKUC PCKOMCH A npeaiararoT JJINTCIIBHOC JICYCHUC HHIraJIAIUOHHBIMH

AHTHCHHETHOWHBIMHU aHTHOUMOTHKamu [4,48]. Ob6a pykoBoacTBa pekomeHayioT PTU B xauecTBe
Tepanuy MepBoi JIMHUHU, TPOBOAUMON 28-THEBHBIMHU KypCcaMH ¢ 28-THEBHBIMU IEpEPbIBAMU, a B



Ka4eCTBE PEKOMEHIYEMOM aJIbTEPHATUBBl — Aa3TPEOHAM JIM3UH. EBpOIENcKUe peKOMEHIaluu
IIpEeJIaraloT UHIaasAUOHHBIM KOJUCTUH B KaUeCTBE JOMOIHUTENbHOU ansrepHaTuBbl PTH. Xora
U HE BKJIIOYCHHBIE B TEKyLIUE PEKOMEHIALUU II0 MEIULHMHCKOM IIOMOIIM, a’3pO30JIbHBIN
NeBO(IOKCAIMH W JIUIOCOMAJbHBI aMUKAIllMH OLEHUBAINCH B  PaHIOMU3UPOBAHHBIX
KoHTponupyembIx ucciaenoBanusx (PKUM) u moryr paccMarpuBarbCsi B Ka4eCTBE TEpaluu y
NAIMEeHTOB C CYOONTHMAaJbHBIM OTBETOM Ha HHTASALUOHHBIE AHTUOMOTHKU TEPBOU JIMHUH
[54,55]. VI3 uHransuMoHHBIX aHTHOMOTUKOB, HA3HAYAEMBIX [T CYIIPECCUBHOM Tepanuu npu MB,
PTU umeer camyio CHIIbHYIO JOKa3aTelbHYIO 0a3y: ynydlleHue (YyHKIHU JIETKUX U CHIKEHHE
yactoTsl ciydaeB OJIC ObLIO MPOAEMOHCTPUPOBAHO B HCCIICAOBAHMSX, MIPOBEACHHBIX O APHI
moxynsatopoB CFTR [38]. MHransaunoHHble MOPOLIKM aHTUOMOTUKOB MOTYT MPECTABIATH COO0M
croco0 MECTHOHM JI0CTaBKH, aJbTEPHATUBHBIN a3p030JIbHBIM aHTHOMOTHKaM [56]. Her Hukakux
JI0Ka3aTeNbCTB, KOTOpble MOIIM OBl CIYXHTb OCHOBAaHUEM IS MPUHATHS pEUIeHUH 00
spamukanuu P. aeruginosa Win CylipecCUBHOM Tepanuu y jaone ¢ MB, nomyyaromux tepamnuio
moxynsatopamu CFTR. JlaHHBIX HEZOCTAaTOYHO, YTOOBI PEKOMEHIOBATh CYINPECCUBHBIC
MHTaJSIIIMOHHbIC aHTUOMOTUKY B OTHOIICHUH JIPYTUX BO3OyauTenel nndexnuii mpu MB.

2.4.4. PacnosnagaHue u nedenue HemyOepKyIe3HbIX MUKOOAKMEPUATbHBIX 3A001e6AHUL JIe2KUX

KynerusupoBanne HTM u3 pecnupatopHbIx 00pa3ioB TpeOyeT crenuaabHOoi J1abopaTopHOit
uACHTUGUKAIMKU MUKpoopranu3ma [57]. Jlmarnoctuka 3aboneBanuit Jnerkux npu HTM
OCHOBBIBACTCSI Ha KIMHUYECKUX, PAJUOJIOTMYECKUX M MHUKPOOHMOIOTHUECKHUX KPHUTEPHSX, Kak
OMHCAaHO B MEXAYHapOOHBIX pykoBoiacTBax [58]. YV momeit ¢ MB 3T kputepuum Takxke
MIPUMEHSIOTCS, HO TpeOyroT npoBepku. [lnarnoctuka o0yciosieHHsix HTM 3aboneBanuii 1erkux
y moneit ¢ MB MoxeT ObITh CIOXHOW 3amaueil u3-3a cymiecTBylomero MB-00ycioBiIeHHOTo
3a00J1eBaHUs JIETKUX U OJHOBPEMEHHOM XPOHUYECKOW MH(EKIMH TUMUYHBIMU BO3OYIUTEISIMH
npu MB [59,60]. He pexe omgHoro pasa B roa cieayer Oparh MpoObl U3 JAbIXaTEIbHBIX ITyTeH
(MOKpOTa, WHAYIHMPOBAHHAs MOKPOTa WIM OpOHXOAJIbBEOJSPHBIA J1aBaX) MJs BBISABICHUS
HETyOepKyne3HbIXx MukoOakTepuir (yrBepxkaenue 10). Ilepen wauanom nedenus HTM
HACTOSITEIbHO PEKOMEHIyeTCsl IPOBECTH TECTUPOBAHNE HA YYBCTBUTEIBLHOCTD K JICKAPCTBEHHBIM
CpeAcTBaM, OCOOCHHO K MAaKpOJUAaM, MOCKOJIBbKY PE3UCTEHTHOCTh K MaKpoiuaaM (BKIIOYast
MHAYIHOCNBHYI0O PE3UCTEHTHOCTh K Makpoiunam rpynnsl HTM Mycobacterium abscessus)
cBsi3aHa C MeHee 3((EeKTUBHBIM KIUPEHCOM aHTHMUKpPOOHBIX mpemnaparoB [61]. Jleuenue
NpeIHAa3HAYeHO JJIsl MalMeHTOB ¢ npu3Hakamu BbIzBaHHOro HTM nerounoro 3aboneBaHus H
JOJDKHO TIPOBOJMTHCS HA OCHOBE PYKOBOIMIIMX TNPUHIMIIOB M C ONTUMHU3AIMEH Bcex
KJIMHUYECKUX ACIEKTOB, BKIIIOYAs OYHMILEHHUE JBIXaTeNbHBIX MyTeH, JICUeHHE APYTruxX MHQPEKIHA
nbixarenbHbIX myTel, Beaenue CFRD u koHTposb nuTtanus. JleueHue, He OCHOBaHHOE Ha IaHHBIX
KJIIMHUYECKUX HCCIIEJOBAHUMN, TOJKHO COOTBETCTBOBATH MEKIYHAPOJHBIM PEKOMEHIAIUAM [62]
Y BKJIIOYATH CIOXKHBIE KOMOWHAIIMK POTUBOMUKPOOHBIX IPENapaToB B TEYCHUE KaK MUHUMYM 12
MECSIEB MOCIE MEPBOTO0 OTPULIATETILHOTO pe3yJbTraTa MoceBa. DTU CIOKHBIE METOJbI JICUCHHS
MOTYT OBITh CBSI3aHBI C KPAaTKOCPOYHOM M JOJATOCPOYHON TOKCHYHOCTBIO. ISt CHIDKEHHS
TOKCHUYHOCTH PEKOMEHJIyeTCS TPOBOAWUTH TEPANECBTUUECKHIA JICKAPCTBEHHBI MOHHMTOPHHT,
OCOOCHHO TMpPHU BHYTPUBEHHOM NpPHMEHEHWH aMuKanuHa (Tabmuma 2) [58]. AOcopOmus u
(apMaKOKWHETHKAa aHTHOMOTUKOB MOTYT paznuyarbest y moneit ¢ MB [63]. TIpogomkaromeecs
uccnenoanue FORMaT (Finding the Optimal Regimen for M. abscessus, NCT04310930)
OTIPEICTUT JTYUIIHA PEKUM dpaaukanuu M. abscessus ¢ yCTOWIHUBOCTBIO K TOOOYHBIM 3 (heKTaM.



Jleuenune monynaropamu CFTR MoxeT cHU3UTB puck 3apakeHuss HTM u MOXeT chIrparh poib B
JICUEHUH, HO TEKYIIUE JTaHHbIE OTPaHUYEHBI [64].

2.5. Jleuenue obocmpeHull 1€204HbIX CUMNINOMO8
Hamanu Y>cm, /lon Canoepc, bappu [Inanm, Ilvep-Peowcu Bypoicens

OJIC — 310 mepuonuveckoe KIMHUYECKoe yxynuienne MB-o0ycnoBieHHOro 3aboseBaHus
JIETKUX, KOTOpOE OOBIYHO JieuaT MepopaibHbIMU WM BHYTPUBEHHBIMU aHTHONOTHKAMU [65]. XoT4
HE cyuiecTByeT comacoBaHHoro ompenenenusi, OJIC 0ObYHO ONHMCHIBAaeTCA Kak OCTpOE
KIMHUYECKOE YXYAIICHHE IO CPAaBHEHHIO C HCXOIHBIM YPOBHEM M (MJIM) OCTPOE CHIKEHHE
(YHKIMH JETKHX.

OJIC sBnsAOTCS OCHOBHOW NPUYMHOM 3a00JI€BA€MOCTH M MPOTPECCUpPOBAaHUS 3a00JIeBaHMS,
OpUBOIAIIEH K TOTepe (YHKIMHM JETKUX, YXYIIIEHHIO KayecTBa JKU3HH M COKPALICHUIO
BeDKHBaeMocTH [66—70]. B HemaBHux knumHHueckux wuccienoBanusx OJIC moutu mosioBHHA
YYaCTHHUKOB TIONy4Yajd NepopaibHble W (WIM) WHTAISALUOHHBIC AHTHOMOTHUKU 0 JICUYCHHS
BHYTPUBEHHBIMH aHTHOMOTHKaMH [65,67], a y 25-35 % y4acTHHKOB HE ylajJoCh BOCCTAHOBHUTD
UCXOMHYI0 GYHKIHIO Jjerkux [67,71]. Hekotopele BMemmarenbcTBa (HampuMmep, Tepanus
moxyistopom CFTR, cuctemarnyeckuii npueM a3uTpOMULIMHA, MYKOJIUTHKOB U MHTAJISILIMOHHBIX
aHTHOMOTHKOB 1pH P. aeruginosa) camxkaror yactoty OJIC [72].

Jleuenne OJIC o0bryHO TpeOyeT mepopaqbHOrO W (WJIM) BHYTPUBEHHOTO, a HMHOTAA H
WMHTAISIMOHHOTO BBeeHUs aHTHOnoTHKOB. [1pu OJIC, cBsizanHOM ¢ P. aeruginosa, pekoMeHIyeTcst
KOMOMHAIS ABYX WM Oojiee aHTUOMOTHKOB, OJHAKO JI0Ka3aTelbCcTBA OTCYTCTBYIOT. [Iporpamma
CTaHJAPTU3UPOBAHHOTO JieueHHs JieroyHslx oboctpenuit (STOP) mnpoBoauT KIMHUYECKHE
ucneitanus npu OJIC [65—67]. Onno xnmHMYeckoe uccnenoBanue STOP mokasano, uro Gonee
nnuTensHast (>14 qHeit) BHyTpUBEHHAst aHTHOMOTHKOTEpanus y B3pocibix ¢ MB He Obuia cBs3aHa
C yny4iieHueM (pyHKIMH JETKUX, BOCCTAHOBIIEHUEM CUMIITOMOB WM YBEJIHMUEHHEM ITPOMEKYTKA
mexay OJIC [66]. Takum oOpasom, pazymMHOW mponoipkutenbHocThio JedeHus OJIC mpu
BHYTpUBeHHOM JedeHun cumuraercs 10-14 nueil. Jleuenue OJIC wmoxer mnoTpeboBaTh
TOCHHUTAIN3AIMU 7151 BHYyTPUBEHHOTO BBEICHUS aHTHOMOTUKOB. B TOoM ke uccnenosanuu STOP
cpenHee ynyulieHne (QYHKIHMH JIETKHX ObLIO BbIIe y jdroneit ¢ MB, KoTopble Bce Bpems
HaXOAWJINCh B OOJBHHUIIE, MOJTyyasi BHYTPUBEHHYIO TEPANUIO0 aHTUOMOTHKAMH, 10 CPAaBHEHHIO C
TEMHU, KTO JICUUJICS UCKITIOUUTENIbHO oma [68].

NMerorcs HEKOTOpBIE OTpaHUYEHHBIE JOKA3aTEIbCTBA TOT0, YTO PAHHEE BBISIBIICHUE U JICUEHUE
OJIC wmoxer mpHBECTH K OOIIEMYy YAYYIIEHUIO 370pOBbs JIETKUX, HO HEOOXOIUMBI
JOTIOJTHUTENBHBIE WCCIEAOBAHMS JUIS BBISBICHUS M TPOBEPKHM OMOMApKepOB M PE3yNIbTaTOB,
co0OIIaeMbIX MaMEHTaMH, ISl BHEAPEHHsI 3TOM cTpareruu [73].

2.6. I'pubkosvle 3abonesanus nieekux npu MB
IDicuna Xowne, Kan-@unrunn bywapa, Kapcmen [llsapy

Aspergillus fumigatus n npyrue TpuObl OOBIYHO OMPEACISAIOTCS B MP0Oax M3 IbIXATEIbHBIX
myTeii netTeit u B3pocibix ¢ MB [74,75]. 3aboneBanust TETKUX, CBI3aHHBIE C aCTIEPTUILIC30M, TIPU
MB wMoryt nposiBISTBCS B BHIE KOJOHHM3ALMU Aspergillus, acmepruiie3HOro OpoOHXUTA,
ceHcubunu3anuu K Aspergillus, anneprudeckoro Oponxonerognoro acmnepruwuie3a (ABJIA) u
penko acnepruioMbl. CorliacOBaHHBIE JAUATHOCTHUYECKHUE KPUTEPUU CYIIECTBYIOT TOJIBKO JUIS



ABJIA [76,77]. Ans BoisiBeHust rpu6oB npu MB peKoMeHyI0TCSl MUKOJIOTHYECKUE MTUTATEIbHbIC
Cpenbl ¢ aHTUOMOTHKAMU, BKITIOUAs CEJICKTUBHYIO KYJIBTYypabHYIO Cpeny 1l Scedosporium, X0Ts
CTaHJAPTU3UPOBAHHBIE  MHUKOJOTMYECKHE  JIADOpAaTOpHBIE  MPOTOKOJIBI  HE  SBISAIOTCA
OOImIenpUHATEIMU.  JIJIs1  JAMAarHOCTHKM TPHOKOBOrO OpOHXMTAa HEOOXOIUMBI IOBTOPHBIE
IIOJIOKUTENIbHBIE KYJIBTYpHI [ 74,76].

PexomMeHmanuu 1Mo CKPUHUHTY JUIi Haa30pa TPHOKOBBIX MH(MEKUUH pa3IuyaloTcs B
3aBUCHUMOCTU OT pEruoHa M CTpaHbl, HO B CIydyasX KIWHUYECKOIO YXYIIIEHUS CIELYeT
paccMOTpeTh TPHUOKOBYIO KYJAbTYypy MOKpoThl miu >xuaxkoctu BAJL [77,78]. ABJIA saBnsercs
4acCTbIM OCJIOXKHEHUEM Yy Jrofer ¢ MB u Xapakrepusyercs KaluleM, CBUCTALIUM JBIXaHHUEM,
U3MEHEHUSIMU Ha pEeHTreHorpamme rpyaHod kiaeTkd wid KT M NOBBILIEHHBIM BBIACJIEHUEM
MOKpOTHI [79]. Exxeromusiii ckpunuHr oOmiero IgE B ChIBOpOTKE KpOBH pPEKOMEHIYETCS IS
MOHMTOPHHIA UCXOAHBIX ypoBHEH. Jlnarnoctuka ABJIA 0CHOBBIBAa€TCS Ha MOBBIILIEHHOM YPOBHE
obmero IgE (o6bruno 6onee 1000 ME/mi), a Takke BKIIOYAeT KOXKHbBIE MPOOBI HA AJJICPTeHBI,
BbIsIBIICHHE ChIBOpOTOuHBIX aHTuTen IgE m IgG, cnemmduunsix x Aspergillus, u KT [80,81].
Huarno3 ABJIA cnenyer paccmarpuBarh y NallUEHTOB C KIMHUUYECKUM YXYIILIEHUEM, Y KOTOPBIX
HET OTBETa Ha aHTuOMoTHKOTepanuto [77] (yrBepxkaeaue 11).

JUia mauuMeHToB, noaydaroumx Ttepanuiro MoxayiastopoM CFTR, y KOTOpbhIX 3aTpyaHEHO
OTXapKUBaHUE MOKPOTHI, OOHapy>KeHHE TPHUOKOB B PECITUPATOPHOM KYJIBTYpe MOXKET OBbITh Ooee
CJIO’KHOM 3aaauei [5].

ABJIA neuar nepopajibHBIMU KOPTUKOCTEPOHUIaMH C IPOTUBOTPUOKOBOI Tepanuei nim 6e3 Hee
[77,79], mMOCKOJIIBKY HET YCTAHOBJECHHBIX MOKA3aTEJIbCTB HCIOJIB30BAHUS MPOTHBOTPHOKOBOI
tepanui [82]. Tpuazoinsl, mpeaAnodYTUTENbHbIE TPOTUBOTPHOKOBBIE CPEACTBA AJIsl YyBCTBUTEIBHBIX
ITAMMOB, B3aUMOJICHCTBYIOT ¢ Tepanueit Moxyinsitopom CFTR, uro TpeGyeT KoppeKTUPOBKH O3B
MOJYNIATOpa. YBEIMUMBACTCS JOKaszaTelbHass 0a3za B MONICPKKY HCIONb30BaHMsA aHTU-IgE-
Tepanuu (oManu3ymad u apyrue OnorexHoJornueckue npenaparsl) 1 geuenuss ABJIA nmpu MB
Y COKpAIeHHs UCIIOJIb30BaHMs CTEpOuIoB [83,84].

BemyTcs criopel 0 KIMHUYECKOM 3HaU€HUM Aspergillus fumigatus n qpyrux rpuboB, TOMUMO
ABPA. HekoTopble faHHBIE CBUACTEILCTBYIOT O TOM, 4TO Aspergillus fumigatus MOXET UrpaTh
pons B mporpeccupoBaHun 3aboneBanus MB [85-87]. Mmerorcs cmalble aoKa3areinbcTBa
3pPEeKTUBHOCTH JieueHUs UHGEKIU Aspergillus fumigatus u Apyrux MULETHATBHBIX TPUOOB B
orcyrctBue ABJIA [78]. CoobmieHus o ciydasx 3a0oseBaHusl, OMyOJIMKOBaHHbIE B OCHOBHOM JI0
snoxu moayastopoB CFTR, cBHIETENbCTBYIOT O TOM, YTO MPOTHBOTPHOKOBBIC Iperaparsl
KIMHUYEeCKH 3 dexTuBHbl y moneil ¢ MB ¢ rpubkoBeiM OponxutoM u 6e3 mpusHakoB IgE-
orocpenoBaHHOTo 3a0oeBanms [8§8—90].

3. Cnenuduveckne npodaeMbl €O 310pOBbEM NMPHU MYKOBHCIHI03€
3.1. MB-obycnosnennulii caxapmuwiii ouabem
Ilumep Muoormon, Knap beppu, Anvbepmo bammeyyamu

TpaauunroHHO BceM oM ¢ MB ObUIO peKOMEHOBAHO €KETOMHO MPOXOAUTh CKPUHUHT Ha
CFRD c¢ nomomipio nepopaibHoro nitokozotonepanTHoro tecra (IITTI), nmauunas ¢ 10 mer
[91,92] (yrBepxnaenue 12). Bce Oonbmie neHTpoB mpoBoaat ckpuHuHrT Ha CFRD ¢ momombto



yacoBoro [ITTT [93,94] unu wenpepsiBHOro Monutopunra rmukemun (HMI') [95]. IToporossie
YPOBHHU ISl IUArHOCTUKH U JIEYEHUS B HACTOSIIIEE BPEMS HE YCTAHOBJIEHBI. [ TMKO3UIMPOBaHHBIN
remornio6un (HbAlc) He cnemyer ucnonb3oBaTh wu30iaMpoBaHHO it ckpuHuHra CFRD,
IIOCKOJIbKY OH SIBJISIETCSI MEHEE UYBCTBUTEIbHBIM MapKEPOM TOJIEPAHTHOCTH K INIIOKO3€ Y JIFOJEH ©
MB, uem npyrue Ouomapkepsl. Onnako HbAlc MOXeT MOMOYb OLEHHUTH IITMKEMUYECKHM
KOHTPOJIBb Yy Jronek ¢ MB, nony4aromux HHCYJIMHOTEpAIuIO.

Pexomennmanuu  [92] moppasymeBarOT Oojiee YACTBId CKPUHHHT TJIFOKO3BI HATOIIAK,
nocTnpanaranbHoi Troko3bl U (win) [ITTT npu Hanuauu cuMnToMoB AuabeTa u B CIASIYIONINX
KOHKpeTHBIX cueHapusax: OJIC, Hauano DIIOKOKOPTUKOMIHOM Tepanuy, SHTEPAJIbHOE 30HI0BOE
NUTaHue, OEPEMEHHOCTh U TPaHCIUIAHTAIUs OpraHoB. HapyllieHue TOIepaHTHOCTH K IITIOKO3€ Y
moneit ¢ MB tpebyeT TIaTeabHOro MOHUTOPUHTA, OCOOCHHO JUISl ONpeeNieHHsT HeOOXOAMMOCTH
MHCYJIIMHOTEPAIHH.

Jleuenne MB-00ycnoBineHHOTo uadera TpeOyeT MOMOILH PA3INYHbIX CHIEIIMAINCTOB, BKIIOYAs
Bpaveid, CrieluaIu3upyIonmxcs Ha quadeTe, 1 He0OXOMMO OKa3bIBaTh IMOJIEPIKKY YEIOBEKY C
MB wu3-3a 3Ha4UTEIBHOTO MCUXOJOTUYECKOTO BO3ACHCTBUSA 3TOr0 MuarHo3a (yreepxkaeHue 13).

WHcynuH sBnsieTcss pekoMeH0BaHHbIM cpenctBoM jeueHuss CFRD [91,92,96] (yrBepxnenue
14), HOo U1 HEKOTOPBIX Jtoel ¢ MB mpoGneMoit MOKeT OBITh WHCYJIMHOPE3UCTEHTHOCTh. Polb
JIpYyTrUX METOJOB JieueHHs auabera TpeOyeT nanbHEHmuX wucciaenoBanuii. OnTUMabHbIC
CTpaTerud WHCYJIMHOTEPAaNUH JOJDKHBI YPaBHOBEIIMBATh IMOTPEOHOCTh B MOAJCPXKAHUU
NPaBUIBHOTO THTAaHUS W (PU3MYECKUX YHPAKHEHUSAX M JOJDKHBI OBITh HampaBieHbl Ha
HOpMAaJIM3aL1I0 NINKEMHUH.

JIronu ¢ CFRD nomkHBI IPOXOAUTH COBMECTHBIN €KEKBapTaIbHBI OCMOTp y CIELUAIUCTA 110
nuabeTy ¥ Bpauel U3 KoMaH Ikl 110 yXoy mpu MB, Bkirouast mpeiocTaBieHre 00yueHHs 10 TOBOLY
nuabera v moaep KKy mutanus. HeoOxoanma ncuxonorudeckas nmoaaepxkka amns moxaeii ¢ CFRD,
0COOEHHO BO BpeMsI IOCTAHOBKH JIMArHO3a.

XOoTs NaHHBIE KIMHUYECKUX HCCIEJOBAaHUM, KOTOPbIE MO OBl OMpPEAECTUTh ONTHMAIBHYIO
ety st sroneil ¢ CFRD, oTCyTCTBYIOT, XOpOLIMI HYTPUTUBHBIM CTaTyC acCOLMHUPYETCS C
XOPOIIMMH KIMHUYECKUMHU ucxomamu [97]. Iuetndeckas mouaep:Kka A0KHA OBITh oAo0paHa
MHJUBHIyaJIbHO C YIIOPOM Ha KaueCTBO, KOJUYECTBO U BpEMs IIpUEMa IUIIU B 3aBUCUMOCTH OT
¢usnuecknx ynpaxxHeHHH u 1036l HHCynmMHA. Cremyer mnoompsats jroger ¢ CFRD
NPONODKEHUIO (U3UUECKUX YHPAXHEHUH M MPEeJOCTaBIsATh UM HH(OpMAIMIO O TOM, Kak
KOHTPOJINPOBATh TMIIOTIMKEMUIO U H30€raTh HEyMECTHBIX OTPAaHUYCHUN MUTAHUS IS YTy YIICHHS
TOJICPAHTHOCTH K IVIFOKO3€.

NmeroTcst HeKoTopble HaOnofaTeNnbHble JaHHbIE 0 TOM, 4To Teparnus moayistopamu CFTR
MOJKET BJIIMATH Ha METa0OIM3M TITIOKO3bI [98], HO HET HUKAKUX JTIOKa3aTelIbCTB TOTO, YTO TEPaIus
moxaynsatopamu CFTR oOpamraer Benath nuarHoctupoBaHHbIM auaber. Jlionsm ¢ CFRD wnm
HapylLIEHUEM TOJIEPAHTHOCTH K IVIIOKO3€, HaunHarouM tepanuto moayiasatopamu CFTR, cienyer
IIPOBOJUTDL PETYISPHBIE U3MEPEHHs YpOBHA NIOKO3bl win HMI' mns onTtumusanuu A03bl
MHCYJIUHA.

3.2. MB-o6ycnoénennoe 3abonesanue nevenu

Yu Ooti, Anopea I pamenwvs, Mukaenv Bunvwancku



[Ipu MB nHaGmiomaeTcst MMPOKUIA CHEKTp TenaroOmiIuapHbIX mnpossieHuid. Tsokernoe MB-
o0yclIOBIEHHOE 3a00JIeBaHUE TI€YEHH YacTO MpPOSBISAETCS TOPTAJbHOM THUIEPTEH3UEH.
Hcropruecku 3TO CYUTAIOCH BTOPUYHBIM 10 OTHOLIEHHUIO K 3aCTO0 XKEJIUU C IIPOrPECCUPYIOLLIUM
LHAPPO30OM IICYEHH U BO3MOKHOM IOPTAJIbHOM TUIEpTeH3ued. bonee mnos3nHue naHHBIC
CBHJIETEJILCTBYIOT O TOM, 4YTO OONMUTEpUpYIOIIas MNOpTajlbHAas BEHOMATHs, NPUBOIAIIASs K
HELUPPOTUYECKOW  TOPTAJIBHOM  TUIEPTEH3UHU, SBIAETCS  BaXHBIM  AJIbTEPHATHUBHBIM
naropusnonornueckuM mpormeccom [99]. Tsokensie MB-o0OycnoBneHHbIe 3a005IeBaHUST TIEUCHU
(CFLD) cBsi3anbl ¢ OoJiee TSKEIbIM TPY30M JICTOYHBIX M BHEJICTOYHBIX MPOSIBICHUH 3a00IeBaHUs
u yxyauenueM BepkuBaemoctu [100,101].

[Ipuznaku 3abosneBaHust meyeHW y Jronedl ¢ MB dacto He3aMeTHBI M HE TMPOSBISIOTCS
cumnromamu. Camble paHHUE NPU3HAKU BO3HHMKaroulero uiau ycraHosusiierocss CFLD moryt
IPOSBIATECS B BHUAE TeNaToOMeraJiud W (MiaM) CIUIEHOMETranuu (Mpu MajJbllalluy  WIN
BHU3yaJIM3alliM) U CTOMKOIO MOBBIIEHUS YPOBHS [IEYEHOUHBIX TpaHCAMUHA3 B KPOBU. Y JIIONIEH ¢
MB pexoMmeHyeTcsi pyTUHHAs POBEpKa Ha MpeaMeT 3a00eBaHUN TIEYSHH, BKITIOUas €KETOHbIC
aHanmu3bl KpoBU U peryisipoe Y3U (yTBepxnaenue 15). AHanu3bl KpOBU ISl OLICHKH (DYHKIIUU
IIEYCHU TOJKHBI IIPOBOAUTHC Y Jitofiel ¢ MB He peke 0qHOro pasa B rojl U BKJI0YaTh U3MEPEHUE
ypoBHs TpaHcamuHa3. Jltomu ¢ MB umeroT ecrecTBeHHblE KoneOaHUs YpOBHSI TpaHCAMHUHA3
neyeHu. [I0CTOSIHHO TOBBIIIEHHBIE YPOBHU TpaHcaMuHa3 (Oojiee ueM B 3 pasa MpeBBHIIIAOLINE
BEPXHIOIO TPAHUIly HOPMbI) U aHOMAaJbHble KIMHUYECKUE MaHHbIE TpeOyloT mpoBeaeHus Y3U
OpromHOM monoctd. PaHHee HampaBieHHWE K  TacTPOIHTEPOJIOTY HIM  TENaToliory,
cnienuanusupyrouiemycs B MB, 1ienecoo0pa3zHo AJisi BBISIBICHUS MTOPTAIBHOM TUIIEPTECH3UH U €€
OCIIOKHEHUH, MCKIIOUuEHUs] 3a00JieBaHM Ie4YeHH, HE CBsA3aHHBIX ¢ MB, u paccmorpenus
nanpHenmero jeudeHus (yrBepxaeHue 16). KnuHuueckas poyib HEMHBAa3UBHBIX MapKepOB
(HampuMep, CHIBOPOTOUHBIX 6uomapkepos [102], snactorpaduu [103]) B paHHel TuarHocTuke u
nocnenyomeM Habmoneann CFLD nposiBnsieTcs, HO ellle He MOTHOCThIO yCcTaHOBNIeHa. PaHHee
BBISIBJICHUE 3HAUUTEIBLHOIO IOPAKEHUs IIE€YEHU B JOILIKOJIBHOM BO3pAcCTe CBSI3aHO C TSKEIOU
dopmoit CFLD Bo B3pocnoii xuszau [104]. Jlrogeit ¢ CFLD cnemyer kak MOXHO paHbIe
HAIpaBIIATh B CIICLIMATM3UPOBAHHBIE LIEHTPHI I10 JISUSHUIO 3a00eBaHui eueHu. Boi0op BpemeHn
TPAHCIUIAHTALMU TI€YEHU SBISAETCSA CIIOKHBIM, U CIEAYET YUYUTHIBaTh HETAaTHMBHOE BIIMSHHE
TSDKEJIOro 3a00sieBaHMs MeUYeHH Ha Jerkue npu MB no cpaBHeHMIO ¢ QyHKIMEH neuyeHH, KOTopast
4acTo CTaOWIbHA U HE BIMSET HAa KAUECTBO KHU3HH.

o 25 % moneii ¢ MB, nonyuaronux tepanuto mopyiasatopamu CFTR, UMeroT noBBIIEHHBIN
YPOBEHb TpaHCaMMHA3 TedeHU. [loBbIlIeHHE OOBIYHO HECTOHMKOE M HEe MMEET KIMHUYECKOTO
3HaueHus. Koppekuus 103l moaynsatopoB CFTR pekomenyercs manyueHTaM ¢ NepcUCTUPYIOINUM
TPaHCaMUHHUTOM WJIM BhIpaKEHHBIM 3a0osieBanreM neuenu [2,105].

XKemurnokaMmeHHasi 0OJIE3Hb BCTPEUACTCS YACTO U OOBIYHO MPOTEKAET OECCUMITOMHO Y JIonei
¢ MB. bonb npu KeJTYHON KOJIMKE WM CUMIITOMBI, CBA3aHHBIE C KAMHSAMU B KEITYHOM IY3bIpPE,
JOJDKHBI CTaTh MPUYUHON mpoBeaeHus Y3 jkenuHOro my3bIpsl M TenaToOMINapHOTO TpakTa U
HanpasieHus k crneuuanucty [4]. Jlronu ¢ MB nonsep:keHbl pUCKY pa3BUTHs NAHKPEATHUTA,
0COOEHHO MPH COXPaHHOH (YHKLMHU MOKEITYI0UHOM JKeJIe3bl U ONPEIEICHHBIX BapUaHTaX reHa
CFTR [106,107]. Dror nmarHo3 cieqyeT y4uThIBaTb y Bcex Jwofaeil ¢ MB, y koropsix
HAOIIOaI0TCS OO B )KUBOTE.

3.3. MB-o6ycnognennoe 3abonesanue kocmeti



Anopea I pamenvs, I[unap Azesedo

Jo navana npumeHeHus moaynsatopoB CFTR 3aboneBanust kocteil ObLTH pacripoCTPaHEHBI Yy
monelt ¢ MB, ocobenHo y B3pocinbix [108]. B cucremarnueckom 0030pe MonoabIx Jironeit ¢ MB
(MemuaHa Bo3pacta 28 JeT) cooOMmanoch O pacmpoOCTPaHEHHOCTH octeomopo3a B 10-20 % u
ocreoneHun B 35-45% [109]. Ilepenomsl MO3BOHKOB (Yallle BCETO B TIPYAHOM OTAEIE
MO3BOHOYHMKA) HaOmomanmcs y 5-31 % B3pocasix ¢ MB [109]. C yuerom yBennueHHS
IIPOAOJKUTENBHOCTH )KM3HHU HACEIEHUs, cTpaaaromiero MB, cBsi3aHHbIE ¢ KOCTSMH OCIOKHEHHUS,
BEPOSITHO, CTAaHYT O0Jiee aKTyaJIbHBIMH.

Huskas munepanbHas miotTHocTh kocTHOM Tkanu (MIIKT), BeposiTHO, ABIIS€TCS pe3yabTaToM
HECKOJBKHX (PaKTOpOB, BKJIOYash HApYIICHWE BCACHIBAHUS KaJbLUs M BUTaMHMHA D,
HEIOCTAaTOYHOE MUTAHHUE, OTCYTCTBUE (PU3MUYECKON aKTUBHOCTH, XPOHHYECKOE BOCHAJICHHE
HU3KOH CTENEHU TAKECTH C YBEITUUEHUEM aKTUBHOCTH OCTEOKJIACTOB U BO3JIEHCTBUE NIPENAPaTOB,
OKa3bIBAIOIINX TOKCHUECKOE BinsHNE Ha KOCTH [ 110]. dakropsl pucka Huskoir MIIKT Bkiarouaror
Hu3kuil naaexc maceol tena (MMT), auskuit O®B1, creponHy0 Tepanuio, TMIIOIOHAAU3M U
nepesnioMel B anamHuese [108].

BrisiBnenne Huskoit MIIKT BaxxHO ansi MpoHIAKTUKH OCTEONOpOo3a, M CYIIECTBYIOIINE
PEKOMEH/IAINK YKA3bIBAIOT HA paHHUU CKpUHUHT cocTossiHus koctel [108, 110]. Mcnonb3oBanue
JIBYX9HEPreTUUYeCKO peHTreHoBckol abOcopOumomerpun ([IDPA) sBusercs  «305I0ThIM
CTaHJApPTOM» JII W3MEPEHHs] MHUHEPAIBHOTO CONIEp)KaHUsS KOCTeH M, Kak OBUIO TOKa3aHo,
MO3BOJISIET MPOTHO3MPOBATH PUCK IMEpesioMoB B Oonee crapiiem Bodpacte [111]. kama IDPA
Obula co3maHa JUIs JKEHIIMH B TOCTMeHomay3e 0e3 MB, u HeoOxomumbl nanbHEHIIHe
HCCIIEIOBAHMS ISl IOATBEPKICHUS €€ UCIOJb30BaHUs Y J€Te U MOJIOABIX Jitoaeit ¢ MB.

Ucxomnyro JIDPA crienyer mpoBoauTh BeeM JronsimM ¢ MB B Bo3pacte ot 8 j1et, 0coOeHHO mpu
BO3/ICHCTBHHM MEPEUHUCICHHBIX BhIIE (PakTOpoB pucka (yrBepxkacHue 17). YactoTa MOHUTOpUHTA
JOPA ompenensercss ucxogHbiM MokazareneMm [IDPA, kak peKOMEHI0BAaHO B MPEIbIIYIINX
pyxoBozctsax [108,110].

[Ipodunaktudeckoe jJeyeHHEe OCHOBAHO Ha J00aBICHHMU KalblMs M BUTaMHMHA D, a Takxke
ONTHMHU3ALIMM HYTPUTHBHOTO craryca W 310poBbs jerkux [108,110]. beuio nokazaHo, 4to
ouchocdonars yennuubaror MIIKT kak y B3pocnbix, Tak u y aereii ¢ MB [112]. Jleuenue
oucdocdonaramu CieayeT pacCMOTPETh, €CIU ONTUMAIbHOE MPOPIIAKTUYECKOE JICYCHHUE HE
npuBelno kK cHmwkennto MIIKT (yrBepxkaenue 18). Korna BMemaTenbcTBo TpeOyeT Crenuanb,HOTo
paccmoTpenust oueHkH JIOPA, 3HaUMTENBHOM OTEPU KOCTHOW Macchl Ipu nocienyromen JJOPA
u craryca TpaHciuianrara [110].

3.4. Kamnuu 6 noykax u opyeue npoonembl
Ouopro Ipetin, bappu Ilnanm

PacnipoctpaneHHOCTh 00pa3oBaHUs KaMHEH B moukax coctasiseT 4,6 % y mroneit ¢ MB [113].
VYipTpa3ByKOBOE HCCIIEIOBAHUE UCIIOIB30BATIOCh HanOoJee YacTo il AUarHOCTHKH. O4eBUIHBIX
pa3nuYMii B 3aBUCUMOCTH OT I10JIa HET, XMPYPTUYECKOe BMEIIATEeNbCTBO MOTpedoBasoch B 38 %
ciyyaeB. PerunuBel Obutn 3apeructpupoBansl B 43 % cimyyaeB [113]. Kamau B moukax oObIYHO
MOSIBJIAIOTCS B MTO3JHEM JIETCTBE U paHHEM B3pocioM Bo3pacte [114]. JIronu ¢ MB noasepxkeHsl
pucky B 2—4 pasa BeilIe, ueM Jroau 6e3 MB mno Bo3zpactam [115]. Kak u B o0mieit nomynsium,



nmoyeuHble KaMHU Tipu MB 00BIYHO COCTOST W3 Okcanara Kambius [116], uemy crmocobcTByeT
THIIEPOKCATYpUsl KaK CIEACTBUE BO3ACUCTBUS CHUCTEMHBIX AHTUOMOTHKOB M XPOHHUYECKOM
ManbabcopOruu [116]. Mepsl 1o mpeaoTBpanieHnio 00pa3oBaHusl KaMHEH B TOYKAX BKJIIOYAIOT
aziekBaTHYyI0 ruapatanuto. Komanasl nomouy npu MB 10/KHBI TPUHUMATh aKTUBHBIE MEPBI JJIs
MUHHMM3ALUN PUCKA TOPAXEHUs TMOYeK WM oO0pa3oBaHMs KaMHel y mioneit ¢ MB, Bkmodas
PEryJISIpHYIO OLIEHKY OCTpoii moueuHoit HenoctarounocTH (OITH) u xpoHndeckoit 60ne3Hn moyex
(XBII), MoauduKannio MOTEHIHATEHO HE(PPOTOKCUUHOTO JICUCHHs M 00eCIIedeHNE JOCTaTOUHON
THIpAaTalMy U IOCTATOYHOM 3aMECTUTEIBHOM Tepanuu rnpenaparaMmu (epMeHTOB MOKEITYI0UHOM
xene3bl (PERT) (yrBepxaenue 19).

Iloueynass HemoctarouHOCTh Npu MB BO3HHMKaeT B pe3ylbTare CHHXXECHHS CKOPOCTH
KITyOoukoBoi (uibrpanmu u (unu) TyOynonartuu [117]. OIIH y moneit ¢ MB o0bl4HO HOCHUT
BPEMEHHBIN XapaKTep U B IIEPBYIO OUYEPE/b BbI3BAHA TMIIOBOJIEMUEN, BTOPUYHOMN 110 OTHOILIEHUIO
K CENCHCY U TOKCUYHOCTH JIEKapCTB, 4TO BcTpedaercd B 110 pa3 wame y mroneit ¢ MB, uem B
obmeit momymstmu  [118,119]. C Bo3pactom y momeit ¢ MB XBII cranoButcs Oonee
pacnipoctpanenHoi. PacripoctpanenHocts XbBII 3 cragum (pacueTHas CKOPOCTh KIIyOOUKOBOM
Gunsrpamuu [CKD] < 60 Mir/mun/1,73 M?) yaBauBaeTcs ¢ KaxKIbIM J€CATHIETUEM XKU3HU Y JIFOIEH
¢ MB, nipu 3ToM pacnpocTpaHEHHOCTb B TeUeHHE roga coctasisieT 2,3 % [120]. dakTops! pucka
BKJIIOYAIOT TOXXMUJIOW BO3pacT, MAMA0ET, MPONODKUTEIBHOCTh XPOHHUYECKONW HHQEKIHH,
JUTUTENbHOE MPUMEHeHUe MOynpodeHa, TPAaHCIUIAHTALUIO U MPOAOIDKUTEILHOCTh TPUMEHEHHS
amMuHOIIMKo3u10B [ 121,122]. PacnpocTpaneHHOCTh nocTTpaHciianTaioHHoi XbII npebiiaer
50 % gepe3 5 neT nocine TpaHciaHTayy [ 123], 1 y HeKOTOPBIX MAalMEHTOB MOXKET MOTPEeOOBATHCS
TPaHCIUIAHTALUS TIOYKH.

[IpocThie aHAMM3BI CBIBOPOTOYHOTO KPEAaTMHWHA MOTYT ObITh HETOYHBIMU MPH MOHUTOPUHTE
3aboneBanuii mouek npu MB. Ilpu nogo3zpennn Ha XBII popmansusbiii Tect Ha CK®D (Hampumep,
paguousoronHbid Mmeton Ha ocHoBe DJITK wmu JITIIK) sBisiercst 6onee TOYHBIM M MOXKET OBITH
MpOBEJICH i omnpeneieHus: tepanuu [124]. ExxerogHslii CKpUHUHT JOJKEH BKJIIOYATh aHAIU3
Mouu Ha 0enok, onieHky CK® u n3mepenue aprepuanbHoro naBieHus. [Ipu KaxaoM mocemeHnn
KJIIMHUKU TAIUEHTy CJeAyeT M3MEpsATh apTepualbHOE JABICHHE, a y JIIOACH C HapylleHHEeM
(GYHKIMH TIOYEK B TEKYIIM MOMEHT WJIM B aHAMHE3€ CIIeJyeT claBaTh MOUy JJisg aHaJM3a Ha
6enok. CFRD moxet ycyryOuTh HapylieHne QyHKIHUU MOYEK, TOATOMY €T0 CIEIyeT BBIABISATH U
JICYUTH COOTBETCTBYIOIINM 00pa3zom [124].

Mepsl 110 3ammre GyHKIHUN MTOYEK COCPEIOTOYCHBI Ha 00ECIIEYCHNH aJeKBaTHOW THIpaTaIliy
U NIPOAYMaHHOM Ha3HA4eHMHM mpenaparoB. K HUM OTHOCATCS: TepaneBTUUECKUM JIEKAPCTBEHHBIN
MOHHUTOPHHT, PEKUMBI JO3UPOBAHHSI aMUHOTIMKO3UI0B OAMH pa3 B IeHb [46] (ToOpaMuIuH, a He
rearamuiivH) [ 118] 1 0TKa3 OT KOMOMHAIMK BHYTPUBEHHOTO aMUHOTTIMKO3H/ 1A U KoucTrHa [ 125].

3.5. Kuweunas Henpoxooumocmas
Onun Mynk, Mukaens Bunvuiancku

3amop ¥W CHHIPOM JUCTAIBHON WHTeCTHHANbHOW oOcTpykimu (CAUO) sBastoTcs
pacrpoCcTpaHeHHBIMU COIYTCTBYIOIIMMH 3a00JI€BAaHUSAMH, U BpayH, CHEIHATUIUPYIOIIUECS Ha
MB, 10JKHBI pEryisipHO IPOBEPSATH, UCIIBITHIBAIOT JIX 10U ¢ MB cUMIITOMBI, yKa3bIBaIOIIKME HA
i coctosiHusa (yrBepxkaeHue 20). Ompenenenuss CJJMO u 3anopa npu MB cneunduunsl u
MIO3BOJISIIOT MPOBECTH YETKOE pa3ivMyune MEKIY 3TUMHU JIByMsl IBIEHUSAMHU. 3anop y jaroaei ¢ MB



OMPEIEIISIOT 10 KOHKPETHBIM KpUTepusaM [126]: mocTeneHHOE Havyallo CHUYKEHUSI YaCTOThI CTyJia
U (UIM) yBeIWYeHWE KOHCUCTEHIIMH CTyJa B COUYETAHHH C OOJBbIO M (MJIM) B3IyTHEM KMBOTA H
CUMIITOMaMH, OOJieryaeMbIMH  CIAOUTENBbHBIMU  cpencTBamMu. Yacto KayioBas mpoOka
pacrpocTpaHseTcs MO BCeH TOJICTON KUIIKE, IPU 3TOM IpsAMasi KUIIKA 3aII0JTHEHA KaJIOM.

3amop — pacrpocTpaHeHHas mpobieMa, ¢ KOTOPOil CTaIKHBAETCs MOYTH MOJIOBUHA JIIONEH ¢
MB [126,127]. TlaroreHes, BeposiTHO, CBs3aH ¢ OCHOBHBIM Je(eKTOM TpaHcmopTa coneid MB ¢
HapylLIEHUEM TPaHCIIOPTa BOABI U JIEKTPOJIMTOB, YTO NPUBOAUT K CHWKEHHIO MEPUCTAIBTUKU
KuIieyHuka [128] v TUnKoi cau3u B COUYETAaHUM C BOCIAJICHUEM KMILIEYHUKA JIETKOM CTETIEeHU U
aHOMaJbHOW MHUKpoOMOTOW kwumieuHuka [129]. B orcyrcTBue Hay4HO OOOCHOBaHHBIX
BMEUIATEIbCTB JIEYEHHE OTPAKAET IEPEOBYI0 IPAKTHKY. 3arop JIEYUTCS IEepOpaIbHbIMU
ClIaOUTENbHBIMU CPEACTBAaMHU (HampuMep, MOIMATWICHIHMKoIeM) [126] B coderaHun
M3MEHEHUSMHU 00pasa >KU3HM, MHIUBUAYAJbHO MOAOOpPAaHHBIMH Ul NPAaBWIBHOM THApaTaIiH,
NPaBUJIBHOTO CTYJIa, COOTBETCTBYIOLIETO MOTPEOIeHUs conu, npaBuibHON 103upoBKH PERT u
¢u3nUecKoil aKTUBHOCTH.

CANO ynukanen s mronedt ¢ MB u BapbupyeTcss OT HENOJHOW A0 IOJIHOM KHILEYHOHN
HernpoxoaumocTtu. Henonueiit CIMO uMeer kOpOTKUN aHAMHE3, B TEUEHHUE HECKOJIBKUX JTHEU
COIPOBOXAaeTcsl Oonpl0 M (WIKM) B3AYTHEM JKHUBOTA, YacTO C (EKaIbHBIMM MacCaMH,
NaJbIUPYEMbIMHA B 00JIaCTH MJICOLEKATIBHOTO OTAea 0e3 MPU3HAKOB IOJIHOW HETPOXOJUMOCTH.
[TomurocThio 00cTpykTUBHBI CIMO MOXET OBICTPO TPOSBIATHCS KEIYHOW PBOTOW U (KIJIH)
YPOBHSIMU PaJMOJIOTMYECKOM JKUJIKOCTH HAa pEHTreHorpamme OpromrHoi monoctu [126]. Onare
e, NATOreHe3 OTpa)kaeT HapylIeHHWE TPAaHCIOPTa BOABI M AJIEKTPOJIUTOB, CBA3aHHOe ¢ MB,
MIOTEPI0 CEKPELMM COJIEH JKETYHBIX KHCJIOT B TEPMHUHAJIBHOM OTAENIE NOAB3OLIHOW KMILIKH U
HapylIeHHe MOTOPUKU H3-3a ManbadbcopOiuu sxupa [130]. dakropsl pucka snuzonos CAMNO
BKJTIOYAIOT TspKenbl reHoTun CFTR, HenoCTaTOYHOCTh MOKENTYI0UHOM Kelle3bl, MEKOHUEBYIO
HEMPOXOIUMOCTh B aHAMHE3€, TUIOXO KOHTPOJIUPYEMYIO MalbaObCOpOIMIO KUPOB, MPEIbITYITHHA
snuzon CANO, Tpancmnantanuio opranoB, CFRD u o6e3BoxuBanue [130]. PacipocTpaneHHOCTD
konebnercst ot 5 mo 12 smuzonoB Ha 1000 mamuentoB B rox [126,131] u onuHakoBa y aerel u
B3pocibIX [132]. B HEKOTOPBIX Cilydasix MOTYT HAaOIOAThC MEHEE XapaKTEepPHbIE CUMIITOMBI WITH
aTUNU4YHas peHTreHorpadus, U i ycraHosiaeHus auartoza C/IUO Ttpelyercs TimarenbHOE
oOcnenoBanue. [Ipyrue Xupypruieckie COCTOSHUS ¢ aHAJOTMYHON KapTHHOM BKITIOUAIOT abcriecc
anrneHAuKca WIM MyKollelle, MHBarMHALMIO, CIIAKK MM 3aBOPOT KUIIEYHMKA, Oone3Hb Kpona,
TSDKEJIBIN 3a10p U pakK >KeIyI04YHO-KUIIEYHOIO TPAKTa.

XOTsl JaHHBbIE KIMHMYECKUX HMCCIEAOBAHUN OTCYTCTBYIOT, CYLIECTBYIOT PEKOMEHJIALMU I10
neuenuto CJINO [130,133—-135]. Henonnslit HeoOcTpykTrBHBIA C/INO pa3periaercs ¢ moMoIso
COOTBETCTBYIOIIEH MepOPaTbHON THAPATALINH U TPUMEHEHHS CTAOUTENBHBIX CPECTB (HaIIpUMep,
MIOJIMATUIICHITIMKOJIS) C UCIIOJI30BAaHUEM IIpenapaTa ¢ U300CMOTUYECKON BOAOH U AIEKTPOJIUTAMU
WIH, aJbTEPHATUBHO, MEPOPAILHO PA3BEIACHHOTO CIAaOUTENBHOTO OUAaTpHU30aTa METIIOMHHA
Harpust (I'actporpadua®). IIpu momHom CJIMO pexkomMeHIyeTCs TOCHUTATU3AIMS C OTIBIXOM
KUIIEYHHUKA, HA30TacTpajIbHOM acnupanueil, BHyTPUBEHHOM peruaparanueii, 00e30011BaHIEM H
npoMbIBaHHEM pazbaBiieHHBIM [acTporpaguHoM®. IT0 MOXXHO MOBTOPUTH MO MEIUIIMHCKHM
HaOTI0ZICHNEM, TTOCKOJIBKY 3TO MOXKET BBI3BaTh 3HAUUTEIBHBIN A(PPEKT epeMereH st KU IKOCTEH.
B 11 % cayuyaeB momHoro obcrpyktuBHoro CHAMO MenukaMeHTO3HOE JICUCHHE OKa3bIBACTCS
0e3yCrenIHbpIM, a HECBOCBPEMEHHOE OKa3aHHEe MEIUIMHCKOM IOMOIIM SIBISETCA (aKTOpOM,
MpeApacIoNiaralolliuM K XUpPyprudeckoMmy BMmemaTenbcTBy [132]. B oTaenbHbIX ciiydasix, He



MOAJAOIINUXCS  MEAMKAMEHTO3HOMY  JICUCHMIO, IOTEHLHAIBHBIM  IIOAXONOM  SIBJISAETCSA
KOJIOHOCKOMHSA ¢ JocTaBkoi ['acTporpaduna® B ciemyio KUIIKY WM UPPUTALUS TOJICTON KUIIKH.
XUpypruueckoe BMEIIATENIbCTBO TPeOyeTcs MpU CTOWKOW HEMPOXOAMMOCTH MM TpPU3HAKaX
nepdopany KUIIEYHUKA, HECMOTPS Ha COOTBETCTBYIOIEE MEAMIMHCKOe JedeHue. Jluma,
ckiaoHHble kK CIIMO, kak npaBuiio, MOABEPIrarOTCsl PUCKY MOBTOPHBIX SMU300B. DTUM JIHOIAM
Tpebyercs monaepxkuBatoiias tepanus ¢ aaekBaTHbiM PERT, rumparanueid U cnaOUTensHBIME
cpeactBaMH  (TIPEANOYTUTENBHO  OCMOTHYECKUMH  CIHAOUTENbHBIMH,  TaKUMH  Kak
TOTMATUIICHTINKOIB) [133].

3.6. Pannee svisgnenue paxka
Llapnomma 200u, Anopea I pamenvs

[ToBeIIEeHHAs YacTOTa 3JI0KAYECTBEHHBIX HOBOOOpa3oBaHwmii y srofieit ¢ MB mo cpaBHEeHHIO cO
3m0poBbIM HaceneHueM [136—138] npeamonaraet, uro ocHOBHOM nedekt MB MoxkeT BBI3BIBATH
MIOBBIIIEHHBIN PUCK paKa, XOTs BOCHAJIEHUE, AMETHUYECKHE (PaKTOPbI WM APYTHE COMYTCTBYIOLIHE
3a00J1eBaHus TaKXKe MOTYT ObITh akTopamu [137]. Puck paka emie O60sblie yBeIUYUBACTCS MIPH
HCIIOJb30BaHUM HMMMYHOCYIIPECCUBHOM TEpalMu IOCJIE TPAaHCIUIAHTALMA IAapeHXUMAaTO3HBIX
opraHoB [136]. JlaHHbIe perucrpa MOATBEP)KIAIOT INOBBILIEHHBI YPOBEHb 3JI0KAU€CTBEHHBIX
HOBOOOPA30BaHMI JKEITyAOUHO-KUIIEYHOTO TPAKTA, TOYEK, ITUTOBUIHON JKEJIE3bl, SIMUEK, KOXKH H
kpoBHu y moneit ¢ MB [136-139]. Pak >keHCKHX pelnpOAyKTHBHBIX OpPraHOB M pPaK MOJOYHOMN
KeJe3pl TaKkKe MOryT OBITh 0OoJee pacnpoCTpaHEHHBIMH, HO HEOOXOAMMBI JajbHEHIINe
uccnenoanus [ 140]. 3aboneBaeMoCTh pakoM BhImIe y xeHmuH [137,140].

KonopekranbHblii pak — 3TO pak, s KOTOPOTrOo HUMEIOTCS Haubonee yOeauTelnbHbIC
JI0Ka3aTeIbCTBa B OTHOIIEHUU Jitoael ¢ MB. Puck konopekranbHoro paka yseianueH B 5—10 pas (B
25-30 pa3 nmocne TpaHcmiantaiuu) [136—138] ¢ Oonee panHuM HavanmoMm y Jroaei ¢ MB mo
CPaBHEHHIO O 310poBbIM HaceneHueM [ 136]. Koncencycuelie pekomennanuu CIIIA pexkomennyor
HAuMHaTh MPOBEICHUE CKPUHUHIOBOW KOJIOHOCKOnMHM B Bo3pacte 40 ser y nun ¢ MB, He
MIEPEHECIINX TpaHCIIAHTalMio, U B Bo3pacte 30 JeT y JMl, NEepEeHECHIMX TPAHCIUIAHTALUIO
(yrBepxxkaenue 21). IToBTOpHBIN CKPUHMHI ClI€AyeT NPOBOAUTH uepe3 S5 JEeT, a eciad INpu
MIEPBUYHOM OCMOTpE ObLITH 00HAPY>KEHBI MTOJHIIBI, TO 3TOT CPOK cOKparaetcs A0 3 jet [136]. [ns
3G (deKTUBHON BU3yalnu3allid TIOJHWIIOB TMPH KOJOHOCKOIMHM HEOOXOIMMa KauyeCTBEHHAas
MOATOTOBKA KuIeyHuKa [ 136]. /1y nocTHKeHHs aleKBaTHBIX Pe3yIbTaTOB MOXKET OTPeOOBaThCA
MOATOTOBKA KHUILIEUHUKA, criennuunas s MB [136]. Menee nHBa3uBHbBIE METObI CKPHHHHTA,
BKJTIo4as uMMyHoxuMmudeckuil ananu3 kana (FIT, or anm. Faecal Immunochemical Testing) nim
KT-konoHockonuio, MOTyT ObITh Oojee mnpuemiieMbIMd s Jroneit ¢ MB, HO Tpelyror
nanbHEeHIe oneHku B 3Tol rpyire Hacenenus [136] (yrBepxkaenue 22). Ananuz FIT sBnsercs
HanOonee HKOHOMHYECKH J(PQPEKTUBHBIM HHCTPYMEHTOM CKPUHUHIa, HO HEOOXOAWMBI
JOTIOJTHUTENbHBIE JOKA3aTeIbCTBA IS ONPEACTICHHUS €0 POJIU B OyAyIIHUX CTPATETUSX CKPUHUHTA

[136,141].

Ha ceronHsuiHuii 1eHp HE CYIIECTBYET PYKOBOJCTBA M0 CKPUHUHTY JAPYTUX 3JI0KaU€CTBEHHBIX
HOBOOOpa3oBaHuii, crneunpuuynoro migs MB, HO momsim ¢ MB pekoMeHayeTcs aKTUBHO
y4acTBOBaTh B MECTHBIX, BO3PACTHBIX M CHIEIM(PHUUECKUX i 3a001eBaHus ckpuHUHTaxX [136].



4. Ilonaep:KKa NCUXHYECKOT0 M IMOLMOHAJIBHOTO 0JIArONOTy YU
D00ou Jlanoay, /rcoanna I'apoexu, [lasna Xookosa
4.1. YuuxanvHnvle pucku, ¢ KOmopvimu cmankugaromes 1oou ¢ MB u ux cemvu

XKuznennbii nyts npu MB TpeOyeT yMCTBEHHOW UM 3MOIMOHAJIBHOW aJanTalld K
NICUXOCOIMATIBHBIM M (U3UUECKUM TPYyAHOCTSIM. K HHUM OTHOCATCS cepbe3Hble HpOOIEeMBI
MICUXHUYECKOTO 3710pPOBBS, CBA3aHHBIE C TUATHOCTUKON, 0COOCHHO KOTJIa OHA HEOXKHJIaHHA, KaK 3TO
gyacTo ObIBAaET MOCIE HEOHATAILHOTO CKPUHUHTAa HOBOPOXKIEHHBIX [142—-144]. [Ipyrue (GaxkTopsl,
BIMAIONIME Ha OJaromoiydue, BKJIIOYAIOT OoJiee BBICOKYIO PaclpOCTPAaHEHHOCTb TPEBOTH H
nenpeccun [145,146], 06eCIOKOCHHOCTh TIO TMOBOMY KadecTBa >ku3HU [147,148], mocTtossHHBIE
TPYAHOCTH C COONIONEHUEM TshKeNlol Harpy3ku jedeHus [149,150] u amantanmeil Kk HOBBIM
nekapcTtBaM (TakuM kKak Tepanusi mopymstopamu CFTR) [105,151], a Takke ajmantauuio K
W3MEHEHUSIM B KHU3HHU, CBA3aHHBIMU C Oonesnpio [152]. Jlromu ¢ MB u ux ceMbu MOTYT
UCTBITHIBATh TPYJHOCTH C BBHITIOJTHEHUEM MOBCEIHEBHBIX 3a1ad Ha ¢poHe MB [153]. [Tonnepikka
norpeOHocTel moael ¢ MB B 06:1acTi ICUXUYECKOTO 3/J0POBbs TPeOyeT CrieualbHOTO BHUMAaHHS
Y HaBBIKOB BCel komMaH bl oMoty npu MB [154].

4.2. Hcnonv306anue uHCmMpyMenmos CKpuHuHea npooiem nCuxuiecko2o 300posbs

BrisiBrieHue npo0ieM MCUXUYECKOTO 310POBbsI MOCPEACTBOM DPETYISPHOIO CKPUHHUHTA J1AeT
BO3MOYKHOCTb PAHHETO BMEIIATENIbCTBA M YIYYIIEHHS HCXOAOB Ha IMPOTSHKEHHWU BCEH KU3HU
[142,155]. JlonmonHUTENbHBI CKPUHUHI IICUXUYECKOTO 37I0POBbSI 10 M BO BpEMs Tepalnuu
moxyisitopom CFTR MokeT BBIABUTH JIIOEH, KOTOPBIE MOABEPKEHBI PUCKY ACMNPECCUU WU
TPEBOT'H WJIH YKe cTpagatoT oT HuX [105]. MHCTpyMEHTBI CKpUHMHTa MOTYT BBISIBUTB PSIII TPOOIIEM
MICUXHUYECKOTO 3/I0POBbsI M TICHUXOCOLMUANBHBIX (DakTOpoB pucka. CKPHHUHT MOXKET BKJIIOYAaTh
MHCTPYMEHTH ~caMOOTueTa W HHGOpMALMIO  pPONUTENeH/yuuTeneld, a TakkKe MOXKeT
HCTIOJIb30BaThCs B KAUECTBE BMEIIATEIILCTBA IS IPU3HAHUS, BBISIBJICHUS U YCTPAaHEHHS MTPOoOIeM
C TNcUxXu4eckuMm 3a0poBbeM [143,156,157]. OnHako CKPUHUHT HE SIBJISETCS OKOHYATEJIbHBIM
JMarHo30M U HE SBIISIETCS CTpaTeruel, 3aMEeHSIOIIEH KIIIOUEBYIO pOJIb IICUXOJIOTa B KOMaHJE
oMoty mpu MB.

CymiecTByeT MHOKECTBO O€CIIaTHBIX MHCTPYMEHTOB CKPHUHUHIA, JOCTYIHBIX Ha Pa3HBIX
A3bIKax (momnonHuTenpHas Tabnumna 3) [158]. DTu HHCTPYMEHTHI OLICHKH IICUXUYECKOTO 3/I0POBbS
UCTIONB3YIOTCSl Al CKPUHMHTA, YTOOBI BBISIBUTH cpenu jrofe ¢ MB Tex, KTo Hykaaercs B
YCUJIEHHOW NCUXOJIOrMYecKoil noaaepxke. OHM OLIEHUBAIOT pa3jNyHbIE CBOMCTBA U YyBCTBA, HO
BCE OHM OO0JAJAIOT IMPEBOCXOJHBIMH TCHUXOMETPHUYECKMMHU CBOIMCTBaMH, a TaKXe HMX JIETKO
IIPUMEHSITH U OLICHUBATD.

4.3. Ponw ncuxonoza

[cuxonor KOMITJIEKCHO pabOoTaeT co BCEMH WICHAMHU CEMbH JUISl TOJEPKAHUS ICUXUIECKOTO
37I0pPOBbSl M KayecTBa KHM3HHM IOCPEACTBOM NPOCBEIIEHUs, MPOPMIAKTUKY, CKPUHUHTA H
BMematenbeTBa [155] (yrBepxaenue 23). KimoueBble 3a1a4u BKIIOYAIOT MOAAECPKKY MPOLECCOB
amanranuu  [105,151] u moMomp B OCTHKEHWM OanmaHca Mexay JedenueM MB u
«HOPMAJIbHBIMUY JKU3HEHHBIMH moTpebHOoCcTsIMU [154,159,160]. IlcuxocouuanbHas MOMOIIb
HeoOXoMMa Ha PeUIalolIuX dTanax (Harmpumep, MOCTaHOBKA JMArHO3a, IMEPEeXOIHBIA MEepuo)
[144] u npu o6mux mpodieMax Ha MPOTSHKEHUH BCEH KU3HU (HampuMep, CoONIoIeHUE pekuma



JIeUEHUs, TPEBOra B CBSA3M C MpoIeaypaMud u Ooprda ¢ HeompeneneHHOCThI0). I[Ipobmemsr
IICUXUYECKOTO 3J0pPOBbs MOTYT CTarb CEPbE3HBIMU JUII HEKOTOpBIX Jioged ¢ MB, u
COTPYIHHUYECTBO CO CIYXO0OH TICHXMATPUYECKON TIMOMOIMU JIOJDKHO CTaTh OMOPOW st
TEepaneBTUYECKUX BMEILIATENILCTB.

IIcuxomor TeCHO COTPYAHHUYAET CO BCEM KOMaHA0M oMoy npu MB u ykperuisser noHumMaHue
MICUXOJIOTUYECKUX acleKTOB 3a0oseBanust [ 105], 4ToObl pa3BUBaTh HABBIKM OPHEHTUPOBAHHOTO HA
NalyeHTa OOLIEHHs, paclIUpsITh BO3MOXXHOCTH TalMeHTa W (OPMHUPOBATH OTHOLICHHS
coTpyxHudecTBa B komasje [151,160].

5. Korjaa ku3Hb CTAHOBUTCSH CJI0KHOM
5.1. Ilooodeparcka so3pocuiux nompebHocmell 8 1edeHuu
Knemanc Mapmuwn, lapnu 300u, Kaxnun Jloyoon
5.1.1. Ilooodepoicka crodicHblx nompebHOCmell 8 yxooe u bpemeHU leueHus

ITo mepe mporpeccupoBanus 3aboneBanus oA ¢ MB yacto crankuBaroTcsi co Bce Oosee
CIIO)KHBIMH U OOpeMEHHWTENbHBIMH cxemamu JieueHus [161]. bamanc mexnay ontumuzanuei
KJIMHUYECKUX PE3yJbTaToOB, KaueCTBOM JKHU3HU, CUMIITOMaMU U BOCIPHHHMAaeMbIM OpeMeHeM
JIOJDKEH CII0COOCTBOBATH COBMECTHOMY MIPUHATHIO pelieHH oapMu ¢ MB 1 koMaH 10 ToMOIIH
npu MB [150]. Eguwsbplii monmxonm, BBIABISIONUN HEYJIOBICTBOPCHHBIE IMOTPEOHOCTH,
(GU3MOTIOTHYECKUE M TICUXOJOTMYECKUE MPOOJIEMBI, CIIOCOOCTBYET COBMECTHOMY IPHHSATHIO
pemieHnit ¥ oOyeryaeT NpeABApUTEIbHOE IUIAHWPOBAHME METUIMHCKONW momomm [162]
(yTBepxnenue 24). MoxeT noTpe0oBaThCsl yCUIICHHAs MOIEPIKKa MAIIMEHTY I0Ma U B OOJIBHUIIE.

Crparerun TpeofONEHUS TPYAHOCTEH BIUSAIOT Ha COOMIOACHHE pPEXUMA JICUCHHS,
BBDKHBAEMOCTh U CIIOCOOHOCTH TIPOXOAUTH CIOXKHBIE cXeMbl JeueHus [163]. [IcuxoconmansHas
MOJJIEP’)KKA MOXKET MOMOYb JIFOISAM CIIPABUTHCS CO CIOKHBIMU TOTPEOHOCTSIMH B YXOIE, HO
HE0OXOMMBI JallbHEHIIINE UCCICOBAHMS TSl ONTHMH3AIMN BMemarensCTB [164]. UHTerpamus
CHEIMAIMCTOB MAJUTMATUBHON MENUIMHBI M OOydeHHe KoMaH] momomu npu MB momoraer
YIYYIIUTh TOAEPKKY JIOICH co cI0KHBIMU oTpedHOCTsIME 1Tpr MB [165,166].

5.1.2. I[looodepoicanue HympumuerHo2o cmamyca U ONMUMU3AYUS HYMPUMUBHOL NOOOEPAHCKU

[Tomoms B mutaHuu TpedyeT 4acToW ONEHKH M MOAM(UKALUHU MO Mepe MPOrpecCUpOBaHHS
3aboneBanus [167,168]. OnTumanbHblii HyTPUTHBHBIN CTAaTyC CBS3aH C YAy4lIEHHEM KadecTBa
XKU3HU, (DYHKIUU JETKUX H Oojee MpOMOJDKUTENLHON BbDKMBaeMOCThio [168]. HyrputuBHas
MOZIIEP’KKA MOXKET IMOTPeOOBATHCS B TEUEHHUE JITUTEIBHBIX IEPUOIOB BPEMEHH, YUUTHIBas Oojee
JUINTENBbHYI0 TPONOJDKUTENBHOCTh *U3HU npu MB u crapenue Hacenenus [169]. bonee
MHTCHCUBHAS TOAJCPKKA MOXKET MOTpeOOBaThcs Ul ONTUMHU3ALMHN HYTPUTHUBHOTO CTaryca y
JIOACH Ha MO3IHMUX CTAAMIX 3a00JIeBaHMs, C XPOHHUECKU CHIXKEHHBIM MEPOpPaIbHBIM IIPHEMOM
nuiy, CFRD, uwacTeiMM pecnupaTopHbIMH MH(EKIHMAMUA U OTPAaHHMUYEHHBIM NHUTAaHUEM H3-32
HEWHBA3MBHOW BCIIOMOTATEIbHOM UCKYCCTBEHHOM BeHTHIISIINY JieTkuX [168,170].

buonornuecku aktuBHble 106aBkH (BAJl) MOryT mpuHEcCTH Moib3y JonsiM ¢ MB u HU3KHM
HYTPUTUBHBIM CTaTyCOM, B JOIIOJHEHUE K YCWIMSAM [0 IOOIIPEHUIO 340POBOr0 MHUTAHMUA,
yCTpaHeHUIo moBefeHuecknXx ¢akropos u ontumusanuu PERT [168,171]. HecMmotpst Ha TO, 4TO



3TO SBIISETCS MPAKTUYCCKUM PEIICHUEM 0 YBEITUYCHUIO TIOTPEOICHUS KAIOPHiA, TOKa3aTelbHas
0aza B monaaepxky BAJ[ nns miomei ¢ MB nHemocrarouna [171]. [Inst OIeHKH IOITOCPOYHOTO
BozelicTBHsS BAJl HeoOXoMuMBI TallbHEHIHe nucciaeaopanus [167].

OHTEepabHOE 30HA0BOE TMTAaHUE PEKOMEHIyeTcs JitoAsaM ¢ MB, cTpagaromym oT XpoHUYECKOI

HEOJOCTAaTOYHOCTHU NUTaHuA, II0CJIC OIITUMHU3allMKM  MCHECC HWHBA3MBHBIX JUCTHUYCCKUX

BMEUIATENbCTB M COOTBETCTBYIOWIEH ouneHku [168,172-174]. IlomoxkutenbHOE BIMSHUE

OHTCPAJIBHOTO IIHUTAHUA, JOJIZKHO OBITD

OOBIYHO TPOBOAMMOTO HOYBIO dYepe3 Hacoc,
cOanancupoBaHo ¢ Harpy3koit neuenus [168,174]. [Togxombl K HOUHOMY MUTAHUIO PA3THYAIOTCS B

3aBUCUMOCTH OT KIIMHUYCCKOT'O CLICHAPUS PA3BUTHUA 00JIe3HH U WHAWBUYAJIbHBIX HpCI[HO‘-ITGHHfI

[174].

HyTputuBHBIi cTaTyc 10 ¥ MOCe TPAHCIJIAHTAIUH CIEAYET TIIATeNbHO KOHTPOJIMPOBATH M
KOPPEKTUPOBATh B COOTBETCTBHH C U3MEHEHUSIMHU B HYyTPUTHUBHOM U KIIMHHUYECKOM CTaryce, MpH
stoM puck CFRD yBenuumBaeTcst mpu HCIOIB30BAHUM CTEPOMAOB MU MMMYHOCYIPECCHUBHBIX
npenaparos [171,175].
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5.2. Ilooodepaicka ghynkyuu ovixanus
Yumnu bpayn, Amanoa Iavinep, LLlapromma 300u
5.2.1. Jucmanyuonnsiii MOHUMOPUHE

Jloonu ¢ mporpeccupyloiuM  3a0osieBanveM  Jerkux MB  moaBepraiorcs  pucky
TUIIOKCEMUYECKOM W (WJIM) TUIEPKAHUYECKOM JbIXaTelbHOM HemocTtaroyHoctu [176].
JlpixaTenbHasi HEAOCTATOYHOCTh TAKXKE MOXET BO3HHUKHYTH Yy JIIOAEH C MEHEee TsKEeIbIM
3a00JIeBaHUEM U3-32 Cephe3HBIX ocnoxHeHui, Bkatodas OJIC. [THeBMOTOpakec U KpOBOXapKaHUE
SIBIISIFOTCS CEPHE3HBIMU OCIIOKHEHUSIMHU, KOTOPbIE HEOOXOIUMO HE3aMEJIUTEIbHO YCTPAHSITH B
COOTBETCTBHUH C MPEABIIYIIMMU pekomeHaanusmu [177,178].

CHUMIITOMBI JpIXaTeIbHOW HEJOCTATOYHOCTH BapbUPYIOTCS B 3aBUCMMOCTH OT BO3pacTa
MAlUEHTa, MPOJOLKUTEIBHOCTH U HAJIWUUS FMIEpKaHuu. Jlaxe npu 3amyieHHoM 3a00J1eBaHuN
JIETKUX CHUMIOTOMBI MOTYT OBITh €/1Ba 3aMETHBIMH, IIPU 3TOM (DPU3MOJOTHYECKAsh KOMIICHCAIUS U
KOPPEKTHPOBKA 00pa3a XKU3HU BIUAIOT Ha KIMHUYECKYO0 KapTuHY [176]. OueHka BKIIOYaeT
pEryJspHBI CKPUHMHI HAa HAJIM4YUE€ CHMIITOMOB, TMIIOKCEMUIO, THUIIEPKAlHUIO U JIETOYHYIO
TUIEPTEH3UIO, BKIIOYAs [T0Ka3aTelld B HOYHOE BpeMs U aMmOynatopHsle [176] (yrBepxkacHue 25).
IlynbcokcuMeTpUs HCIONB3YEeTCS A1 OLEHKM runokcemuu. [Io razam aprepualbHONM KpOBH
BBISIBIISIIOT TUIIEPKAITHUIO, H3MEPSIOT YPOBeHb OMKapOoHaTa 1 6a30BOro N30bITKa OCHOBAHHIMA, UTO
MO3BOJISIET OLICHUTHh KOMIIEHCAIIMIO M XpOHUUYECKoe TeueHue [176].

5.2.2. Ocywecmenenue KuciopoOHOU U HEUHBA3UBHOU BCHOMOSAMENbHOU UCKYCCMEEHHOU
senmunsayuu neekux (HUB)

IIpy HanWuuM TUIOKCEMHUHM PEKOMEHIYETCs JONOJHMUTENbHAs OKCUreHorepamus (puc. l).
OxcHureHoTepanus MOXKET YIy4IIUTh CIIOCOOHOCTh K (PU3MUECKON HAarpy3Ke U KayeCTBO KU3HU, HO
MUHHMAJIBHO BIMSAET HAa YaCTOTY 000CTpEeHUH MU BeKHBaeMocCTh [176,179,180].

Hus mopeit ¢ MB u  XpOHHYECKOM JbIXaTeIbHOW HEJOCTAaTOYHOCTHIO, OCOOCHHO C
TUNepkanuuei, nomamssss Hounas HUB Moxer 3amemmuTh mporpeccupoBaHue 3a00JeBaHHS
nerkux [176,181-185], ynmy4muTs CHMITOMBI U TOJEPAHTHOCTH K (pusnueckoit Harpy3ke [186], Ho
HE CHWXXAeT YacTOTy TIOCHUTAJIM3alMi M He yayullaeT BbDKuUBaemocTh [176,181,182,187]
(yrBepxkaenue 26). I'unepkanHus sBIsSETCS NOKa3aHUEM JJIs HAIIPABJICHUS HA TPAHCILIAHTALUIO,
npu 3toM HYB ncnone3yercs B kadecTBE MOATOTOBKY K TpaHcIUIaHTauuu [176, 186,188].

IIpy ocTpol ABIXaTeILHONW HENOCTAaTOYHOCTH, B TOM YHUCIE Yy JIHUI[ C 3aIlyIIEHHOW CTaguen
3a00NeBaHusl, BO3MOXKHOCTH PECHHpPATOpHON moxnaepkku Immpe [176]. Bwicokomorounas
HazanpHas okcureHorepanus (HFNO) mnpemaraer anpTepHaTHBHBI METOA HEHWHBAa3MBHOMU
pECUpPATOPHON TOAMEPIKKH, KOTOPHIM XOPOIIO IMEPEHOCHUTCS, MOXET O0CCHeYUTh OONBIIIHIA
KOM(GOpPT M CHU3UTh YaCTOTY IBIXaHUS IO CPABHEHUIO CO CTAHIAPTHOM OKCHUTEHOTEpamue
[176,189,190] (yrBepxnenue 27). CHHOHa3aJbHbIE CHUMIITOMBI TaKe€ MOTYT OBITh YITy4YIICHbI
[176,191]. ®ong MB pexomenayer nposectu ucciegopanue HFNO u (unu) HUB npu
MPOTPEeCCUPOBAHUU 3a00JIEBAHUS C OCTPO ABIXATEIBHON HEA0CTaTOYHOCTRIO [ 176]. TiarensHbIH
MOHHUTOPHHT HEOOXOUM JUTsl YCHIIEHHON TTOMOIIM MM M3MEHEHUS TIaHa yX0/a, €CJIM BapHAHTHI
HEMHBA3MBHOHN BEHTWJIALUHU OKaXyTcs HedpdexTuBHbIME [176, 188, 192].

5.3. Tpancnaanmayus conuoHvIX 0peanos
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TpaHcmilaHTaust  CONMIHBIX  OPraHOB  SIBISIETCS  NPU3HAHHBIM  TEPANeBTUUECKUM
BMEIATEeIbCTBOM Tipu MB-00yciioBieHHBIX 3a00JIeBaHUSX OpPraHOB-MHUIICHEH, dalle BCEro
nerkux u nedenu [4]. Kpome Toro, y Hekotopsix mtoaeil ¢ MB u3-3a ocnoxunennit MB (Bkirouas
CFRD u mocTTpaHCIUIAHTAIIMOHHBIE OCIIOXKHEHHUS) MOXKET Pa3BHTbCA XpOHHUYECKas OoJe3Hb
noyek, 1 UM norpedyercs TpaHcriantauus nodku [120]. Komannel momoumw npu MB nu
TPAHCIUIAHTOJIOTH JOJDKHBI TECHO COTPYAHUYATh [UIsl OINPEAEIEHUS ONTHUMAJBHBIX IyTeH
HampaBJIEHUs] M OICHKM TNAalMeHToB. PaHHee o0OCyXIeHHE TpaHCIUIAHTAIlMM JIETKUX
pexoMeHaoBaHO monsM ¢ MB u cHmkeHHoi ¢yHkmuei jerkux (ODB; <50 % ot gomkHOTO)
[188], a HarIpaBieHHE HA OTIEpPAIMIO PEKOMEHIOBAHO TeM, Y KOro ObicTpo cHmxaercss ODPB1 <50 %
u (umm) ODB; <40 % OT 10IAKHOTO, U €CTh MAPKEPhl CHUKEHUS BbIKUBacMocTH [ 188].

OneHka KaHIUIATOB HAa TPAHCIUIAHTALMIO JIETKMX OpurajgamMu TPaHCIUIAHTOJOTOB ObLIa
MPEAMETOM KOHCEHCYCHBIX TOKYMEHTOB [193] u npaktuueckux pykoBoiacTB [194], npusnaronmx
ocobbie moTpebHOocTH Jtoneit ¢ MB. OmnpeneneHune ONTUMABHBIX CPOKOB TpPaHCIUIAHTAIUU
JIETKUX OCTAETCS TPYAHBIM U MOYKET Pa3IM4arhCsl B Pa3HbIX CTPaHAX B 3aBUCUMOCTU OT CUCTEMBI
3/IpaBOOXPAHECHUS U pa3HUIIBI B pactipeesieHuu opratos [195,196]. [Ipenpinyime pekoMeH1auuu
[0 TpaHCIUIAaHTallMM JIETKUX npu MB mnpenmecTBoBalii HEJaBHEMY IPOIrpeccy B BapUaHT-
cneungpuueckoit Tepanuu. [lockonpky neuenne moxynsitopamu CFTR moxker BbI3BaTh ObIcTpoOe
[197] u ycroitunBoe [198] ynydlieHrne cocTosSHUS OPOHXOJIETOYHONH CHUCTEMBI y KaHIUAATOB HA
TPaHCIUIAHTALUIO JIETKUX, IPEAIoaraeTcs, 4ro Bce Joau ¢ MB ¢ noaxoasimuMu BapuaHTaMH
JOJDKHBI npoitu Tepanuto moxyinstopamu CFTR nepen Tpancmnantanueit nerkux. HenaBHue
JAaHHBIE U3 MHOTHX CTPaH JEMOHCTPHUPYIOT CHUKEHHE YKciia Jirofeil ¢ MB, koTopsIM mpoBoauTCS
TpaHCIUIaHTaLus Jierkux B 3noxy moxaynsaropoB CFTR [199-201]. Tem He meHee, HEKOTOPBIM
JIOAAM € TPOTPECCHPYIOUIMM 3a00JeBaHUMEM JIeTKMX Mpu MB, mnonydaronmM Tepanuio
moxaynsatopamu CFTR, Bce ke MoxeT moTpeboBaThcs TpaHCIUIaHTAIMs JIerkux. Kpome Toro,
IIOBTOpHAsl  TPAHCIUIAHTALUsl  SBJSIETCS  NPUEMJIEMBIM  BapHMaHTOM IIPpH  OTTOP>KEHUU
amnorpancruianrtara [202]. IToatomy coxpaHeHHe JOCTya K TPAHCIUIAHTALUH JIETKUX JUIsl JIFOfen
¢ MB npeacrasnsercs BaxXHbIM (YTBEpKIAEHHUE 28).

[locTTpaHcIUTaHTAIMOHHBIA  yXoA 3a soabMu ¢ MB  nomkeH ObITh HampaBieH Ha
MaKCHUMMU3aLMI0 BBDKUBAEMOCTH M KaueCTBA JKU3HM, a TaKKE YUUTHIBaTh KOHKPETHBIE aCIEKThI
yxoza 3a monpMu ¢ MB no mepe yBennuenus Bospacta [203]. He cymecTByeT yHUBEpCaIbHON
MOJIeNIM OKa3aHus nomoinu JoasMm ¢ MB nocne Tpancmiantauuu nerkux [204], ogHako Mexmay
Opurazoi TpaHCIUIAHTOJIOTOB M KOMaHJOW oMol npu MB nomkHa ObITh yCTaHOBIICHA TECHAsS
KOOpAMHAIUS JUISI OKa3aHHWs MOMOIIM, OCOOCHHO €CIHM 3TH KOMaHIbl pa3HbIE U Pa3MEIICHbI B
pasHbIX yupexxaeHUsX (yTBepxaeHue 29).

5.4. [Inanuposanue KoHya HcuzHu
Cy M»30aic, @enucumu Qunneticon

[Ipornosupyemasi BbDKMBaeMOCTb soaed ¢ MB HeyknoHHo pacter. OpHako Oyner
MPOJIOJDKATHCS MIPOrPECCUPOBAHKE 3a00JIEBaHMS HA TIO3THUX €T0 CTAAUSAX, OCTAETCS BO3MOXKOCTh
B TpaHCIUIAHTALlMM U TpexaeBpeMeHHoi cmeptu [205,206]. Dtor mpouecc MOXKeT ObITh
HETpe/ICKa3yeMbIM M 3aHATh BpeMms. TakuM 00pa3oM, IUIAHUPOBAHHE KOHIA KM3HHM OCTACTCA
HEoOXOMMBIM aCIIEKTOM yxoza 3a mtonbsMu ¢ MB [207, 208] (yrBepxkaenue 30).



Komanna nmomomu npu MB MOXeT MBITaThCsl CAENaTh BCE BO3MOXKHOE, UYTOOBI peIIaTh TH
npo6ieMsl ¢ JIoabMH, 00MbHBIMH MB, KOTOPBIX OHM YacTO 3HAJIM M C KOTOPHIMU paboTanu B
TedyeHue MHorux jetr [209-211]. HampaBieHue Ha TpaHCIUIAHTALMIO M ONTHUMHU3ALMS CXEM
Je4yeHHs TpeOyI0T aKTUBHOTO M TIO3UTUBHOTO MAPTHEPCTBA. MOXKET MOMOYb MHMBH Ly aJIbHOE UIH
rpymnmnoBoe o0y4eHrne KOMaH bl MOMOIIY pu MB HaBbIKaMm MOMOIIM MAIMEHTaM B KOHILIE KU3HH
U paBWIbHON KomMMmyHuKaimu [212]. Korga kauecTBo KU3HM yXYyALIA€TCs U UCXOA 3a00/IeBaHUS
HeoOpaTtuM, Jonu ¢ MB u nuiia, ocymecTBISIONINE YXO/ 32 HUMH, OJarofapHbl 3a OTKPBITOE H
YEeCTHOE HM3y4YCHHE HMMEIOLIMXCS BapuaHTOB. HaumHate 0OCyXIeHHE cleayeT OeMKaTHO U C
coctpamanueM. llpeamnouTurenbHO OOCYXKIEHME KaK MOXHO paHbIIe, a MPEeANoYTeHUs: B
OTHOIIIEHUHY MH(POPMAIINH TOJKHBI ONpenensaThes yenoBekom ¢ MB [210, 213] (puc. 2).

Pabota B mapTHepcTBE ¢ KOMaHON NAJUTMATHBHON MOMOIIH MTO/ICPKUBACT KOMAH/1y TTOMOIIH
npu MB, dyenoBeka ¢ MB wu smn, ocymectsiastommx 3a HUM yxox [213,214]. Taxoe
COTPYIHUYECTBO IIO3BOJISET OJHOBPEMEHHO IPHUMEHATH MeTonbl JjedeHuss MB (Hampumep,
BHYTPUBCHHbIC AHTUOMOTHKH, OYMCTKY JbIXaTeNbHBIX IyTEH, aHaJIre3uio, KHUCIOpPOA) H
NaJJIMaTUBHOE oOnerdeHue cuMNTOMOB. [Ipy NpUHATHM peUIeHHus [TOJKHBI YUUTHIBATHCS
MIOKEJIaHUS MAallMeHTa OTHOCUTEIBHO IPEANOYTUTEILHOTO MECTAa CMEPTHU M IPEIBAPUTEIBLHOIO
MEIUIMHCKOro pacnopspkeHus. [lognepkuBaroiee neueHne, KOTopoe obnerdaeT TUCKoM(popT u
CBOAMUT K MUHUMYMY CTpajiaHusi, 00eCcreynuBaeT CIOKOWHYIO CMEPTh.

B KoHIIe )KM3HU YEIOBEK YacTO OKa3bIBaeTCs B OOJBHHMIIE, /1€ 3HAKOMCTBO ¢ oTaeseHueM MB
Y OTHOLLIEHUS C KOMaH 104 oMoty rnpu MB ycrokanBaroT yenoBeka U Jull, OCYIIECTBISIONINX 3a
HUM yxox [214]. OxHako 0M WM XOCIHC MOTYT OBITh NMPEINOYTUTENIEHBIM MECTOM CMEpTH,
0COOEHHO JUIsl JIIOACH C BHENETOYHBIMH TSDKEJIBIMHU TOPAXCHUSMHU OpPraHOB WIM pakoMm. B
MapTHEPCTBE C XOCMHMCAMHU WM OpHragaMu JUis MOCEUIeHWH Ha JoMy 4deioBek ¢ MB u muna,
OCYILECTBIIAIOIINE 32 HUM yXOJ, MOTYT PaCCUMTHIBATH HA HEIIPEPBIBHOCTH MEIULIMHCKOMN ITOMOLLH.
Heo6xonumo MpHUiIokKHUTh BCE YCUIIHS JUTSL CO3AaHUsl OE€30MacHOM Ccpeibl, KOTopasi MpeaoCTaBUT
BO3MOXKHOCTb 4€JIOBeKy ¢ MB, imnamM, OCyIIECTBISIOIIMM YXOX, W APY3bsIM CMHUPUTHCS C
NPUOTMHKAIOLTIMCS KOHILIOM JKU3HH.

Jnst obecrieueHust yCemHol COBMECTHOM paboThl MEPBOCTENICHHOE 3HAYEHUE UMEET YeTKas
KOMMYHUKaIus. PerynsipHoe oO1ieHre MexX1y pa3InyHbIMA KIMHHYECKUMU OpHUrajaMu, a TaKkxKe
OTKPBITOE M YECTHOE OOCyXkJeHHe ¢ JoabMu ¢ MB M nmumamu, OCyIIECTBISIONMMH YXOZ,
YMEHBIIAIOT HEHYXKHYIO TPeBOTY U cTpecc (yrBepxkaenue 31). MoxeT ObITh MOJIE3HO, YTOOHI JIHIIA,
OCYILECTBIIAIONINE yXO/ 32 4eloBekoM ¢ MB, HazHaumiM KOHTAaKTHOE JIMIO, KOTOpoe Oyaer
MOJ/IEP’KUBATh CBSI3b C Oojiee IHMPOKUM KPYyroM WIEHOB CEMBbH U Jpy3€dl U IMpeJoCTaBiIsAThH
OOHOBJICHHYIO HH(OPMALIUIO O TIPOrpecce B JICYSHUH, YTOOBI ONTUMU3UPOBATh OOIIEHUE U OOMEH
uHpopmanuei.

AcTieKTbI 00CyX1eHUSI MEUIIMHCKON TTOMOIIH B KOHIIE JKU3HU JIOJKHBI BKJIIOYATh!
e [lpu3Hanue HeNpenCcKa3yeMOCTH MpPOrpecCHpoBaHus 3a0oineBaHusl U (He-)
JOCTYITHOCTH TPAHCILJIAHTALUHA OPTraHOB.
e 3aBepeHHE B TOM, 4TO OO0JIC3Hb-MOAUDUITUPYIOIIAS TEPANUS U JICYCHUE CUMITOMOB
Oy/IyT JOCTYIIHBI CTOJIBKO BPEMEHH, CKOJIBKO TIOXKeIaeT uenoBek ¢ MB.
e IlpeamouteHuss 1O OKa3aHUIO JYXOBHOM WJIM TACTBIPCKOM IMOMOIIM OymyT
MIOJLIEP>KUBATHCSL.




¢ JIOKyMEHTHUPOBAaHUE NPEIBAPUTEIHHOTO MEAWIIMHCKOTO IUIAHA/pacTopsuKeHust (C
yKa3aHUEM MPEJIEIOB JICYCHUS U IPEANOUYTUTETLHOTO MECTAa CMEPTH).

e B ciuywae orcyrcTBHsS neecrnocOOHOCTH, Ha3HAUYEHUE NPEANOYTHTEIHLHOTO IHUIIA,
MPUHUMAIOIIETO PELICHUs, WM BblAa4a JOBEPEHHOCTH Ha MPABO IPEACTABIIATH
WHTEPECHI MALMEHTA.

PucyHok 2. AcniekTsl 00CYXICHUS MEAUIIUHCKOM TOMOIIU B KOHIIE YKU3HH.

3a0ora W ToAJEpKKa B TEpPUOA IOCIEe CMEPTH BaKHBI JUId CEMbU NauueHTa. Bpewms,
MIPOBEIEHHOE C YMEPIINM JIOOUMBIM YEJIOBEKOM, BaXKHO IS €ro Onu3kux. Crefyer npeayioKuTh
MOCIEAYIOIHUNA KOHTAaKT CO CTOPOHBI KOMaHIbl oMoy mnpu MB, a Takke HampaBicHUE B
opunmanbHyo ciayx0y IMOMOIIM TNPH TSKEIOW yTpaTe W MPeNoCTaBICHHE NPAKTHUECKOU
uHpOpMaLuU To opraHuzanuu noxopoH. Komanne nomoum npu MB u nepconany otaeneHus
TaKKe JIOJDKHA OBITh MPEJOCTaBICHa BO3MOXXHOCTH IIOJBECTH MTOTM M IOJNYyYUThH
MCUXOJIOTMYECKYIO IMOJAEPAKKY, €CIH 3TO HEOOXOAUMO.

6. 3akiaouenue

Jlromu ¢ MYKOBHCIIIO30M TPOJOJIKAIOT CTAIKUBAThCSA C MPOOJIEeMaMH TAaKOTO MaciTada,
KOTOPBIM MHOTHE JpyTrHe HE MOTyT ce0e MpencTaBUTh. 10, 4YTO OHM MPONOJIKAIOT KUTh TaKOU
MOJHOLIEHHOM M TIOJIE3HOM KHU3HBIO, XOPOILIO OTPAXKaeTCsl Ha MX CTOMKOCTH U TMOAAEPKKE CO
CTOPOHBI CEMBU U KOMaH/Ibl oMoy npu MB. bosbiias 4acTe COBETOB B 3TOM CTaTh€ OTHOCUTCS
K aKTHBHOMY BBISBICHHIO M peuieHuto mpobnem. IlocTtosHHONW TeMoW STOW CTaTbu SBISETCA
MapTHEPCTBO JJIs JOCTKEHHSI OOIIUX Meiel 1 moaaepKku rofaei ¢ MB u ux cemei.

bonpmias yacTe peKOMEHAALMM, IPEICTABICHHBIX B 3TOM JOKYMEHTE, OCHOBaHa Ha
MpeIbIIyIUX pyKoBoacTBax Ha 6aze cranmaproB ECFS B oTHOmeHnn okasaHus METUITUHCKON
noMoui. B ObicTpo MeHstomeics cdepe HabIromaeTcs 3HAYUTEIBHBIH POCT KOJIWYECTBA
(akTHUECKUX JAaHHBIX, K KOTOPBIM MOTYT TMOJy4uTh JOCTyn Jond ¢ MB u nuna,
OCYILECTBIIAIONINE 3a HHUMHU YyXOH, IS PpELICHUs NpoOieM ¢ OCIONKHEHUSAMH. XOpOoIIen
WITIOCTpaIei 3Toro sapisiercs cepus uccinenoBanuid STOP mo ouenke neyeHus o00CTpeHHA
JIETOYHBIX CUMIITOMOB. HecMOTps Ha 3TO U OTpaxast TEMIIbl U3MEHEHUI, MHOTME METO/IbI JICUCHUS
MIOKa YTO UMEIOT TUIOXYIO JJ0Ka3aTeNbHyI0 0a3y, 0coOOeHHO B 310Xy Tepanuu mogynstopamu CFTR.
Meronosmorust  SKCHEPTHBIX OLEHOK IIO3BOJIMJIA aBTOpPaM  COCTAaBUTh IparMarM4HOE H
3P PeKTUBHOE PYKOBOICTBO, KOTOPOE SIBJISIETCS] MHKITIO3UBHBIM U TIPO3PAYHBIM.

B nanpHelineMm ycnex BMEIIATENbCTB U CTPATETUN, PACCMOTPEHHBIX B MEPBBIX TPEX CTAThIX
3TOW cepuu, OymeT 3akpemsieH B mocienHedl cratbe («IlmaHupoBaHue yBeIHUYCHUS
MPOJOJIKUTEIBLHOCTH KU3HWY»). B 3TOM cTarbe aBTOPHI AIOT MPAKTHUECKUE COBETHI O TOM, KaK
OpPUEHTHPOBATHCS B )KH3HU C ITUM 3200JIeBaHHEM, a TAK)KE OMUCHIBAIOT CUTYAIHIO Jirozieit ¢ MB B
KOHTEKCTE CJIOKHOCTEW CyLIECTBOBAHUSI COBPEMEHHOIO YEJIOBEKA, YUUTHIBAS TaKUE TEMBI, KaK
HEPAaBEHCTBO W yBakeHUE IIeHHOCTed. [Ipobnmembl yBenmueHUs BO3pacTa, KOTOPHIE OTPAKAIOT
pOoOJIeMbI HACEICHHUS B 11€JI0M, HMEIOT JIOTIOJIHUTEIBHBINA YPOBEHD CIOKHOCTHU st Jironeit ¢ MB,
M aBTOPHI OMMCBHIBAIOT HX, A TAKXKE MOTEHIMAJ M JHTy3Ha3M, KOTOpble MHorue jwoau ¢ MB
HCTBITHIBAOT K YYACTHIO B HUCCIIEIOBAHUSAX.



Bxaax aBTopos

[IpoduibHBI KOMUTET YCTAaHOBWJI OCHOBY JUISL BBIIIOJHEHHUS M OIPENENINI 3KCIEPTOB JUIS
MIOATOTOBKM Ka)/10T0 paszeia (BbIACIECHO B JOKyMeHTe). Bece mpumianeHHble SKCIepThl BHECIN
CBOM BKJAJ B IPOLIECC DKCIEPTHBIX OLEHOK M KOHTPOJHMPOBAIM OKOHYATEIIBHYIO BEPCHUIO
nokymenTa. ®@uona /lannesu obecrieunina o0Iy0 aIMIHUCTPATUBHYIO TIOAACPKKY U IPUMEHUIIA
HAaBBIKM COCTABJICHMS MEIMLMHCKUX TEKCTOB I IOATOTOBKHM CONIACOBAHHOIO JOKYMEHTA.
3asBneHNs 0 KOH(IMKTE UHTEPECOB MOJTHOCTHIO OTPAXKEHBI B JOMOJIHUTEIBHBIX MaTepUaax.

YBegomiienne 00 0OTCYTCTBHHM KOH(JIMKTA HHTEPECOB

Y aBTOpOB HE OBLIO 3asBICHHUIA O HAIMYUH 3aWHTEPECOBAHHOCTH B OTHOIICHHH HACTOSIIEH
paboThl. 3asgBICHUS O HATUYUU 3aMHTEPECOBAHHOCTU KAXKJOTO aBTOpa 3a MpeesiaMU TeKyIIeH
paboThl 0600IIEHBI B JOTIOTHUTEIBHOM TabmuIie 4.

baarogapuocTu

ABtopbl Onaromapsat ®uony JlaHneBH, KOTOpas oOKa3ala pEeNaKUMOHHYIO TOAJICPKKY H
KOOPAMHUPOBAJIAa KOHCYJABTALMU B paMKax MPOBEIEHHs HKCIEPTHBIX OIEHOK. MBI Oiaromapum
koMaHy rpynmnsl KokpeliHoBckux 0630poB o MB 3a moaziepKy Ha IPOTSKEHUU BCETO MIPOEKTA.
Mai Takoke 6marogapum npasienne ECFS u ientp MB EBpornibl 32 ux moaaep KKy 1 BKJIa/l B HaIIy
pabory.

I[OHO.]'[HI/ITG.TILHLIE MaTepHaIbl

JlonoIHUTENBHBIE MAaTEPUATIBL, CBA3AHHBIE C ATOW CTAThEM, MOKHO HAWTH B OHJIAMH-BEPCUH T10
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