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Pedepar

Crnenyann3upoBaHHasl IIOMOIIb MPH  KHUCTO3HOM (ubpose/mykoBucnunoze (CF) mnpuBena K BBIPQKCHHOMY YITydIICHUIO
BepkuBaemoctu ¢ CF 3a mociemnue 4deTslpe AECSATHICTHS — 3HAYMTENBHO BEIIIE TOTO, YTO HAOIIONATIOCH 3a TOT )K€ Mepuo] B oOrmeit
nomyssinud. C BHEIPEHHEM CKPUHHHTA HOBOPOXKIEHHBIX BO MHOTHX €BPONEHCKHX CTpaHaX PacIIMpsieTcs 00bEM MEIUIMHCKON TOMOIIT
B LICHTpAaxX Ul KOrOPThI IALUEHTOB, KOTOPBIC UMEIOT MUHUMAIIbHYIO [1aTOJIOTUIO JETKUX HA BpeMs AMArHosa, U IOTOMY B IEpPCIICKTUBE
HX MOXET OKHJAaTh OTIIMYHOE KAueCTBO JKM3HU U emé OoJblas oXpjaeMas JIHTEIBHOCTh JKH3HH, 4eM OblIa panbine. UToOb! JOCTHYBL
BBICOKOTO KauecTBa OKazaHMsl momomy Bo Bceil Empome, B 2005 1. Obul OIyOIMKOBAaH BBINAIOMIMICS TOKYMEHT, yCTAHOBHBIIMI
CTaHIapTHl MEIUNMHCKON momomny. HacTosmuii TOKyMEeHT IOMONHSET 3Ty paboTy, YCTaHABIMBAsi CTAHAAPTHI HAMIYUIICH MPAKTHKU B
kmodeBbIX acrekrax romomu npu CF. llens Hamero JokyMeHTa — NPECTaBUTh HIMPOKHH 0030p OXKHMIAEMBIX CTaHAAPTOB IS
CKPUHHHTA, JUATHOCTHKHU, YHNPEKTAIOMEH Tepanuy JIEroYHOM OOJe3HW, NUTAHMs, MOMOINM MHPH OCIOKHEHMSIX, TPAHCIUIAHTAIHH,
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JOKMBAHUHM, U TICHXOJIOTHUECKON Tonep k. [t moapo6Hoit napopmanun o kimandeckoi nomomy npu CF, B Tabmmne 1 npuBogsTes
CCBUIKA Ha MHOTUE €BPOIECHCKUE 3asBICHUS O KOHCEHCYCE, AUPEKTUBBI M IOCTAHOBICHUSA. MBI HaJeeMCs, YTO JAHHBIA JOKYMEHT O
HaWIy4IIel MmpakTHke OyeT Mmoje3eH KIMHUYSCKUM TPYyIaM Kak B cTpaHax, rae nomorms npu CF emé pa3BuBaeTcs, Tak U B CTpaHax C
neiictBytomumu nenrpamu CF.
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1. CKpUHHUHI HOBOPOKIEHHBIX U JOCTYNHOCTD CIIEHUATLHON
MOMOLIH C HAYAJIa ;KU3HU

Kesun Y. Cayzepn (CK)

Anne Mynk (®Opanrus)

Haranus Kammpcekas (Poccust)

PaGowas rpynma 1O  HEOHATaJbHOMY  CKPUHHHTY
(LlenTpansHas komuccust), EBporneiickoe 0011ecTBO 0 KUCTOZHOMY
¢ubposy (ECFS)

CyIecTBYIOT ~SICHBIE JIOKa3aTelbCTBA B HOAIEPIKKY
CKpUHMHIA HOBOPOKIAEHHBIX (NBS) Ha KHACTO3HBIN
¢ubpoz/mykoBucuuno3 (CF). Pannee BbIsSBICHHE 0OcCIIeYHBACT
OCHOBY JUIsl OymyIueil Tepanuu M CHOCOOCTBYET CBOCBPEMCHHOMY
JIMAarHo3y, KOTOPBIA BO MHOTHX CEMBSIX OBLIT MOCTABIICH MO34HO [ 1].

ITpoTokonbl  cnegyer — paspabarbiBaTb € y4eTOM
KynbTypHbIX U TreHerndeckux CFTR ocobennocreil kaxmoi
HNOMYJISIIMK A YMEHBIICHUS  BO3MOXKHBIX ~ HETaTHUBHBIX
pdexToB. OTHOCHUTENBPHO CKPHHHHTA HOBOPOXIEHHBIX U
nedeHuss ManeHpkux Jjeredl ¢ CF, OuarHocTMpOBaHHBIM IpH
CKpUHHUHTE, MPOCUM 0O0pamarbcs K IUPEKTUBAM/PYKOBOJCTBAM
ECFS[2, 3].

1.1 Kaxue  nonynayuonmvie  xapaxmepucmuku — onpeoensiom
B03MOICHOCHIL  NPOBEOCHUA  CKPUHUMSA HOBOPOJICOGHHBIX Oemell Ha
Kucmo3sHwlii puopos?

OpraHsl 34paBOOXPAaHEHUS 10JDKHBI B3BCILUBATD I10JIb3Y U
PUCK IIpU CKpUHUHTe HOBOpOxkAEHHBIX Ha CF B cBOEi
MOMYJISAINH.



Tabmuua 1

EBpOHCﬁCKPIC 3asBJICHUSA O KOHCCHCYCE, NUPCKTUBBI U ITOCTAHOBJICHUSA

IlepBbIii aBTOp M TEMa

Koncencyc (C), nupextua (G) niu nocraHosnenue (P)

URL B MHTepHeTe

CKpHHUHT
Castellani C [118]

Castellani C[2]
Sermet-Gaudelus | [3]

Juarnoctuka

Mayell SJ[4]
Castellani C[10]

Bombieri C[119]

CTaHzapTsl HA CKPHHUHT HOCHTENEil KHCTO3HOTO (hrbpo3a: EBporneiickuii corimacoBaHHbI
nokyment (C)

EBporeiickie TUpEKTUBHI 110 HAWITYYIIICH TPAKTHKE HEOHATATLHOTO CKPUHIHTA HA
KHCTO3HBIH (Hrbpo3 (G)

JIMpeKTUBEI IO paHHEMY JIEUCHUIO AETEH C KHCTO3HBIM (HHOPO30M, THATHOCTHPOBAHHBIM
TIpU CKPHHUHTE HOBOPOXAEHHBIX (G)

EBporieiickuii KOHCEHCYC 00 OLICHKE U BEJCHNH JIETEH ¢ COMHHUTENIBHBIM IHArHO30M I0CIIe
CKPHHHMHTA HOBOPOXIEHHBIX Ha KHCTO3HBIH (Hrbpo3 (C)

KoHceHcyc o NPUMEHEHHIO ¥ HHTEPIIPETANK MYTallHOHHOTO aHa/IN3a KHCTO3HOTO
¢ubpo3a B kmHMIeckoi mpaktuke (C)

Pexomennanuu mo knaccudukanuy 6onesnei, cesa3annbix ¢ Hapymenusmu CFTR (G)

IpenynpesxneHne nporpeccHpoBaHus IETOYHOH O0NE3HU

Doling G [120]

PanHee BMeIIATENBCTBO M NPEIYIPEKACHHUE JIETOUHOIM O0IE3HH NPU KHCTO3HOM (rbdpo3e:
Esponeiickuii koncencyc (C)

OnTUMaibHOE MUTAHUE U JICYCHUE META0OIMUYECKUX OCI0KHEHHH

Sinaasappel M [49]
Sermet-Gaudelus | [61]

Jleuenue ocinoKHEHUI
Doring G [31]

Colombo C [77]
Debray D [68]
Heljerman HJ[121]

Edenborough F [55]
TpaHCHJ’IaHTaL{Mﬂ M JOXKHUBAHHC
Hirche T [86]

Sands D [87]

IIcuxomornueckas noaACpIKKa
Nobili R[108]

ITuranue manueHTOB ¢ KHCTO3HBIM (uOpo3oM: EBponetickuii koncencyce (C)
EBpomneiickie TUpeKTUBBI 10 MUHEPATU3ALHU KOCTEH PH KHCTO3HOM (rbpose (G)

Jleyenne NEroYHBIX MH(EKIHMH y MALMEHTOB ¢ KUCTO3HBIM (pHOPO30M: TeKyIHe U OyayIue
HamnpasieHus (P)

JIMpEeKTUBHI 110 TUArHOCTHKE H JICYCHHIO CHHJIPOMA JANCTAIbHON KUIIEYHOI HEePOXOANMOCTH
y HaI[MEHTOB ¢ KUCTO3HBIM (hubdposom (G)

PyKOBOJICTBO [0 HAWITyHIlIEH IPAKTUKE JUATHOCTHKH H JICUCHHs GOJIC3HH ICYCHH, CBSI3aHHOI
¢ kucto3HbM hudposom (G)

VIHrananuoHHas Teparnus U yCTPOHCTB I HHTAISLMH TP JIETOYHOH OOJIC3HM y MTAIIMEHTOB C
KucTo3HbIM ubposzom: EBponeiickuii koncencyc (C)

JIMpEeKTUBHI 110 COMPOBOXKACHHIO OEPEMEHHOCTH y JKEHIIUH ¢ KUCTO3HBIM (prudposom (G)

IpakTnuecKye AMPEKTHBBI: TPAHCIUIAHTALHSA JIETKHUX MAl[MEHTaM ¢ KHCTO3HBIM (hudposom (G)
Tlomouib npH TO)KUBaHUH MALMEHTaM ¢ KUCTO3HBIM (ubposom (G)

PykoBozsImue IpHHIUIBI 10 MOAESPKAHUIO OCOOBIX IICHXOJIOTHIECKHX aCIEKTOB B IPYIIIIC
nomon npu CF: mexaucnumuaapHsle noaxons! (G)
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Ecnu Berpeuaemocts CF menbie, yem 1 Ha 7000 HOBOPOKICHHBIX,
TO TpeOyeTcss BHUMATENIbHAsI OlleHKa Bo3MokHOCTeil NBS. JlomkHo
OBITh JOKa3aHO MHHUMAJIbHOEC HETAaTHBHOC BIMSHHE JIaHHOTO
MIPOTOKOJIA Ha MOMYJISIIHUIO.

1.2. Kaxosvl munumansrvle meOuyuHcKue U coyuanbhvle pecypcnl,
mpebyemvle  On1  I(PDEKMUGHOCU — NPOBEOeHUs.  CKPUHUHSA
HOBOPOIICOEHHBIX?

Jertun c BeiBneHHeiM CF mo mporpamme NBS nmomkHBI
uMeTh ObICTpBId mocTyn K crneuuanbHod momou mpu CF,
orBeyvatomieii crannapram ECFS. IIporpamma NBS moxer cayxuth
MEXaHM3MOM Ul Jiyyiiedl opranusauuu ciayx6sl CF, mytém
NpsSMOTO HampasjieHuss nereil Ha crenuansHoe JedeHue CF.
CrpanaM ¢ OrpaHMYECHHBIMH pECypcaMH CIEIyeT IPOBECTH
muioTHoe uccnenosanne >dpexruBHocTH NBS B momymsinnm u
JICHCTBEHHOCTH TIPOIIEAYp HANPaBJICHUS Ha JICUCHHE IS AeTed ¢
BHOBbB BBISIBJICHHBIM JIHaTHO30M.

13. Kaxoso npuemnemoe yucino noemopuuix mecmos, mpebyemvix
U3-3a HEa0eK8amHbIX BbICYUIEHHbIX Npob Kposu Ha kadicoyio 1000
CKpUHUPOBAHHBIX Oemeli?

Uwicio 3ampocoB Ha MOBTOPHBIC BBICYIICHHBIC TIPOOBI KPOBH
JIOJDKHO OTCJICKUBATHCS M cOCTaBIATh MeHee 0,5%. bonbiie yem 20
nosTopoB Ha 1000 neteit (2%) — HEMpHEMIIEMO.

14. Kakoso — npuemnemoe — 4uCIO  OHCHO-NOTOHCUMENLHBIX
pesynvmamos NBS (0emu nanpaensiiomes: Ha kKiunuueckoe o6cnedosanue
u nomogyio npo6y)?

[IporpamMmbl  JOJDKHBI ~ CTPEMMTBCS K MHUHUMAaJIbHOM
MOJIOKUTENBHOI MporHosupytomei Bennuune (PPV) 0,3 — ato
YHCIO JieTed C HCTUHHO  MOJIOKHUTEIBHBIM  PE3YNBTAaTOM,
MoJeNEHHOE Ha 00IIee YHCIIO MOJIOKHUTENbHBIX pe3ynpTaToB NBS.

1.5. Kaxoso  npuemnemoe  uucno  102ICHO-OmMpUYAMETbHBIX
pesynvmamos NBS? Omo demu ¢ ompuyamensuvim pesyivmamom NBS,
Komopuim no3omee 6yoem ouacnocmuposar CF (no3onuii ouazros)

[IporpamMmbl  JOJDKHBI ~ CTPEMMTBCS K MHUHUMAaJbHOM
YyBCTBUTENBHOCTH 95%. UyBCTBUTENBHOCTD — 3TO UUCIO MCTUHHO
MOJIOKUTENIBHBIX ~ pe3yiabratoB NBS B Buae mnpoueHra ot
cymmapHoii nomymsinuu CF  (MCTMHHO TIOJIOKUTENBHBIE ILTIOC
JI0’)KHO-OTPHIATENbHBIC). JIOJDKHBI HMEThCS MEXaHU3MBI U1 cOopa
HaAEKHBIX, JOITOCPOUHBIX JI0)KHO-OTPULATEIIbHBIX JaHHbIX.

16. Kaxosa maxcumanvho Oonycmumas — 3a0epicka  Mexcoy
nposedenuem nomosoii npodbl u coobueHUeM pe3yiibmama cembe?

TloroBas Hp06a JOJDKHA OBITh npoaHaJin3upoBaHa
HEMCIJICHHO, U 0OBIYHO pe3yiibTaTt COO6HIaeTC$I CEMBE B TOT K€
JCHb.

17. Kaxos maxcumansHo npuemnemviii 603pacm pedénka Ha Oenb,
Ko20a nocne nocmarnosku ouaenoza npu NBS e2o enepsvie ocvampusaem
bpucada cneyuanucmos no CF?

bonblMHCTBO AeTel ¢ NOATBEPKAEHHBIM TUAarHO30M I10CIIe
NBS nomxusl npoiitu ocMoTp Opuras! crnenuanuctos no CF mo 35
ITHS )KM3HU, U B O0IIeM - HE mo3aHee 58 MHEH Imocie pOKICHUS.
IIporpamMmbl, KOTOpBIC TOCTOSHHO HE JOCTHTAFOT DSTOW IIEIH,
JOJDKHBI  TIPOBECTH  MEPECMOTP  IMPOTOKOJA H  MPEJIOKHTh
HM3MCHCHUE CTPATCTHH.

1.8. Kaxosa munumansro npuemnemas ungopmayus ons cemetl no
pesynomamy NBS y Oemeil ¢ npusHaHHbIM HOCUMETbCMBOM MYMAYUY
CFTR, svizvisarowyeni CF?

d CeMbu JOWKHBI TOIYy4HTh YCTHOE COOOIIEHHE O
pesynbrate. OHU JIOJDKHBI TakXKe IOJYYUTh MHCbMEHHYIO
UHPOPMALIHIO, K KOTOPOH OHM CMOTYT 0OPAaTHTHCS MO3/HEE.
Orta uHbopMalMs TaKKe [O/DKHA OBITh HampaBlieHa
ceMeHOMY Bpady NMepBHYHON ITOMOIIIH.

b) U3 undopmanuu nomKHO OBITE TOHATHO, YTO:

VY pe6énka ver CF.

OTOT peOEHOK — 3J0POBEIA HOCUTEI.

B Oynymmx OepeMeHHOCTSX Uil 3TOW Mapbl BO3MOXKEH
puck CF, u poxmurenn MOryT OOpaTUThCS B T'€HETHYECKYIO
KOHCYJIBTAIHIO.

CyIecTBYIOT TMOCIEACTBHS, KOTOPbIe MOTYT ITOBIHATH HA
IUIAHAPOBAHHUE POKACHUS AETel B NaHHOW cCeMbe M B OyAylIeM y
9TOr0 peO&HKa 110 JOCTIKEHUH MM PETIPOIyKTHBHOTO BO3pacTa.

1.9 Kaxoevl Munumanvho npuemiemvle CaHoapmol COOOWeHUs.
cembe 0 ouazrose CF nocie NBS?

a) Crenmanuct no CF 1omkeH IM4HO 00CYIUTh pe3yabTaThl C
POIUTEIAMH.
b) CeMbsl IOJDKHA MOJTYYUTh MUCHMEHHYIO MH(OPMAIHMIO IS

MIPOYTEHHS IOCIIe KOHCYJIBTAIMU. DTa HHPOPMAIHS TaKKe
JOIDKHA OBITH HampaBieHa CEMEHHOMY Bpady MEpBHIHON
IIOMOLLY.

) CeMbsl JIOJDKHA HMMETh SCHOE NOHHMaHHWE OmmKailmmx u
JUTITENTHBIX MJIAHOB B OTHOIICHUH JIeUeHHs1 peOEHKa.

1.10. Kaxosvl munumansto npuemnemvie cmanoapmol NPUHAMUs U
N .
Jedenust peOenKa ¢ CoMHUmenbHbiM ouaznozom nocie NBS?

a) Peb6énox momxeH mpoitu ocmotp crienuanucta mo CF.

b) OcMOTp MOKET IPOBOJIUTHCS B crieruanbHol kinHuke CF,
WU B O0IIeH KIIMHYKE, €CJIH MO3BOJISIIOT MECTHBIE YCIIOBHSL.

) PacmmmpenHoe reHeTHUeckoe CEKBEHHPOBAHHE —IOJDKHO
MIPOBOJUTECS, €CIM OOHAapy)KeHa OJHA WM HHU OJHOH
MYyTaIHN.

d) [loTopas TpobGa J0KHA OBITh MOBTOpPEHA B IIEHTpE,
HMEIOLIeM JOCTAaTOYHBIH ombIT (> 150 moToBbIX HpoO B
Tof), M XJOPHUIbI TI0TAa OINpPEAENeHbl CTaHAAPTHBIM
OGHOXMMHYECKHUM METOIOM.

e CeMbs IOJDKHA IOJTydYaTh YETKYIO YCTHYIO M IHMCEMEHHYIO

nHpopMaryio o pebEHKe, U ICHO ITIOHUMATh, YTO OJKHAeTCs
B XOJI€ Pa3BUTHUs U IOSIBICHUS BO3MOXKHBIX CHMITOMOB.
Ora wuHboOpMamMs TaKKe JOJDKHa OBITH HAalpaBlICHA
ceMeIHOMY Bpady EpBUYHON IOMOLIH.

2. Jluar’HocTuka

W3zabens Cepme-Tonemo (Dpanms)
Kesun Y. Cayzepn (CK)
Haramus Kammpckas (Pocenst)

*

Omnpenenenne: peOEHOK ¢ MOBTOPHBIM COMHHUTENIBHBIM/TIOT PAHHYHBIM
PE3yJIBTaTOM MOTOBOH TPOOBI, MM PEOEHOK C ABYMS MyTALMsIMH TeHA
CFTR (ozxHa U3 KOTOPBIX HMECT HEACHOE (PCHOTHIHIECKOE IPOSIBICHUE) U C
HOPMaJIbHBIM HJIM IIPOMEXYTOUYHBIM PE3YJIbTATOM MOTOBOH TPOOBI.
COMHUTENBHBII/IOrpaHUYHBIN PE3YIIBTAaT HOTOBOMH MPOOBI — 3TO YPOBEHB
xjopuza B note ot 30 10 59 mmosns/x [4].






AR. Smyth et al./Journal of Cystic Fibrosis 13 (2014) 23 -$42 S27

IIpn opraHm3anumM OUArHOCTUKH KHCTO3HOTO (hubdpo3a
HACTOSITEIbHO HEOOXOAMMO CO31aTh M MOMIJCPKUBATH BBICOKHIA
YPOBEHb OKa3aHUsI MOMOILH JaHHBIM MalueHTaM. JlnarHocTuueckoe
MOATBEP)KACHUE TpeOyeTcss HEe TONBKO JETAM U B3POCIBIM,
00paMnamuMCs ¢ XapaKTePHBIMU KITMHUUECKUMH CUMIITOMAMH, HO
M MIIQJCHIIAM TIPU IOJOKHTENBHOM pPe3ylbTaTe HEOHATAJIbHOTO
CKPUHHUHIA WM JMLAM C II0JIOKUTEIBHOM CEeMEHHOH HCTOpHUEH.
Craenyromue MOJOKEHUS OTHOCATCS K AUArHOCTHKE, IPOBOIUMOM
BHE CKPUHUHTA HOBOPOXKIEHHBIX.

2.1 Kaxosvl  munumanvuvie  mpeboéanusi K - NpoeodeHuio

ouaznocmuxu na CF? [5, 6]

a) Bo03MOXXHOCTE TIPOBOJMTH aHAIM3 IIOTOBOM IIPOOBI IO
CTaHJapTaM, ONMCAHHBIM HIDKE.

b) B03MOXXHOCTE BBITOJHATE T€HETHYECKOE TECTHPOBAHHE C

TaHEeJISIMU MyTaIui, HanOoJIee MOIXOMAIINMHI TSI MECTHOM
nonyasiuuu. JIoJbkeH UMeTbCA JOCTYH K PacHIMPEHHOMY
sk3oHHOMY /IHK ananusy, eciu motpedyercs.

) Pecypcerl 1t ipoBeieHUsT KIIMHUUECKOW OLEHKH, BKJIOYas
OLIEHKY COCTOSHHSI PECNUpPATOPHOH CHCTEMBI (TIOCEBBI
KyJIbTypbl M3 JBIXaT€JIbHOTO TpakTa Ha TATOTEHBI,
xapaktepHsle 111 CF, TecTupoBanue 1erouHbix GyHKIUH 1

CHUMKHM JErKMX B  COOTBETCTBUH C  BO3DPAacToMm),
HEUHBA3UBHAsI OLICHKA DK30KPHHHOI ($yHKIIN
MOJUKEITYIOUHOM JKENEe3bl, aHalU3 CHEPMbl Yy B3POCIBIX
MYKUHH.

2.2, Kaxkoswr ouazrnocmuueckue kpumepuu onst CF? [5-7)
YpoBeHb XJI0pua B MOTE BBIIIE 59 MMOJIB/T,
W/UIH
e myranuu CFTR B mpanc IOJIOXKCHHH", BEI3BIBAIONIHE
CF,
"

C PpOXIEHHS WIM TIOSBUBIIMECS I03)KE XapaKTepHbIC
KJIMHUYECKUE NpU3HAKH, BKIOYas (HO HE OrpaHUYMBAasCh):
b dy3HYI0 OPOHXOIKTA3HIO, TOTOKHUTEIBHYIO KYJIBTYPY MOKPOTBI
Ha cBs3anaele ¢ CF  marorenst (ocobenno P. aeruginosa);
SK30KPHHHYIO ITaHKPEATHIECKYI0 HEJOCTaTOYHOCTh; CHHAPOM
TIOTEPH COJICH; 0OCTPYKTHBHYIO a300CTIEPMHIO (MY>KUUHEI).

2.3. Kaxoevr  munumanshvle  mpebosanus k- aabopamopuu,
nposodsiuyeti nomoswvie npoowl? [ 8
a) Ot160p PO MOTA ONBITHBIM HEepcoHAIOM (He MeHbme 150

MOTOBBIX NHPOO B TOJ), COIJIACHO HAIMOHAIBHBIM MM
MEKTyHapOIHBIM IUPEKTHBAM, ITOUICKAIIUX PETyIIPHOMY
(e pexxe 1 pa3a B rom) peleH3MpOBaHHIO. BHyTpeHHHMIT
KOHTPOJIb KauecTBa MY aHaiu3e 1norta (0OBIMHO TPH MPOOHI)
C IpUEMJIEMBIMH IIOKa3aHMSIMH COIJIACOBAHHOCTH IIO
XJIOpUAY Hepes KakabIM 00pasIom.

b) Hcnonb30Banue HPOMBIIIIEHHO BBIITYCKAEMOT0
o0opynoBaHusi, OHOOPEHHOrO JUIA  JUAarHOCTUYECKON
HPAKTHKH.

) Perynsapublii  BHEIIHMH ~ KOHTPOJIb ~ KauecTBa IO
aHAIM3UPYEMbIM IIapaMeTpaM COINIACHO HAalMOHAJIBHBIM
JUPEKTHBAM.

24. Kaxoewl ouaznocmuyeckue cmandapmul 01151 nomosoil npodet?

(9

+
TepMUH «MyTaLHs» ABISCTCS CHHOHUMOM «IIaTOMCHHOI'O BApHAHTay,
cornacHo 6ase manusix CFTR-2 (http://www.cftr2.org).

a) KosmuecTBO MOTa JOJKHO YKas3blBaTh Ha aJIeKBATHBIH
YPOBEHBb MOTOOTAENCHUS (15 MKJI AT CHCTEMBI IPOOUPOK
Macroduct™),

b) VpoBeHb XJIOpHIA B MOTE BbIIE 59 MMOIB/T COrJIACYETCS C
nquarHozom CF.

C) B nepBbIe 1eCTh MECSLECB KM3HH YPOBEHb XJIOPUJIA B MOTE
Hioke 30 MMONB/NT  yKa3blBa€T HAa MaJOBEPOSITHOCThH
JIMarHosa CF. He uMmeeTcs MEXlyHapOJHOI
COTJIACOBAaHHOCTU 110 HIDKHEMY IOTPAaHHYHOMY IIpeaeiy
IIOCJIe 3TOTO BO3pAcTa, M IpejIaraorcs nopord B 30 wmm
40 MMOJIB/.

d) TMamyeHThl ¢ IMOrpaHUYHBIM YPOBHEM XJIOpHIA B IOTE
JOIDKHBl ~HPOWTH MHOBTOPHYIO IIOTOBYIO IIpody H
nanpHelee oOcnenoBanue B cneuuanbHoM IeHtpe CF,
BKJIIOYAIOIIEE  JCTAIBHYI0  KIMHMYECKYI0 OLCHKY M
pacumpennbiii ananu3 resa CFTR wa myrauuu [9, 10].

2.5. Kakoebl  munumanvhvie  mpebosamust
nposodsueti ananusvl Ha mymayuu cewa CFTR? [10]

K Jabopamopuu,

a) JlaGoparopust noKHAa OBITH CIOCOOHA K BBINOJHEHUIO
tectupoBanusa JJHK ¢ ucnonb30BaHneM BBICYIICHHBIX P00
KpoBH, LesnbHOH kpoBH (¢ DATA) u mEuHbIX Ma3KOB.

b) Auanus 1po6 MOIMKEH NPOBOAUTHCA HE pexe 1 pasa B

HEZeNo, BO M30eKaHHE 3HAYMTEIBHOW 3aJEPKKH B
oOpaboTke.

) JlaGoparopusi JOJDKHA ydJacTBOBaTh B MEPOIPHATHAX IO
BHEIITHEMY KOHTPOJIIO KadecTBa ¢ cepTUuduKanueil He pexe
1 pasa B rox.

d) IlepBuunas mabopaTtopust HODKHA OBITH CHOCOOHA K
IIPOBEJCHUIO obcrnenoBanus c IIPUMEHEHHEM

orpanndenHoi nanemu Myranuii CFTR, Oynyan craproBoit
TOYKOM, KOTOpas pacro3HaéT He MeHee | aHOManbHOTO
aymenst y 6onee yem 90% mnanuentoB ¢ CF B joKanmbHOM
MOMYJISAINH.

€) Ecin pacrno3Hana Juiub OJlHA MYyTalus, pacIIMPEHHBIN
sk3oHHBIH JIHK ananmu3 (cexBeHMpoBaHME Te€HA) IOJKEH
OBITH JIOCTYNICH B IIEPBUYHON J1a0OpaTOpUM, WM BO
BTOPHYHOHU J1a00PATOPHH.

f) Bo3moxxkHoCTs  Bapmanta  0OJIe3HH,  OHIpEEeTIEHHOTO
cexsennpoBanneM JIHK, nomknHa omneHuBaThest mo 0Oase
nanHplx CFTR2.org. O HOBBIX MyTalMsX WM BapUaHTaX
clieyeT cooOmaTh B clelnadbHble 0a3bl DaHHBIX (Takue
kak CFTRI1 http://www.genet.sickkids.on.ca/app), uTo6sI
o0neryuts OyAyLIyI0O HHTEPHPETALHI0O BAPHAHTOB C
HEN3BECTHBIM KIIMHUYECKUM 3HAUCHUEM.

2.6. Ymo maxoe mymayuu, evizvisarowue CF?[10]

a) [Tockomeky CF — 3TO  ayTOCOMHOE  DELECCUBHOE
3aboneBanue, nuarHo3 CF moaTBep:kiaercs y ManUeHTOB,
KoTOpble HecyT JnBe, BbeibBatome CF  myrtanum
(xnaccudunuposannsie B 6aze nanubix CFTR-2) B mpanc
MOJOKEHNH (T.e. IO OJHOM MyTalMM Ha KaXAOW u3
TOMOJIOTHYHBIX XpoMocoM). OJHAKO OTCYTCTBHE JBYX,
BeibBatomux CF Myranuii, mocie pacimpeHHOTo aHAIN3a
JHK npu Hanuuuu ApYruxX TUIMYHBIX KIMHHYECKUX HU
71a00paTOPHBIX IOKa3aTeNed OOoJIe3HH, MM aHOMAaJIbHBIX
6uonpob CFTR (cMm. Huke) He uckmouaet CF.

b) [TarmeHTamM ¢ «MyTanusiMM, HMMEIOMUMH  Pa3IUIHBIE
HocneAcTBUA»  TpebyeTcd  JaibHeWInas  OleHKa B
cneuuansHoM nenrpe CF.

2.7. Kaxogvl munumansho npuemnemuvie cmaroapnvl ROMOWU npu
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coobwenuu ouaznosa CF y nayuenma ¢ cumnmomamu? [2)

a) O nonoxxutenbHOM quarHocrudeckoM rtecre Ha CF cunenyer
coo0maTh HeMEUICHHO (MACaIbHO B TeUCHHE 24 4acoB).
b) [NanmenT wnmm poAMTENN/ONEKYHBI JOJDKHBI ITOJTYYUTH

SICHYIO IIMCBMEHHYIO U YCTHYIO HH(OpPMAIHIO 0 OOJIE3HH, U
OBITH 00ECIICUCHBI JOCTYIOM K 3JIEKTPOHHBIM HCTOYHHKAM
CHCTEMBI 3J]paBOOXPAHEHUS WIH HaLMOHAIBHOI
MAIMEHTCKOW opraHm3anmu. JlomkHa OBITH MpeaocTaBiIeHa
KOHTaKTHasi MH(pOpMaius cooTBercTBytomero uentpa CF

(cormacHO ~ HampaBJIE€HHAM  [OMOIIM  JUII  BHOBB
nquarnoctuposaHHoro CF B xax10if KOHKpETHOH cTpaHe).

) JlomxkHo OBITH IIPEJIOKCHO TEHETUYECKOE
KOHCYJIbTUPOBAaHME M  IIPEJOCTAaBICHBI  KOHTaKTbl €

KIMHUYECKOH TeHeTHYecKoil cimyx0oil. Oto obmerdur
npegynpexxaenue CF B 3aTpOHYTBIX CeMbsAX, BKIIIOYAs

POACTBEHHUKOB, KOTOpbIE MOT'yT MOJIBEPTraThCs
MOBBIIIEHHOMY PHCKY 3a00J1€BaHusI.
d) Jlnst oLleHKH TOHMMaHMSI CeMbell CHTyalluH JOJKHA OBbITh

Ha3Ha4yeHa clenyollas BcTpeda (He Ooublle, yeM depes
OJIHY HEJEINIO), ¥ MPEeJ0CTaBlIeHa KOHTAKTHas HH(OpMaIHs
o uenrpe CF.

e [ManmenTsl W pOAMTENN/ONEKYHBI JOJDKHBI  ITOJTYYUTH
KOHCYJIBTAllMIO O JPYTHX HCTOYHHMKAX wHH(opmanuu, B
YaCTHOCTH B HHTEpPHETE.

f) Ha nepBoii pmarHocruyeckoil BCTpeue MAUMEHTHl U
POANTENN/ONEKYHBl JIOJDKHBI IIOJMY9UTHh HH(MOPMALUIO O
MoJeny OyAyle KIMHNYEeCKOW TTOMOIIIH.

2.8 Kakoebl munumanshsle cmanoapmel nomowu U HAGIoO0eHUs.
01151 6HOBb OUACHOCIUPOBAHHBIX NAyueHmos?| 5)

[Manment ¢ guarnozom CF poipkeH MOMy4UTh HEMEIJICHHBIN
noctyn B crnenuanbHblii neHtp CF, crmocoOHBII OKa3biBaTh
MEKIUCIMIUIMHAPHYIO HOMOIIb, KOTOpas OTBEYAET CTaHIapTaM
nomouy, npuaaTeiM ECFS.

2.9 Kakoevl munumanshsle cmanoapmel nomowu U HAGIo0eHUs.
ona  nayuenmog ¢ cumnmomamy, xapaxmepuoimu o CF  u
NOSPAHUYHBIM/COMHUMETLHBIM YPOBHEM XTopuda 6 nome?[5, 6]

a) [TaupeHThl, KOTOPHIM MOCTABICH MPEANOIOKHUTEIbHBIN
nmuarHo3 CF, 1 ¢ COMHUTEIbHBIM YPOBHEM XJIOpHJA B HOTE,
C OOHOM MyTaumeid wuaM Oe3 BBIABICHHBIX MYTaLHi,
JIOJDKHBI HOJIYYUTh IOCTyN B cnennanbHbiil nentp CF ms
HEOOXOMMMOM OIleHKH. Ba)kHo, 4TOOBI Takue MaIieHTh
MOJTy9Yaii JTOJITOCPOYHYI0 ToMoIib. Habironenne B WHOU
KIMHUKe, yeM kinnHuKa CF, MOkeT OBITh NMpUEMIICMBIM B
COTpYIHHYECTBE CO crienuaibHbIM eHTpoM CF.

b) BemomoraresnbHbie TECTBI MOTYT moaTBepanuTh nuarao3 CF
yepe3 oOHapykeHHe (eHoTura OOJIE3HH BTOPOTO OpraHa,
TakOM KaK HEIO0CTaTOUYHOCTb IOJKEIYI0UHON IKeJe3bl
(pexanbHas maHkpearnyeckas odnacraza), CBAVD vy
MYXUHUH, MOpaKEHHUE JETKUX WU CHUHYCHUTHI, JTHOO yepes
BBIIBIICHUE AHOMAJIMKM MOHHBIX KaHayoB (cM. Paznen 2.10).

) OTHU MalyeHTHI MOIJIeKAT BHUMATCILHOMY HAOIOICHUIO B
OTHOIIICHUY Pa3BUTHS OCJIOKHCHUH M BBEICHHS TPeOyeMOi
Teparnuu.

2.10. Jomucnbr 1 nayuenmvl ¢ COMHUMETbHLIM — OUACHO30M

npoxooums  mecmol  6uonpobvr  CFTR  (pasnocms
NOMEHYUAN08, usMeperue moka 6 buonmame xuuiku)? [ 11]

HA3A/IbHbIX

TTanuents! ¢ coMauTenbHbM auarao3oM CF qoinkHbI OBITH
obcrnenoBanbl  cnenmaimcrom  mo  CF. B cmywasx ¢

HOTPAHUYHBIM/COMHHUTEIBHBIM ~ PE3YJIbTAaTOM HOTOBOH  HPOOBI,
JajgbHEeHIIMe 3IeKTPOPU3HOIOTNISCKAEe HCCIeJOBaHUS (HOCOBas

Pa3HoCThb MIOTCHLHAJIOB, U3MEPCHUC KOPOTKO3aMKHYTOI'O
HUHTCCTUHAJIbBHOI'O TOKa), 110  BO3MOXHOCTH, JOJIKHBI OBITH
HIPOBEACHBI.

3. IpenynpexaeHue nporpeccCHpoBaHMs MOPaKEHHsI JerKHX
yepe3s obecrnedyeHne BceM MalHeHTaM J0CTYITHOCTH Tepanuu ¢
NpoBepeHHOI 3P PeKTUBHOCTBIO

Oemukc Patben (Kanana)

Iarpuk ®mom (CILA)

Anan Cmur (CK)

Oxupmaembiii  cpoxk xm3Hn ¢ CF  3a  mocnengnue
4 necatwietus — 3HauuTeNnbHO  yBenmumwics  [12]. Ognako

OonpmmHCTBO manueHToB ¢ CF emé ymupaer oT pecnupaTtopHOi
HepocTaToyHoCTH [13], M no3TOMY 3aMejuleHHE IPOrPECCUPOBaHUS
MaTOJIOTUYECKHUX IIPOIECCOB B JICTKUX OCTaETCs TIJIaBHOM IEIbIO
teparmn CF.  OcnoBroit  pmedexr mnpum CF mpuBomur K
HEJIOCTaTOYHOCTH MYKOIMJIMAPHOTO KIIMPEHCA, 3aCTOI0 CIH3H H
BTOPHYHON HHQEKIMH TakuMH MatoreHamu, kak Staphylococcus
aureus u Pseudomonas aeruginosa. Xpouunueckas wH(pekuus (¢
BBI3BAHHBIM ~ HEHTpOoQHMIaMH  BOCHAICHHEM)  IEpEMEKacTCs
OCTPBIMH OCJIOXKHEHHSAMH, M10CIE KOTOPHIX (DYHKIMS JIETKUX MOXKET
HE BEpHYThCS K HCXOIHOMY ypoBHIO [14]. CrenmoBarenbHO, AT
COXpaHEHUs JIETOYHON (PYHKIMM BaXKEH TINATENILHBIN €XKETHEBHBIN
YXOX W CpOdHas, arpeccHUBHAs Tepamus Ipu oOOoCTpeHHsX. B
JaHHOM pasjenie o0CyXKJaeTcss Hawlydmas IpakTHKa B OTOH
obacTH.

3.1 Cnedyem nu Jneuumv NePeUUHYIO W 6HOBb BbIAGIEHHYIO
baxmepuanvhyio unghexyuro, evizsanmyio Pseudomonas aeruginosa?

OcraBnennass 0e3 JICUCHWs, BIEPBHIC ITOSBUBIIASCS
unpekuus P. aeruginosa dyaer nporpeccupoBaTh B XpOHHYECKYHO
HMH(]EKIHIO, KOTOpas CBS3aHa ¢ yXyIIICHuEeM JErouHoil GpyHKImy,
YXYJIILCHUEM IUTaHUs, YaCThIMM JIETOYHBIMH OOOCTPEHUSIMH U
noBsinieHneM cmepTHocTH [15]. He mmeercst sicHBIX yka3zaHHil Ha
TO, KaK CKOpO CleJyeT HayMHATh PAJAUKAIBHYIO TEpaIio, HO
JIeYCHHE JIOJDKHO HAuMHATBCS OBICTPO (He mo3ke ueM dyepes 4
HEJIeNH TI0CNe TOJyYeHUs IOJOXKUTEIFHOTO pe3ylbTraTa pocTra
KynsTypsl). ECTh HecomMHeHHBIE cBHaeTenbCTBa d(P(EeKTHBHOCTH
SpaJMKAlOHHON Tepamuu TNpoTHB P. aeruginosa, Ho emé Hu
OOMH pPEeXHM HE IIOKa3aJl CBOETO  IIPEUMYIIECTBa B
s¢dexruHocTH [16]. MeTopl BKIIOYAOT OT 28 JHEH WHIAISINHK
pactBopa TtobOpamurmmua (TIS), m mo 3 wMecsueB coueTaHus
UHT SN KOJIMCTHHA c NEPOPATBLHBIM MpUEMOM
UIPOQIOKCAIINHA [27]. Heo6xomumo HOCIIe/IyIoIee
HaOJIIOIEHHE TI0 KyJbTypaM, 4TOOBI MOATBEPIUTH HMCKOPCHCHUE
HHPEKINU.

3.2 Kax  creoyem  neuumv
unepexyuio Pseudomonas aeruginosa?

XpOHUYeCKyl0  OAKMepUanbhylo

Ecnn spagukanmonHas Tepamus He OblIa YCHEIIHOW, TO
JIMarHO3 OIpENEeNsIeTcsl KaKk XPOHWUYEeCKas WHQEKIUs, W IOJDKHA
ObITh ~ HAa4YaTa  JOJNTOCPOYHAs  WHTASIIUOHHAS  Teparms
antuOnotukamu [18]. [upextusbl CIIA pexkoMeHIyOT st
MALUEHTOB CTapiie 6 JIeT ¢ XpoHuYecKoil nudekiuei P. aeruginosa
MecauyHble Kypcbl TIS ¢ mepepbiBaMu, HE3aBUCHMO OT TSKECTH
MOPaKEHNSI JIETKUX, HA HEONpeNeNéHHYI0 JINTEIbHOCTh CpPOKa
[19]. Xotst OTCYTCTBYIOT HCCIIEIOBAHHS OTHOCHTEIBHO JETel
mimagme 6, JiedeHHe C OSKBUBAJIEHTHBIMHM  J03aMH  TaKxke
PEKOMEHyeTCs U B 3TOHM BO3pacTHOMH rpymnme. JJomyCTUMBII pexxum
— 300 mr gBaxkabl B JeHb, 28 OHEH, yepeayroluiics ¢ nepepbiBaMu
nedeHus Ha 28 mHel. MHramsamust cyxoro mopomka ToOpaMUIMHA
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(TOBI Podhaler™) mveer paBmosHAuHYIO d()(EKTHBHOCTH, KaK
6but0 mokazano B [20]. MHramsuus astpeoHaM-in3uHa [21]
DEKOMEH/IOBaHA KAk  aJlbTePHATHBA W  CBPOICHCKAMH, |
amepukanckumu aupexktuBamu. Komuerun (2 ME nBaxnas! B 1eHb)
LIMPOKO MCIIOJIb3yeTCs B EBporie, u ceiiuac 10CTyIeH TakKe B BUJE
npemnapara cyxoro mopomka [22]. Crenupanuct-pusnorepanesT
JOJDKEH PEKOMEHIOBaTh PACMHCaHHEe NPHEMA HHTATALUOHHBIX
JIEKAPCTB ¥ TOAXOISAIIMI METO HHTAIISIIIHH.

3.3. Toxaszana nu xponuueckas noddepaicusarowas mepanus Ois
Jledenus Opyeux uHgexyuii?

XoTsl [sl HEKOTOPHIX MAIMEHTOB JJIMTENbHBIE KYpPCHI
AQHTHOMOTUKOB OJaroTBOPHBI, B HACTOSIIEE BPEMsl HE HMEEeTCs
JIOCTaTOYHBIX JAHHBIX B II0JIb3Y XPOHHYECKOH MOJAEPKUBAIOLICH
Tepanuy IpOTUB APYrux bakrepuii, kpome P. aeruginosa.

34. Tloxazana
baxmepuii?

npogunakmuyeckas — mepanus.  npomue

IIpodumakTnka (IIyKIOKCAIMJUIMHOM B TIEPBBIC TOMBI
JKU3HH Juis mipexynpexieHus uHdexuun Staphylococcus aureus
MOJJICP)KUBACTCSL  TUPSKTUBAMH B OJHHMX CTpaHax, M He
PEKOMEH/YEeTCsl B IPYTHX; STOT BOIPOC OCTAETCSI MPOTUBOPEIUBBIM
[17]. He umeercst naHHBIX B 10Jb3y MPOMHIAKTUYECKON Teparin
MIPOTUB APYTUX OaKTepUil.

3.5 HAensemes . usuomepanusi CywjecmeeHHbiM KOMHOHEHMOM
Xporuyeckotl noddepoicusarowieii mepanuu? Ecmv . makoti memoo
OUUCHIKU ObIXAMETbHLIX NYMell, KOMOPblll Tyyute Opyaux Memooos?

®usuorepanus TPYAHOH KIETKH C 1EJIbI0  OYMCTKH
JIbIXaTEeJbHBIX nyTen PEKOMEH TyeTCst JIUPEKTUBAMU
BenmukoOpurtanuu [23] u CIHA [24], u momkHa ObITh JOCTYITHA
BceM manuentaM ¢ CF. HemaBHue mapastenbHbie ncmbITaHust [25]
HOKa3aJld, 4TO OOBIYHOE IIOJIOKMTEIBHOE [ABJICHHE Ha BBIJIOXE
(PEP) myumie, ueM BBICOKOYACTOTHBIC KOJICOAHUS IPYAHON CTCHKU
(KOTOpBIC OCHOBAHEI HA IOpOrocTosiieM obopynosanun). OgHaKo B
OOJIBIIIMHCTBE CIIy4aeB HE HMEETCS JaHHBIX O HPEHMYIIEecTBax
KaKkoro-mmbo OJHOTO MeToJa B CPaBHEHHH C JPYTHMH.
CreoBaTebHO, METOJ OYMCTKHM [IbIXAaTeIbHBIX IyTeil JOJKeH
noa0MpaThest MHAUBHAYAnbHO [26]. IIpn Ha3HAYSHHH MOAXOISIIETO
METO/la OYHCTKM [bIXAaTEJbHbIX IyTed HEOOXOAMMBI I'MOKOCTb M
OpPUHSATHE BO  BHUMAaHHC MpPEANOYTCHMI  mamueHta  [27].
Crenpannuct-Gpu3noTepaneBT JOJKEH HMETh OOIINPHEIE 3HAHUS 10
BCEM METOJHMKaM M TeXHHKaM jAbIxaHus: 1o narodusuonorun CF,
10 aJbTEPHATHBHBIM pEIICHUSIM M IIPOTHBOINOKA3AHUSAM JUIS
pasnuuHelx  mpouenyp [26]. Vmpakuenus u - Qusmdeckas
aKTUBHOCTb JIOJDKHBI OBITh BKJIIOYEHBl B OOMH mporecc
¢usnorepanuy, mnpemtaraeMeiii  kaxaomy mamuenty ¢ CF,
HE3aBHCHUMO OT Bo3pacTa M TshkecTH OonesHu. OcnabieHue
CIIOCOOHOCTH K YHP@KHEHUSM  CBSI3aHO € yXYyJUIECHHEM
JbIXaTebHON (DYHKIUM U BEDKHBaeMOCTH [28].

3.6. Kaxoevl sadicHeliuiie KOMROHEHMbl JedeHUss NAyueHmos 60
8pems MU30008 KIUHUHECKO20 YXYOuleHusa?

a) Pannee BbIsIBIICHHE U JICUCHUE.

IIporpecc mopaxenus nerkux npu CF xapaxrepusyercs
nepuojiaMi  CTaOWIBHOCTH M BPEMEHHBIMH  JIIH30aMH
KIIMHIYECKOTO YXYALICHUS, Ha3bIBAEMBIMU «IETOYHBIMU
oboctpenmsamu» (PEX). CornacoBannoro ompenenenuss PEX ne
CYIIECTBYET, HO HEOOXOAWMO, 4YTOOBI O3TH SHH30IBI OBICTPO
JUarHOCTUPOBANUCh M Je4mnuch. ITaleHTsl ¢ M3MEHEHusIMH B
CUMIITOMaX, KOTOpbIE MOTYT yka3biBaTh Ha PEX, NOKHBI MMETh

Oe30TiIaraTeNbHbI  JOCTYI B CHCHUAIU3UPOBAHHBIN  IICHTP.
Heo0xomumeie cpeactBa nuarHocTuku it oneHkn PEX Brirrowaror
HM3MEpEeHNe JErOYHBIX (YHKIMA, MHUKPOOHOIOTHYCCKUA aHAIN3 U
panuonornyeckue tectol. st nedenus PEX oObruHO Tpebyrores
AQHTUOMOTHKHU, KOTOPBIC BBOJATCS MEPOPAIbHO, IyTEM HHIAISALMH,
WM BHYTpUBeHHO. Ecii manuenTy TpedyeTcsi TOCIUTAIU3aus s

BHYTPUBCHHOH  Tepanmuu  aHTHOMOTHKAMH, TO BakHO HE
OTKJIaIbIBATh 6.
b) MesKIMCUMIUIHHAPHAS TTOMOIIIb.

Jleuenne oboctpenuii CF monaraercs He Ha OJHY TOJIBKO
AQHTHOMOTHUYECKYIO TEpamuio, a TpebyeT MEXAUCHHUIIINHAPHOTO
noaxona. IlanmenTtam criemyeT peryiasipHO NPOXOAUTh OCMOTP
crenuanucTa-pu3uoTepanesTa, KOTOPBIH  yIydIIUT  OYHCTKY
JBIXaTeNbHBIX IyT€H U, €CIH HY)KHO, ONTUMM3UDPYeT PpEeXKHM
unramanuil. Bo Bpems PEX y nanueHTOB Hepenko CHUKAaeTCs
ammeTuT, U UM TpeOyeTcs YBEeIHYeHHOE IMOTpeOIeHHe Kalopuid
BCJIC/ICTBAC  IIOBBIIIGHHOM  METa0OIMYeCKOH  MOTPEOHOCTH.
HaG6monenne CHeLUaIUCTa-IUeToIIora OUCHb BaXKHO.
BuyTtpuBeHHbIE aHTHOMOTHKM ClIETyeT BBIOMpAaTh C Yy4acTUEM
(dapmareBTa U HHEKIIMOHUCTA-MUKPOOHOIIOTA.

) PexuM aHTHOMOTHKOB.

®dapmakokunnernka antuOnoTrkoB npu CF nmmeer ocoObrit
Xapaktep, M TpeOyeTrcss IOH00p MO3HPOBKH AHTHOHMOTHKOB
COTJIACHO CIICLHAIBHBIM AUPCKTHBAM/PyKOBOJCTBaM (B HEKOTOPBIX
caydasx — ¢ mosblmieHueM J103bl) [29]. TIpotus P. aeruginosa
peKOMeHIyeTcs KOMOMHAIMS U3 OBYX U OOJblIe aHTUOMOTUKOB, U
0OBIYHO KypC cocTaBisieT 14 nHel BHYTPUBEHHOM Tepamuu, XOTs
000CHOBaHHOM Ji0KasareipHOl Gasel stomy Her [30]. Bosee
JUIMTENbHAS Tepanus OJaroTBOPHA UL HEKOTOPBIX MAalMEHTOB, U
pemeHre 00 O3TOM JOJDKHO OCHOBBIBATHCS HA MEIUIIMHCKHX
MOKa3aHMsX, @ HE Ha Pecypcax U CTOMMOCTH. B OTAENBHBIX Cilydasix
HCIIONB3YETCs BHYTPUBCHHAs aHTHOHMOTHYECKAsl TEparus Ha JI0MY,
HO MporpamMmMa JOMAIHEro yxojla TpeOyeT rapaHTHH, 4YTO BCE
yKa3aHHbIC BBIIIC aCIEKThl BXOJAT B IUIAH JiedeHus. [lostomy
CTAllMOHAPHOE JICYEHHE OCTAdTCAd CTaHAapTOM IOMOIIM UL
OOJBIIMHCTBA IMALMEHTOB, HYXJAIOUMXCS BO BHYTPHBCHHOM
AQHTUOMOTHYECKON Tepanuu.

d) OlleHKa PEaKIiy Ha TEPAITHIO.

B nauane n no okonuanuu neyenust PEX Baxkno nposeputh
¢ynkmmio n€rkux. HecMOTpst Ha MHTEHCHBHYIO TEpAInIio, OKOJO
25% mnaumeHToB mocie 000CTpeHusi, TPeOyIoIero BHYTPHBEHHON
AQHTHOMOTHUYECKOH Tepamuu, HUMEIT OCTaTOYHOE YyXYAIICHHE
néroynoil  pynkumu [14], uyro mog4EPKUBACT HEOOXOIMMOCTH
MOJICPKUBAIOIIEH Teparuy AJIs IPEeIyNpeKIeHUs 000CTpEeHUH.

3.7. Kakosa pexomen0o6annas XpoHuueckas noOOepI’CUBAIOUIAsL
mepanus 071 COXpanenust 300posus 1e2Kux?

OOumMpHLI 0030p 3TOI TeMbl HE BXOIUT B 3a/1a4U JAHHOTO
JOKYMEHTa; OH MMeeTcs B JApyrux ucrounnkax [19, 31]. Meromsr
OUYHMCTKM JBIXATENbHBIX MyTeH, Quinueckas aKTUBHOCTb U
MOJIJICP)KUBAIOIASl AMETAa — BaXXHBIE KOMIOHEHTHI COXPaHEHHS
3JI0pPOBBS JIETKUX, HO 37I6Ch MBI 00CYK/JaéM TOJBKO JEKAPCTBEHHYIO
Teparuro.

3.7.1.  Myxonumuxu

EnMHCTBEHHBI areHT ¢ J0Ka3aHHOH 3((GEKTUBHOCTHIO MPU
CF, pasnararommii cnu3p — jgopHasa anbda. MccnenoBanusiMu
MOKa3aHbl yJIy4lIeHHe (YHKIUH JIETKHX W COKpAICHHE JIErOYHBIX
obocTpeHnii y GONBHBIX HE3aBUCHMO OT TSDKECTH cocTosiHMs [32].
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HenaBuue cooOuieHnss mo aHanu3y KpyNHBIX 0a3  JaHHBIX
CBHJETEIBCTBYIOT, YTO JOpHa3a anbda 3aMemieT yXyAIICHHE
nérounoit Gpynkuuu [33]. Dddexr neueHns He NOCTHraeTcs, eciu
JeYeHHe  IIpepBarth, modTOMy  TpeOyercss — AIHMTeIbHas
TI0/1/IeP KU BAIOIIAS Tepanusi. D¢ dekTHBHOCTD TPYTHX
MYKOJIUTHKOB, TaKMX Kak N-aleTHIHUCTCHH, He Oblla JJ0Ka3aHa y
6osbubix CF [34].

3.7.2.  Jleuenue cuopamopamu

Jeixarensaele mytn npu CF 00e3BOKEHBI, a yBEIHYUTH
O0OBOIHEHHOCT [JBIXaTEJILHOW ITOBEPXHOCTH MOKHO C ITOMOIIEIO
OCMOTHYECKHX areHTOB, Ha3bIBACMBIX THapaTopamu. VX MexaHn3M
JefcTBUs OTIMYAeTCs OT TAaKOBOrO y JopHasa anbda, u oba
HOJIXO0Aa JIOHOJIHAIOT Apyr apyra. B EBpome mocTymHbl Kak
UHTJSILIMOHHbIE areHThl runeproHudeckuii pactop NaCl u
ManHuTOI. ['mnepronnueckuii pactBop (7%) cokpaiiaeT 1EroyHsle
000CTpeHHsT M HECKOJBKO YIydllaeT JIETOYHyl0 (YHKIHIO, IO
JaHHBIM ~ cucTeMarndeckoro o63opa [35]. T'umeproHmyeckuit
pacTBOp ceifuac UCIIOIB3YETCSI MHOTUMH TAIMEHTaMU C YMEPEHHOH
1 TsDKENON IEroYHON 60JIe3HBIO; OH MOIESPIKUBACTCS JUPEKTHBAMH
u pykosojctBamu [19]. MaHHHTON OBUT MPEUIOKEH TO3HEE; OH
TaKxke yiydmiaer Jéroynyro ¢yskimo [36, 37]. Dror mpemapar
JOCTylleH B (opMe CyXOro IOpOLIKa, YTO COKpAIlaeT BpeMs
npouenypsl. O0Ga areHta AEHCTBYIOT paszpaxaroiie, u TpeOyroT
HpeIBapUTEIbHON AniaTalii OPOHXOB M IIEPBUYHOTO HCIIBITAHUS
MIEPEHOCUMOCTH.

3.7.3.  Tepanus anmubuomuxamu

Wngpexunn  apixatenbupix  nyted npu  CF - MOxHO
HOJPa3/IeNTh HAa paHHHE (NEPBUYHBII BBICEB), NEPEMEKAIOIIHECS
n xpoHudeckue wuHpexnuu. Takas cxema OblTa MOJE3HA IS
unpexkuun P. aeruginosa (cm. Bbime Bompoc 1) W MOKeT
NpUMEHATBCT K JpyruM Oakrepusm. Korma He ymaéres
HCKOPEHEHHe, ¥  pa3BUBACTCS  XPOHHYECKas  WMHQEKIHs
P. aeruginosa, wuHrajsLUOHHAs aHTHOAKTEpUAJbHAS Tepamus C
JI0Ka3aHHOI A()(heKTUBHOCTBIO COKpAIaeT JErouHble 000CTpeHNS,
yiaydmaer (QyHKIMIO JIErKUX M oOyerdaer pecrupaTopHbIC
cumnTomsl [18]; mosToMy OHa SIBISETCS YACTBIO CTaHIAPTHOM
nomomu [17, 19]. VHransunoHHash aHTHOAKTEpHAIbHAS TEparust
JIOJDKHA HAa3HAYaThCs Kak JUIMTEJIbHAs T0JICpPKUBAIOLIAs Teparus,
Cc JedeHMeM JMOO COWHCTBEHHBIM IIperapaTroM, JOo ¢
4yepeoBaHNEM pa3JIMIHbIX aHTHOMOTHKOB. [lonb3a oT nedeHus
NIEPEeBEIINBACT PHUCK, CBS3AHHBI C pPa3BHUTHEM PE3HCTEHTHOCTH
MHKpPOOOB, OOBIYHO MPEOMOJIEBACMONH BBICOKHMH MECTHBIMH
KOHLICHTPALUAMU aHTHOMOTHKA.

3.74.  Maxkponuow

Makpomuasl  Onaronpustasl i nanuentoB ¢ CF,
BO3MOJKHO 10 TIPUYMHE CBOCTO JBOMHOrO 3()eKkra Ha MHPEKIUIO U
Bocrajenne. XOTS IepBUYHO OHH HE H(P(EKTHBHBI TPOTHB
P.aeruginosa, wuMelTCs  AaHHBIC, yKasblBalOLIME Ha  UX
3¢ (eKTUBHOCTb, KOTJJa OPraHU3Mbl HAXOAATCSA B OMOIUIEHKAX, Kak
9TO MPOMCXOJMT MPH XPOHHYECKOW uHOpekiun P. aeruginosa.
[TokazaHo, 4YTO MOAAEPKUBAIOLIAS TEPaNus a3UTPOMHIMHOM
yinydmana ¢yHKIuio JErkux U coxpamana PEX y xpoHudecku
HHOUUUPOBAaHHBIX  mHanueHToB  [38]; oOHa  BKIOYCHA B
pekomeHgoBaHHoe  Jsiedenue  [19].  Tawke — HaOmroganock
COKpAIlleHHe JIETOYHBIX OOOCTPEHHH Yy MIIQAMINX ITAl[HEHTOB, HE
unpuuupoBanHbix P. aeruginosa [39]. OcrarooTcs HEKOTOpbIC
COMHEHMSI OTHOCHTENIBHO CTOMKOCTH dS(ekTa M  BIMAHUA
MAaKpOJIM/IOB Ha HHAYKIMIO PE3UCTEHTHOCTH Y IPYTUX OAKTEpHi.

3.8. Tlomocaem nu xpouuueckas noodeporcusarowas mepanus
npomus 80cnanensi ObIXAMeIbHbIX Hymell, U KaK e2o clie0yem aequns?

Bocnanenne — CyIIIeCTBeHHLIfI KOMITOHCHT I1aTOJIOTHH

nerkux npu CF. B BocnaneHnn ApIXaTeNbHBIX MyTeH TOMUHHPYIOT
HeWTpodmisl, W Takue OOBIMHBIE IPOTHBOBOCIIAIUTEIIBHEIC
npenapaTsl Kak KOPTUKOCTEPOWMIBI, BBOJVMBIC CHCTEMHO HIIH
HHTaJsIIUeH, He UMEIOT JTOKa3aHHOH 3()()eKTUBHOCTH Yy IAI[UEHTOB
CF — xpome neueHus comyrcTByromedl actMbl. IlokaszaHo, 4to
BBICOKHE [103bl MOympodeHa 3aMemssioT yXyAlleHHue JIEroYHon
¢yukiun  [40]. Takoe nedeHne TpeOyeT KOHTPOJsSE YPOBHS
npenapaTta B KpPOBHM, U HECMOTPs Ha OOHAA&KHBAIONINE JAHHbIC,
OHO HE MOJYYWIO LIMPOKOTO pPACIPOCTPaHEHHs. XOTd ceiuac
U3y4aroTCs APYrUe MPOTHUBOBOCHAIMTEIIBHBIC JIEKAPCTBA, OHU I10KA
YTO HE MOJJICP)KUBAIOTCS HM ONBITOM HX IPHUMEHCHUs, HH
JIOCTYIHOCTBIO AJIS1 KIIMHUYECKOH OMOLIH.

3.9 Tepanus mooynsamopamu CFTR — kakoe nevenue ycmpansiem
ucxoonwiit Oeghexm npu CF?

CoBpeMeHHOE JICUCHNE HaNpaBICHO, INIABHBIM 00pa3oM, Ha
CHMIITOMBI, KOTOpBIC BBI3BIBAIOTCS JI€(DEKTHBIM I'€HOM, TOTJa Kak
¢apmakoreparmust CFTR 1oipKHa HOBBICHTB SKCIIpPEcCHIo Oellka Ha
MOBEPXHOCTH KIJICTOK, WM YCHJIHTH €ro (DYHKIHIO C IIOMOIIBIO
OTIPE/IENICHHBIX TpenapaToBB. Takas CTpaTerus JIEeYeHHs MOXKET
BHECTH KOPEHHBIE U3MEHEHHs B PAa3BUTHE, WM JIaKe OCTAHOBHUTH
nporecc Oonesnu. Ceifuac M3y4aroTcs pasjd4HbIE Npernaparsl,
HauenenHple Ha crneuuduueckne wiaccel CFTR nedekros. Ha
CEerofiHsl TOJBKO OJHO JIEKapPCTBO IMOKA3all0 SIBHYIO KIMHUYECKYIO
a¢dexruBHOCTD. MBakadtop — cpencrso, nmoreHuupyromee CFTR,
HU3y4dasoch Mpu peryiastopHod myranuu G551D: oHO He TONBKO
o0Jierdaio  MOHHBIM TpaHCIOPT (YTO MPOSBUIOCH CHIDKCHHUEM
YPOBHS XJIOpHAA B TOTE), HO WM YIydIIAJO TaKUe KIMHHICCKUE
nokasarenu, Kak Qyakuus snérkux u PEX [41]. Dddexrunas
BEJIMYMHA W3MEHEHUsS JEro4HOH (YHKIHMM INPEBBICHIA TAKOBYIO,
Ha0I01aeMy10 MpH JIF000H Ipyroi JOCTYMHOM MarMeHTaM CeroIHs
nexapctBeHHOI Tepanun CF. XoTg sTa myTtanust oOHapy:KuBaeTcs
MeHbpIIEe 4eM y 5% BO BcéM Mupe, MBaKaQTOp IMOATBEPXKIACT
NPUHIOUNNAIBHYI0  BO3MOXKHOCTB  YCIICIIHOHM  (hapMaKoTepariu
CFTR. ¥ namuentos ¢ myranueir G551D uBakadrop J0mKeH cTaTh
YacThIO CTaHAApTa MOMOIIH.

3.10. Kax  cnedyem  newumv  cpubkoevle  unpexyuu  u
TAACENBIL/PEYUOUBUDYIOUJULL annepauieckuti OPOHXO-1€204HbITL
acnepeuwnés (ABPA)?

Aspergillusfumigatus, a Takxke apyrue rpuHOKH OOBIYHO
obHapyxkuBawTcsi B Mokpote naiueHtoB ¢ CF. Xors mocneacTsust
9TOr0 HE COBCEM MOHSTHBI, IOCIESIHNIE TAHHbIC YKa3bIBAIOT HA TO,
gyro A. fumigatus Moxer AeiiCTBOBAaTh KaK MATOreH y HEKOTOPBIX
naientoB ¢ CF [42]. Tlostomy Ky/ibTHBHPOBAHHE MOKPOTBI
nanpeHToB ¢ CF  mOo/KHO — BK/IIOYATh  OLIGHKY  I'pUOKOB.
Amneprudeckuii OpOHXO-JIETOYHBIH acleprmuié3 — 3TO XOPOIIO
u3ydeHHoe ocioxHenne y manueHtoB ¢ CF, ¥ OHO JOJDKHO
MPOBEPSITHCS Y 0000 MAlKEHTa ¢ KIMHHYCCKUM YXY/IICHHEM, HE
MOAJAOIIMMCS aHTUOHOTHYeCKO Teparnuu [17]. JlnarHoctiHyeckue
TECTBI BKIIIOYAIOT: KOXKHYIO aJUIEPTHYECKYI0 MPoOy, OlpenencHne
yposueil IgE u crenupuueckoro xk Aspergillus IgE B ceiBopoTke
KPOBH, ONpE/CICHHE TNPEUUIUTHHOB ChIBOPOTKH K Aspergillus.
Taxue aHaIN3bI JOIDKHBI OBITH TOCTYIHBI B KOKIOM YUPESKIACHUH
nomowy npu CF. JledeHue: mepopanbHbli NPEIHU30JI0H ILIHOC-
MHHYC IPOTHBOTpUOKOBas Teparus [17].

3.11. Kax cnedyem Pecucmpuposans/ MoHUMopuposamy
3abonesanue neckux?
. Jlnist oneHku 1 00CyXIeHHS Bcex acnekToB nomouu npu CF

HeO6XOZ[I/IMa MEXAUCHUIIIIMHApHas 6p1/1ra;[a CIICUAINCTOB.
° Peryﬂ;[prIﬁ MOHHUTOPHHI" BKIIIOYACT OLCHKY IIOHUMAaHUs U
ANCKBATHOCTH IIPOBCACHUSA OUUIICHUS AbIXaTCIbHbIX
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IyTel, MeTO/1a MHTAIIIMU 1 OLIEHKY COOJIIOICHUS peKHIMa.

. Knmangeckue o6cnetoBaHyst, KOTOPBIE JOJDKHBI
BBINIOJIHATHCS HE peske 1 pasa B 3 mecsLa, U BO BpeMst
YXYIILCHHsT CHMIITOMOB [43].

. [TockonbKy WH(pEKIHs IbIXaTEIbHBIX IyTeH — TJIAaBHBIN
JBHTATENb IporpeccupoBanust Gone3nu serkux npu CF,
NIPU KXKJIOM IIOCEIICHNUH KIMHHUKH CIIeyeT HCCIIeI0BaTh
MHKpOGIIOpY u3 JIBIXaTEeJIBbHBIX myTei [17].
MukpoOuonorndeckuii  aHanu3 TpeOyeT HCIOIb30BaHHs
crer(pUIeCKUX KYIbTYPAIBHBIX CPEJ VIS psijia TATOTCHOB,
xapakTepHblx uid CF, uyToObI Takue opraHu3Mbl HE ObUIM
MPOITYIIEHBI.

. TectupoBanue n€royHoi (yHKIUM yKa3bIBacT Ha BHIOOD
Teparnuw, ¥ JOJDKHO HPOBOJUTHCS MPH KKIOM MOCCIICHUH
KIMHUKM y TAIUeHTOB, JOCTaTOYHO B3POCIHBIX JUIS
corpyaumndectBa (o6braro ¢ 5 ger) [43]. Tectsr st
MIQIIIUX OeTed celdac paspabareiBarorcs. PerymsipHoe
TECTUpOBaHUE JETOYHOM (YHKIMM [OJDKHO BKIIOYAThH
CMHUPOMETPHIO,  MPOBOJUMYIO  COTJIACHO  KPHUTEPHAM
ATS/ERS [44]; 105¢HO ObITh JOCTYIHO TECTHPOBAHUE JI0 U
nocie OpoHXOIUIIaToOpA.

Penrtrenorpagus rpyaHOil KJICTKH IPOBOIUTCS PEryJsIpHO,
exeroquo B OompmmHcTBe IeHTpoB CF, a Takke BO Bpems
KIMHUYECKOro yxynamenus. [lpyras chéMka H300pakeHHH, Taxas
Kak KommbioTepHas Tomorpadus (CT) BBICOKOTO pa3pelueHus,
TaKXkKe JI0JDKHA OBITH JIOCTYIIHA U OHA YXK€ PETYJSIPHO HCIIOJb3yeTCs
B HEKOTOPbIX neHTpax CF.

4. OnruMajnbHOe MUTAHHE U JIeYeHHE MeTa00JHIeCKHX
0CJIOKHEHUH KMCTO3HOro (hudpo3a

Anne MyHk (©pannuus)

Capa Jlxeiin [lIBapuentepr (CLIA)

Colo Bynd (BenukoOpurtanus)

CocTosiHME TIUTaHMUSA HMMEET TPOYHYIO TI0JOXKUTEIbHYIO
CBsI3b C JI€rouHoil ¢pynkuueil u BepkuBanueM npu CF. Obecrnieuenne
HOPMAQJIBHOTO pOCTa peOfHKa ¥ HOAJEp)KaHHEe HOPMAILHOTO
MIUTAHUS Y B3POCIBIX NIPEACTABISIET BayKHbIE ey Juist Opuraast CF.

4.1. Kaxkosoi yenu, nocmaenenHvie onst
AnUMEHMapHo2o/HympumugHo2o cmamyca y nayuernmos ¢ CF?

MitafieHIIbl ¥ ICTH JOJDKHBI HOPMAJIBHO PACTH TaK, YTOOBI
MJIAJICHIBl JIOCTUTAIA HOPMAIIBHBIX ITIEPICHTHICH Beca M POCTa,
CXOIIHBIX C OCTAJBHOW MOIYJISIIUCH, K BO3pacTy AByX JjeT. [etn u
MOJIPOCTKH JTOJDKHBI MOCTHraTh 50-if MEpIEeHTHIN MHICKCa MAacChl
tena  (BMI). V¥V B3pochmbix  abcomotHeli  BMI  nomxen
HoJIepKUBaThCs BbIme 20 Kr/M?, naeansHo — 22 Kr/M> (KESHIMHDI)
u 23 kr/m? (MyxunHbI). Bce maunmMeHThl OJDKHBI  UMETh
HOPMaJIbHBIIl  CTaTyC 1O IKUPOPACTBOPUMBIM BHTAMHHAM U
MHKpodieMenTaM. ClielyeT KOHTPOJIHPOBAaTh CTaTyC HE3aMEHUMBIX
JKUPHBIX ~ KUCIIOT, ©CJIM  Takoil aHamu3  JoctyneH. [lo
JIMETOJIOTHYECKOM OIICHKE M BEACHUIO OOJIBHBIX M3JIAHBI TUPCKTHBBI
u pykoBojcrsa [3, 5, 45-51].

4.2. Kax cnedyem KOHMPOIUPO8amy
AUMEHMAPHBL/HYMPUMUGHBIIL CIANTyc npu 6eoenuu 6oIbHO20?

Iloka He 3aKOHYNTCS POCT, TIPH KayKIOM ITOCCIICHUH IIEHTPa
JIOJDKHBI IIPOBOIUTELCSI TOUHBIE M3MEpeHHs Beca (KT), pocta (M) H
OKPYKHOCTH TOJIOBHI (CM) (710 Bo3pacTa 2 1eT). Y B3pOCIBIX POCT
ClleyeT HM3MepsTh eXerogHo. V3mepeHus JOIKHBI  OBITH
nepecuntansl B BMI (>2 ner) m cpaBHEHBI C HallMOHAIbHBIMHU
STAIOHHBIMH KapTaMu. MIIaJlnM JeTsSM M MOAPOCTKAaM TpedyeTcst
0co00e BHHMaHKHE BBHIY MX YCKOPEHHOrO mporecca pocra [3, 43,

45-53].
4.3. Kax credyem onpedensimo 9K30KpUHHYIO HEOOCMAMOYHOCHDb
nooswcenyoounou  owcenesvt  (EPI)  u  adexeammoe  3ameujenue

NAHKpeamuyeckux (pepmenmos?

Tpebyercs mpoepka EPI. Ompenencuue xodddunnenra
nornomenust xupa (CFA) — «30110T0H cTaHmapT», HO OHO OYEHb
obpemennTensHo. DekanbHas MaHKpeaTHyeckas snacrasza-1 (FE1) —
NPOCTOW M HAaAEKHBIM METOX € JBYX HEAENb XKHU3HHU, IpHU
OTCYTCTBHH KHJIKOTO CTYJIa.

V manueHtoB ¢ JOCTATOYHOI (yHKIMEl MOKeTyI0uHOM
xkene3sl FE1 crnemyer mpoBepsiTh €XKEromiHo B MIIQJCHYECKOM U
JIETCKOM BO3pacTe, a TAKXKe B MEPHOBI 3aMEUIEHUS] POCTa, MOTEPU
BECa U TUAPCH.

AJIeKBaTHOCTh 3aMeIlaroniel MaHKpeaTndeckue (epMeHTHI
teparmu  (PERT)  ompemensioT — KIMHHYeCKH,  HaOIIomast
QIMMEHTapHBIA CcTaTyc, MpPU3HAKA M CHMIITOMBI HapyIICHHS
BCACBIBAHUS, U YPE3MEPHBIH aNNeTUT MpU MeUIEHHOM Habope Beca.
[ToBeimennsie 10361 PERT MoryT mpuBectd K 0OJSIM B JKUBOTE U
3anopy. MIMeroTcs IUPEeKTHBHI U PyKOBOJCTBA 110 TECTUPOBAHUIO HA
EPI u no3uposke ¢pepmentos [3, 46-51, 54].

44. Kaxoewi OCHOBHbLE
OUEMONIO2UYECKO20 6e0eHUs DONIbHO20?

cmpame2uu NpeseHmueHoco

Hentpet CF  pmomkHBl  OBITH  O3HAKOMIIGHBI  C
PEKOMEHJALMAMU 110 JUETOJIOTMYECKOMY KOHCYJIBTHPOBAHHIO B
Pa3IMYHBIX BO3pacTax, mpoBoaumomy auerosnoramu nenrpa CF [3,
5, 43, 45-51, 54-56]. Ouu BKIIIOYAIOT:

o Ouenky EPI u naznauenue PERT.

. Beibop moaxopsiiel QUETHl, ¢ BHUMAHHUEM K BBICOKOMY
OTPEOICHHUIO JKUPA.

. [Icuxonornyeckyro Tepanuio st JOCTHKESHUS
MIOJIOKUTEJIBHOIO OTHOILCHHUS K IPUEMY IIHIIH.

° JononuurensHoe obecrieuenue HaTpHUEM, npu

HEOOXOIUMOCTH, C OCOOBIM BHHMAHHMEM K MIIAQJICHIAM,
BBISIBJICHHBIM IIPY CKPUHHUHTE HOBOPOXKIEHHBIX.

. ObecnieueHue KUPOPACTBOPUMBIMU ~ BHTAMHHAMH, II0
HOKa3aHUSIM JJAOOPATOPHBIX aHAIN30B.

Kenmunam ¢ CF, koropble INIaHUPYIOT OEpEeMEHHOCTD,
cleflyeT  MOJIy4yUTb  IIPEIBAPUTCIbHYI)  KOHCYJIBTALUIO IO
YIIYULICHHIO CBOCTO aIMMEHTapHOTo craryca [55].

4.5. Kakue ¢pakmoper  credyem oyenusamov 'y hayuenmos ¢
3ame0neHHbIM pOCmom?

OOcneoBaHNe JODKHO HPOBOJHUTHCSA B CIydasx: HOTEpH
BECa WM CHIDKCHUS TIEPICHTHIIN Beca WM JUIMHBI/pocTa (BO3pacT
<2 ger); cHmWKeHUs nepreHTHI BMI, cooTBercTByrOMICH
BO3pacTy ¥ 1Oy (BO3pacT > 2 JIeT); MEUICHHOTO JIUHEHHOTO pocTa
(<18 ner); yxyamenus BMI (> 18 ner). Pannee BmernaTenscTBo
Ba)XKHO BO M30€KaHNE 3HAYUTEIILHON MOTEPH BECa WIIH POCTa.

JluarHocTuka NPHYMHBI IUIOXOTO IUTAHUS OCHOBAaHA Ha
BHUMATEJIBHOM OOCJICIOBAHUN M MEXIUCLUILIMHAPHOM ITOAXOE.
Bo3MorkHBIE TPUYMHBI BKIIOYAIOT: HEJOCTATOYHOE IOTpEOIICHHE
iy, OoJbIIMe MOTEPH SHEPTUH CO CTYJIOM (HEaaeKBaTHOCTD
PERT wmm HecoOmomeHHe peXHMa), 3apakeHHe JIMOIHEH,
[ICJINAKUIO, THUIEPKATa0OM3M B CBSI3U C TOPaKCHUEM JICTKHX,
PBOTY WJIM ractponapes, MIIOKO3YPHIO, TICUXOJIOTHYECKOE BIIMSHUE
CF.
4.6. Kaxosut ouemuueckux

BO3MOIHCHbLE eapuarmasl
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emeuamenpcms?

BwmemarenbcTBa  TOJDKHBI BBOJAHUTHCA IIOCTCIICHHO, Ha
Ol"paHI/I‘{eHHHﬁ nepuong BpEMEHHU, i 0 JOCTHUIKCHUSA
OIITUMHU3AINHU AJIMMEHTAPHOI'O CTaTyCa, B 3aBUCUMOCTHU OT CTCIICHU
HEAOCTATOYHOCTH NUTAHUA U BO3pacCTa NalueHTa.

. Ipeoynpesxcoarowee seoeHiue. HacroiiunBocTts B
COOJIOJICHMN  JIMeThl, PEKOMEHJALMU [0 HATPUIO MU
(depMeHTaM, HW3MEHEHHE  MOJCNHM  HOBEJICHUS  WIN
MOTHBHpYIOIINE Oece bl

o Ymepennoe HedoeoaHue. Juernyeckue J00aBKH,

HpUMEHSEMbIE 4Yepe3 pOT, CIEAYeT HCIOIb30BaTh s
JIOTIOJTHUTENIbHON KaJOPUHHOCTH KaK BpPEMEHHYIO0 MHpoOy,
WM BPEMEHHOE 3aMelleHHe Y OOJIbHBIX MAlMeHTOB. MoxeT
OBITH MOJIE3HBIM BpeMeHHoe HazoractpainbHoe (NG) wmnu
HazoeronanbHOe (NJ) muranue

. Taoucénoe nedoedanue. utepanproe nuranne gepe3 NG
WU TAaCTPOCTOMUYCCKHUIT 30H]] 0OBIYHO YIydIIacT 1
ToJ|/Iep>KMBaeT nuranue nanueHtos ¢ CF

Jpyeue memoowvi mepanuu: llumporenTaguH M TOPMOH
pocTa He BXOIAT B 00bIYHYIO0 Tepanuio. IlapenTepanpHoe nuTanue
MPUMEHUMO, TOJIBKO €CIIM AHTEPAIbHOE MUTAHNE HEBO3MOXKHO HIIU
HE JIeHCTBYET.

Jueronornyeckass peaOWiIMTalns MOXKET 3aHiITh 3—6
MeCsILIeB, TaK 4YTO €€ IpOBEICHHE Iepe] olepauueil I0JHKHO
HAYMHATHCS 3aJ0JT0 0 HA3HAYCHHOTO CpOKa orepaunuu (Hamp.,
TpaHCIUIaHTalMK oprana) [45-49, 56].

4.7. B kakux cmyuwasax u kax credyem npoeepamv  Haauuue
caxapnozo ouabema?

Bee mamuentsr ¢ CF, kKoTOphIM He OBUI AMarHOCTHPOBAH
mabet/CFRD, Bkimodast TeX, y KOro Mor ObITH JuabeT BO BpeMs
OepeMeHHOCTH, J[AOJDKHBI TNpoBepsThess ¢ 10-meTHero Bo3pacra
€XKEroJJHO, B MEPHOJ KIMHUYECKOH CTaOMIBHOCTH, COTJIACHO
cTaHAapTHoMy mnporokony BO3. EnunHuuHbli  aHOMaIbHBII
OpaJIbHBIM TecT Ha TojepaHTHOCTh K rimokoze (OGTT) tpebyer
TIOJTBEPIKICHHS TIOBTOPHBIM TECTOM. JlonomHATEIEHBIE
MOJJPOOHOCTH CM. B OITyOJIIMKOBAHHBIX TUPEKTUBAX.

Ony0OnuKOBaHHBIC JUPEKTHBBI W pyKoBojcTBa [57-59]
MIPEAIOoNaraoT 0oJiee YacTyio IPOBEPKY TJIFOKO3B! HATOIIAK/TIOCTE
enst wwmwim OGTT B criepylomux CHTyauusx: J€rodHoe
o0oCTpeHHe, BBEJIEHHE TIIOKOKOPTHKOMIOB, KOPMIIEHHE uepe3
SHTEpalbHBIH 30H[, IUIAHMPOBaHHE OEPEMEHHOCTH, BO BpeMsd

OepeMEHHOCTH,  IJAHUPOBAHME  TPAHCIUIAHTALMM  OPTaHOB,
KJIMHUYECKHUE CUMITTOMBI JinadeTa.
4.8. Kaxoeo mexywee eeoenue CFRD?

I[Tomomp mamwentam ¢ CFRD pomkHa  oTBeuaTh

CTaHJIapTaM OKa3aHMs TOMOIIHM BCeM OONBHBIM AHA0ETOM; 0COObIE
ommuust st 6onbHbIX ¢ CF mokaszansl ke [57-59].

[Taumenram c CFRD Tpedyercst IIOMOIIb
MEKAUCIUILIMHAPHON BpaueOHOM Opuraznsr ¢ omsitom B CFRD, BO
B3aHMOJICHCTBUM 1 KOHCYnbTanmu ¢ 6puragoit CF. Pexomenmyercs
neunts CFRD wuHCynmMHOM, a HE OpaJbHBIMH JANA0CTHYCCKUMHU
cpenctBaMM.  Bo  Bpemsi  JE€TOYHBIX — OCJIO)KHEHUH — MOXET
noTpeOOBaThCsl YCUIICHHE KOHTPOJIS IO TIIFOKO3€ ¢ 0osiee 4acThIMU
npo6amMH U MOBBINIEHHEM MHCYIHHA. [IUeToIornyeckne TUPeKTUBBI
npu CF otHocarcs u k mnaumentam c¢ CFRD. H3menenue
noTpedsieHnsl  Kalopuil, »Kupa, OelKka U COJU  BCIEACTBUE
JMarHOCTHPOBAHHOrO Juadera HerenecooOpasHo. MOHHUTOPHHT
ocnoxxaennit CFRD Taxoii xe, kak npu Apyrux ¢popmax guadera.

Ocoboe BHHMaHHE clieyeT oOpamars Ha nanuenToB CF co

CHIDKEHHOU TonepanTHOcThiO K Trmoko3e (IGT), ocobenno Bo
BpeMsi O0OCTPEHMIii, IIOCKOJIIBKY KM MOXET IOTpeOOBaThCS
TIEPUOINYCCKAsT HHCYTMHOBAS TEPAITHSI.

4.9. Cnedyem au nposepame nayuenmos ¢ CF na 3abonesanue
rxocmen? Kakue ¢haxmopvl u kax yuacmeyiom 6 npedynpexncoeHnuu
CHUDICCHUSL MUHEPATILHOU HIIOMHOCU KOCmeli?

CHIKeHHe MHHEpAIbHOW InIoTHOCTH Kocted (BMD) —
0OBIYHOE OCIIOXKHEHUE Y IOAPOCTKOB M B3POCIBIX MAIMEHTOB, U
MOKET IIPOUCXOJUTH Yy JAETeH NpU YXyAUICHUM KIMHUYECKOIO
coCTOsIHUSL. PexoMeHayeTcs peryispHblii CKPUHUHI Ha CHUKCHUE
BMD ¢ wucnonp3oBaHMEM ~ CHUMKOB  JBYX?HEPIreTHYECKOMN
peHtreHosckoil abcopbrmomerpun (DXA), HaunHas ¢ Bo3pacta
BOCBMU—ZIECSITH JIET, KAK OMMCAHO B OITyOJIMKOBAHHBIX AUPEKTHBAX
[60-62].

IlenTpsl JOMKHBL OBITH O3HAKOMIICHBI C (haKTOpaMH,
piusitoriuMu Ha cHwkenre BMD nipu CF, u ¢ MeToiaMu CHIDKEHUS
sToro pucka. Camble O0OBIYHBIE (DAKTOPHI PHCKA BKIIIOYAIOT:
nérounsle  MHQEKIWW, HU3KUH  aJMMEHTAPHBIN/HYTPUTHBHEIH
CTaTyC U OTCYTCTBHE CUJIOBBIX YNPaXXHEHNH, 3aMeITIeHHE TT0JI0BOTO
CO3pEBAHUs, JIEYEHHE TJIIOKOKOPTUKOWAAMHM, TUIOTOHAIU3M,
nebuitel BuTaMuHa D, kanbuust win Butamuaa K [60-62].

4.10. Kaxoso mekywee e6edenue npu cHudicenuy MUHEPATLHOU
nnomuocmu Kocmeui?

Jnsa  ymydiieHuss 3740pOBbs  KOCTEH CIENYET CBECTH K
MHHHUMYMY  HM3BECTHble  (DAKTOpbl ~ pHCKa, ONTHMH3HPOBATH
MOCTYIUIEHUE KalbLus M BUTaMuHa D ¢ nueroil. Mcnonb3oBanue
oucpochoHaToB creayer paccMOTPETh Ha HHAWBUAYAIBHOM
OCHOBE, C Y4€TOM MHUHEpAJIbHON IUIOTHOCTU KOCTEH, OTCYTCTBUS
TpaBMaTHYECCKUX IEPEIIOMOB B aHaMHE3€¢ W CTaTyca TPaHCIUIAHTa
[60-62].

5. CoeBpemMeHHOe M 3((peKTUBHOE JTedeHU e 0CI0KHeHHIT
KHCTO3HOr0 (pudpo3a

Marpuk ®mom (CILA)
JxoBannu Tauertn (Mramms)
Amnan Cmut (BenkoOpuTanus)

5.1 Jlé20unble ocnoorcnenus

VY naumeHtoB ¢ kucto3HeiM ¢ubpozom (CF) moxer
Pa3BUTHCS PSiZl OCIIOKHEHUH, KOTOPEIE HE OYEHb 4acTo, HO BCE XKe
BcTpewatoTcsi, u neHtp CF nomkeH OBITH MOATOTOBIEH K WX
Tepanuu. Hrke npeyiaratorcst CTaHAapTHI JUArHOCTHKU M TePaITiy

OTHX OCIOXHEHWH, a TakKe JOIOJHHUTEIbHBIC HCTOYHUKH
uHdopMarImu.
5.1.1.  Kakoevl myuwue memoovl mepanuy NHEBMOMOPAKCA Y

nayuenmos ¢ CF?

[THeBMOTOpaKc — PTO OCIOXXKHEHHE, KOTOPOE BCTPEUaeTCs
Yale BCEero y MAIMeHTOB ¢ TSDKEIBIM 0OCTPYKTHBHBIM COCTOSTHHEM
npixatenbHblx 1myteid [63]. Ilentp CF nomkeH MMeTh OOJIBIIYEO
HACTOPOXKEHHOCTh K 3TOMY OCJOXKHEHHIO y MAallUEHTOB C OCTPOM
O6ompl0 B TPyAM U OABIIKOW, M HMETh BO3MOXKHOCTH JUIS
MOCTAHOBKM ~ JMarHo3a C HCIOJb30BaHUEM pEeHTreHorpaduu
(T.e. peHTreH uiau ToMorpadust rpyaHoON KiIeTkH). J[UpexTHBBI 1O
BEJCHHUIO ObUTH OIyONMKOBaHbI [64]; LEHTp [OJDKeH HMETh
BO3MOXXHOCTh OKAa3aHMSI OCHOBHOH rmoMomu (T.e. IUICBPAJIbHBIN
OpeHax, oOe30onuBanme). JIs HAaMEHTOB, KOTOPHIM MOTYT
moTpeOOBaThCsl  CIIOKHBIC —Mporenypbl (Hamp., Video-assisted
thoracoscopic surgery (VATS)), meHTp IODKEH HMETh 3apaHee
COTJIACOBAHHBIE IyTH HAMPABICHUS B OTAEIEHHE TOpaKaIbHOMN
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XHUPYPTUH.

5.1.2.  Kakoevl nyuwiue memoovl mepanuu KpOBOXAPKAHUSL Y
nayuenmos ¢ CF?

KpoBoxapkanue — 3T0 00BIYHOE OCIIOKHEHHUE, KOTOPOE IO
TSDKECTH MOXET BapbHUpPOBaTh OT CKYZHOTO JIO MAacCHBHOTO,
ompenensieMoro kak >240 wmn/cytkm mwim > 100 mur/cytkn B
TEYCHHUE HECKOJBKUX JHEil [65]. JIMpeKTHBBI MO BEICHHIO OBbLIH
omy6ukoBaHsl [64]. I[eHTp JOJDKEH JaTh MALMEHTY U CEMbE SICHBIC
yKa3aHHMsl, KOTa o0paIaTsest B ciaydae KpOBOXapKaHUs, U JOJDKEH
MIPOBOJUTh PEKOMEHIOBaHHYI0 Tepanuio. Ha ciyuail cuiibHOTO
KpPOBOTEUEHMs, LEHTP JOJKEH HMMETh JOCTYyNl K HWHBa3HUBHOMU
peHTreHojoruu (Hamp., sMOonu3anus OpPOHXUAIBHOH apTepuH)
W/WIIM TOPAKAIIbHOI XUPYPIUH.

5.1.3. Kakoevt nyuwue memoovl mepanuu  ObIXAMEIbHOU
Hedocmamounocmu y nayuenmog ¢ CF?
EcrectBennoe passutue Oomnesnum serkux 1npu  CF

nporpeccupyeT M B TO3JHEH CTaiuM BeleT K OOCTpyKIMH
JObIXaTeNbHBIX ~ TyTell M,  HaKoHel, K  JbIXaTeJIbHOH
HEJIOCTaTOYHOCTH. L[eHTp JODKEeH paclo3HaBaTh NPOTPECCHIO Ha
9TOM CTaaWMHM, W TPOBECTH KOHCYJIBTAIMIO II0 TPAHCIUIAHTALUH
NETKUX W TPOABHUHYTOH crpaTernu momomu (cM. Pazmen 6). YV
nmaryeHTa Ha mo3fHeil craauu Oonesnun nerkux (FEV; <40% or
JOJDKHOTO) CJICIyeT OLEHHUTHh IMOTPEOHOCTH B JONOJIHUTEIHLHOM
KHCIIOpOJIe, KaK B IMOKOe, Tak M ¢ Harpy3koil [56]. IMommepikka
BEeHTWISILMM  (HAmp., HEWHBAa3WBHAS  BEHTWIAIMA)  JIOJDKHA
MPEOCTABIATHLCS COTTACHO JKENIAHUIO TMAIMeHTa Julsl OOJierdyeHns
onpiikd  [43]. IleHTp [OKEH HMETh BO3MOXHOCTH OLICHKH
HEOOXOMUMOCTH B ONHUarax Uil OOJIETYeHMs] OJBIIKH U OO0,
CBSI3aHHBIX C MO3/HE#l cragueii 6ose3nn [66, 67].

5.2 OcrosicHenust 6 nedeHu u noOCenyO0UHOL Jicelese

5.2.1.  Kakosbvl 1yuuiue memoovl mepanuu 3a601€6aHUs NEYeHU y
nayuenmos ¢ CF?

Y  wmuHorux manueHtoB CF ¢ mankpearuueckoi
HenocrarouHocThio  (PI)  BcTpewatrorcs u marojorudeckue
U3MEHEHHs MeYeHH, BapbUPYIOLIHE M0 TSHKECTH OT O4YeHb Cnaboro
6unuapnoro ¢pubpo3a 10 HKUppo3a nociaenHeit craauu. 3aboneBaHne
MEeYCHH, CBsI3aHHOe C KUCTO3HBIM (ubpozom (CFLD) — at0
OWnmapHBIl [UPPO3, KOTOPHIH OOBIYHO MaHU(ECTHPYET IO
Bo3pacta 20 5eT, W NPUBOAUT K MOPTAJbHOW TUIEPTCH3UU W
ne4éHouHOW HemocTaTouHocTH [68, 69]. IleHTp HOIKEH MPOBEPsITH
BCEX ITAI[NCHTOB Ha ITATOJIOTHIO MEYCHH NPH TEKyIeM (HU3MIECKOM
OCMOTpPE W MpH IEPUOAMIECKOM aHaum3e (EPMEHTOB IICUCHU.
VYka3zanus o UCTIOJIb30BAHHIO yIbTpacoHorpaduu,
ypcoae30kcuxoaeBoil kucnorsl («Urso») m BO3MOXKHOH OHOICHU
MEeYEeHH UMEIOTCS B OMYOJIMKOBAaHHBIX TUPEKTHUBAX M PYKOBOJCTBAX
[68-70].

[TanmenToB ¢  mOpTaIbHOM  TUIEPTEH3HEH  clenyer
HaIpaBIITh K TacTPOIHTEPOJIOTY/TEIIATOIIOTY ULt
JMAarHOCTUYECKOH SHJIOCKOIMH U JICYCHHS! OCJIOKHEHHH JIErouHOM
runepreHsun. Texymee Benenne mnanuentoB CF ¢ mupposom
JOJDKHO BKJTIOYAaTh MMMYHM3AIMIO MPOTHB BUPYCOB rematura A u
B, uckioueHne HeCTEPOUIHBIX TPOTUBOBOCIATNUTENBHBIX JIEKAPCTB
(NSAID) u remaTOTOKCHYECKMX AareHTOB (Hamp., ajJKOTrojs),
MOHUTOPHUHI'  (YHKIMOHAJIBHOTO  COCTOSHMS — medeHd  (T.e.
Koaryisius, ans0ymuH). LIeHTp 10DKeH UMeTh IMyTh HaIpaBICHHS
Ha TIPOTpaMMy Mepecajky IeUeHM Il MAalUeHTOB C MO3JHEH
cTaauel 00JIe3HN IeYeHH.

5.2.2.  Kakoevl nyuwiue memoovl mepanuu HceryHOKAMEHHOU
6onesnu y nayuenmog ¢ CF?

KemunokameHHass OoJe3Hb HE Bcerza IpOsBIsAETCA

cumntoMamu [71]. IIeHTp [OJDKEH NPOSIBUTH BHUMAHHE MPH
o0cieoBaHNN MAalUeHTa ¢ Heclenu(uIeckoil O0JIbI0 B )KUBOTE U
TOmHOTOH. L[eHTp mOoIDKeH MMETh JOCTYI K ylbTpacoHOrpaduu u
ckaupoBanuio HIDA 1is oneHKH KETUHOTO MMy3BIpS.

[Ipu CUMITOMAaTHYECKUX KEMYHBIX KaMHSX
YPCOZIE30KCHXO0IIeBast KHCI0Ta Hed(h(eKTHBHA, U OOITEHOMY OOBIYHO
TpebyeTcs HanpapIeHHe Ha XUPYPIHIO.

5.2.3. Kakoevl nyuwiue memoOvl mepanuu HAHKpeamuma y
nayuenmos ¢ CF?

[Tankpeatut — MeHee yactoe ocioxHeHue B nomysiuu CF,
HO My4YMTENbHOE Yy HeKkoTophix mnanueHtoB CF ¢ coxpaHHOH
GbyHKIMEH MoKeny104HOM sxenessl [72]. Tlepuoanyeckuii ocTphiii
MAHKPEaTUT MOXKET CIIOCOOCTBOBATH nepexoay oT coxpannoit [DK k
na"kpeaTndeckoii Hepocrarounoctr npu CF. XKamoOsr MoryT ObITH
Ha Hecrenu(puIecKylo Ooyb B JKHBOTE, MOATOMY MIOJDKHA OBITH
BBICOKass ~ HAaCTOPOXKCHHOCTH ~ IIPH  OCMOTpPE  MAalUEeHTa  C
NIePUOANYCCKON, HEOOBSICHIMOH OOJIBI0 BMECTE€ C TOIIHOTOH H
pBoToli. LIeHTp MOKEH MMETh BO3MOXKHOCTH 0OCIEHOBaHUS C
MIOMOIIBIO CTAHAAPTHBIX J1A0OPATOPHBIX AaHAIM30B (T.e. aMmmiasa,
JMIa3a) ¥ CHUMKOB (Hamp., yIbTpacoHOrpadusi, KOMIbIOTEpPHAS U
MP Ttomorpacdust). [IpuHIUIEl BefeHNS] HE OTIHYAIOTCS OT 00mIei
Tepanuu TnaHkpeaTHta. OJHAKO OCTPBIM IAHKPEATHT CBSI3aH C
Tsokénoit peruapatanueii, a B nomyssinun CF ona Mosker ObITh emé
cepbé3Hee; MOATOMY Ba)KHO BHHMAaHME K pEruapaTaliii M
KOHTPOJIIO 32 JIEKTPOIUTAMH.

5.3 JKenyoouno-Kuueurwie 0CnoM#CHeHUs,

5.3.1.  Kakoevt nmyuwue Mmemolvl mepanuu
nuwesoonoeo pegaoxca (GORD) y nayuenmos ¢ CF?
Pedmiokc wacro Bcerpewaercss y maunmentoB ¢ CF,
nposiBisisick npuMepHo y 30% [73]. Llentp momkeH 3HATH O
NPU3HAKAX M CHUMITOMAaxX peQuiiokca, ¥ HMMETb BO3MOXXHOCTb
HPOBEACHUST HEOOXOMMMOIl JMAarHOCTUKM (T.e. 3OHIMPOBAHHUE
uMrenanca u pH, BepXHsist SHIOCKOIHS) U jieucHus [ 74].

JHCEYOOUHO-

5.3.2.
CF?

Kaxoewi Jaydwue Memoowl mepanuu 3anopa y nayuenmoes c

3amop MMeeT MEICHHOE INPOSBICHUE, C YMEHbIICHHEM
yactotsl cryna [75]. Ipu CF oH 00bIYEH, H MOXKET OTSTOIIATHCS C
UCHOJIb30BAHUH HAPKOTHUKOB. BOJBIIMHCTBO BPEMEHHBIX 3arOpoB
MOAJAOTCS TUAPATAIMOHHOM Tepalny, pa3MsrdeHHIo cTya (Harp.,
MOJNUATUICHIJIMKOJIEM) Wik cnaburenbHbiM — [76].  Kitsmbl
TpeOyIoTCs pesiKo.

5.3.3.  Kakoevl ayuwiue memoobl OUASHOCMUKU U Mepanuu
CUHOpOMA OUCMATILHOU unmecmuHanvHou oocmpykyuu (DIOS)?
Cumnromel DIOS umeror octpoe mnposBieHHe ¢ O0JIbI0 B
paBoM HIKHEeM KBajpaHte [75]. LleHTp HoJnKeH ObITh CrocOOeH
pacmo3HaTh ATO OCJIOXKHEHHE (M €ro BapHaHTBI), M HMETb
CTaHJApTHBIC IIPOTOKOJNBI JHMarHo3a ¥ JICYEHWs Ha OCHOBE
OIyOJIMKOBaHHBIX pekoMenaauuii [43, 75, 77]. TlauueHTtaM MOXeT

noMoraTh  HepopainbHas — perujparanus B COYETAaHUH  C
pasMATUUTESIMU CTyJa, HO Oosiee TsKENbIE Cilydau TPeOYyIOT B.B.
THApaTalliio,  Ha30TacTPalbHYIO  acCUpalUi0 U KIU3MBIL.
[TarieHTOB, KOTOPBIM HE IIOMOraeT Takas KOHCepBaTHUBHAsS
Tepanus, HEOOX0MMO 00s13aTeNbHO HalpaBUTh K
ractposHTeponaory  co  3HaueM  DIOS.  Xupypruueckoe

BMEHIATCIILCTBO CICAYET IIPUMEHATDH TOJIBKO B KpaﬁHHX cliyvdasax, u
IO5TOMY B LCHTPE AOJLKHBI OBITh XHUPpYpru, KOTOPbLIE 3HAKOT O
JKCIIYJOYHO-KUIICYHBIX OCJIOKHEHUAX TIPpU CF.

5.3.4.  Kakosv Jyuuue Memoobl npeoynpescoeHus
@udposupyrowei xonononamuu (FC)?
D10  pemkoe  OClIOXKHEHWE.  ENWHCTBeHHas — sicHas
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pekoMeHmauuss K npeaynpexaeHmto FC  —  ucnons3oBath
MTOJIXOISIYFO JI03y IMaHKPEATHYSCKUX (PEPMECHTOB, HE YBEIHMIHBAThH
103y bepMeHTOB O3 TOYHBIX YKa3aHWid, U HE NPEBBIIIAThH MOJTHYIO
o3y ¢epmentoB Oombine 10 000 eamHun numassl Ha KI Beca
601bHOTO B CyTKH [49].

5.3.5.  Kaxosul
annenouxca?

Jlnaraos cTaBUTCS C MOMOLIBIO yiabTpacoHorpaduu [78]. B
cilydae OOHApyXEHHs CHMIITOMOB, ONEPAIHs alleHIIKTOMHU C
pe3ekiueil kpaéB anmeHIuKca 1 KOHIMKA CIICTION KUIIKH yCTPAHUT
PHCK penuuBa.

Jayduiue Memoowl mepanuu MyKoyeijie

5.3.6. Kakosvl nywwue Mmemoovl mepanuu  u30blmo4HO20
baxmepuanbHo20 pocma 6 MoHKoMm Kuweunuke y nayuenmog ¢ CF?

Kononusanuio TOHKOTO KHIIEYHHKA IOJ03PEBAIOT, €CIH y
MalUeHTa pa3luTas WM OKOJIONYNOYHast O0jb, 4Ype3MepHbIC
KHIIEYHBIE Ta3bl, TONIHOTA ¥ HECBAapCHME, HECMOTpS Ha
JOCTAQTOUHBIM IpuéM (epMEeHTOB. PHCK MOBBINICH y IAIMCHTOB
HocJje IPOBE/ICHNs OIEePALMK Ha KUIICYHHKE MIIM MCIOJIB3YIOLIHNX
HapKOTUKU. J[MarHo3 pEeKOMEHIYeTCsl CTaBUTh C KIMHUYECKOH

TepaneBTHYecKoil  npoboil  merponmmasona [79].  TpelOyercs
KOHCYIIBTAIMsl TaCTPOIHTEPOIIOTA.
5.3.7.  Kakosvl ayuwue memoovl — mepanuu  MeKOHUeBou

nenpoxooumocmu kuweunuxa (MI) y nayuenmog ¢ CF?

MI — 5TO HEOTJIOKHOE HEOHATAILHOE COCTOSIHHE, KOTOpPOE
MOATEKNT KOMIETEHIMN XHpypra-neauarpa ¢ ombitoM B MI (n
MeUaTPUYECKOT0 PEHTIeHOoJIora), KOTOPBI  JOKEH CPOYHO
cBsa3aTbes ¢ neHtpom CF. Xupypruueckass Opurazna gommkHa OBITh
O3HAKOMJICHA KaK C KOHCEpBATHUBHOM, TaKk M C XHUPYPTrHUECKON
tepanueir [80, 81]. MI ¢ OCIOXHEHHSIMH HPOTEKACT TsKEIEe,
TpyJHEC U3JICUUBACTCS W MOXET MOTPeOOBaTh JUIMTEILHOM
rocimTanu3anuy. IIpu  MOCICONeparoOHHOM BEIEHHH MOJKET
MOTPe0OBATLCS O3HAKOMIIEHHE IIEHTpa C JUETHYecKoil Teparueit
CHH/IPOMa YKOPOUEHHOTO KHIIEUHHKA.

54. Tpouue ocnooicnenus

5.4.1.  Kaxoev
moxcuyHocmu?
Jleuenne Oone3nn nerkux npu CF MokeT mpuBecTH K
OCJIO’KHEHHSIM BCIIEJICTBHE TePanuu ¥ TOKCUYHOCTH MPUHUMAEMBIX
JIEKapCTB, B OCOOCHHOCTH aMUHOTJIMKO3UAOB (Hamp., Hedpo-, OTO-
M BeCTHOYJISIpHAsI TOKCHYHOCTB).
IleHTp MOMKEH HCIIOIB30BaTh CTAHAAPTHEIE IIPOTOKOJIBI IS

ayqwiue Memoovl Mmepanuy  1eKapCcmeeHHol

MOHHUTOPHHIA  JICKAPCTBCHHOM  Tepamud ¢ MPHUMEHEHHEM
AMHUHOTIIHKO3HIOB " cobuoarh PEKOMEH/TyeMble
TEPANeBTHYCCKHE JIO3UPOBKH [17]. Bo u3beKaHNe
HEe(POTOKCHYHOCTH, BO  BpeMs  BHYTPUBEHHOTO  BBEICHHS

AMHMHOTJINKO3MJIOB JOJDKHBI OBITH cTporo 3ampemieHsl NSAID.
LleHTp JOJDKEH HPOBOAUTH OOCIENOBAHME HA OTOTOKCHYHOCTD
METOJIOM ayJHOMETPHHU Yy MAIHEHTOB CO CHIKECHHBIM CIYXOM HIIH
OIyMOM B yIIax, Ju00 B XOJ€ pPErysipHOTO CKpuHMHTA. LleHTp
JOJDKEH MMETh JOCTYI K KIMHUYECKOMY Bpady, UMEIOIIEMY OIBIT
BECTUOYIJISIPHOTO 00OCIICIOBAHUSL.

5.4.2.  Kakoevl nyuwiue memoovl mepanuu NOYEYHOKAMEHHOU
6onesnu y nayuenmos ¢ CF?

Iloyeunoxkamennast ©Oone3ns (Hedposmrnas) oObUHA Yy
napeHtoB ¢ CF [82]. IleHTp [0/DKeH OBITh O3HAKOMIJICH C
NMpU3HAKAaMH M CHUMIITOMaMH ITOYCYHOKAMEHHOI Oole3HH, H ¢
ouenkod mno anamu3y mouu u CT-IVP. Cuenyer onpenenuts
MeTaboJIM4ecKOoe HapyIIEHHE, BbI3BaBIICe OOpa30BaHHE KaMHEH.
IIpn ocnoxHEHHBIX cay4asx LIeHTp AoKeH UMeTb AOCTYN K
CIEIMAINCTY-YPOJIOTY H XUPYPTy-PEHTTE€HOJIOTY.

5.4.3.  Kaxosvl nywwue memoovt
nayuenmos ¢ CF?

Aptpanrust — 00buHblil cumnrom y nanueHtos ¢ CF [73],
HO apTpomnaTusa ocTaércs cnabo u3ydeHHoOU. LleHTp momkeH OBITh
03HAKOMJICH C 3TOH MpoOi1eMOl, M UMETh JOCTYIl K PEBMATOJIOTY,
ocsenominénaomy B oonactu CF.

mepanuu apmponamuu y

5.4.4.  Kaxoswl Menmoobl
nayuenmos ¢ CF?

XpOHHYCCKUI CHHYCHT, C Ha3aJbHbIM IOJHUIIO30M HJIH 0e3
Hero, o0bruen y nanuenToB ¢ CF [73]. LleHTp HOJDKEH peryisipHoO
HPOBEPSATh  COCTOSHWE MPHIATOYHBIX [MAa3yX H  OKa3bIBaTh
PEKOMEH/IOBAHHYIO MOMOIIb, UMEs B BHIY, YTO CHHYCHT MOKET
CTaTh UCTOYHHMKOM WH(MEKIMH HUKHUX AbIXaTeNbHBIX myTei [83].
IleHTp NOKEH HMMETh JIOCTYN K JHarHOCTHKE (T.e. ToMorpadus
CHHYCOB) U OTOJIADHHIOJIOTY, OIBITHOMY B JICYCHHU [TAHCHHYCHTA,
cBsizanHoro ¢ CF.

ayquue mepanuu  cuHycuma -y

5.4.5. Kakosvr nyuwue memoovl
3abonesanuil y nayuenmos ¢ CF?

3a uckmouenneM ABPA, xoropslif o0cyxaaercst B Apyrom
paszzene OSTOro JOKyMEHTa, 3a00JeBaeMOCTh aJUICPTUUCCKUMHU
OonesnssMu He moBbImeHa y mnamuentoB ¢ CF, m mommexwur
0o0blHOMY a1 Bcex JiedeHuo. OAHAKO y IAIMEHTOB MOXET
Pa3BHUTBCS JICKApPCTBEHHAs ajuleprus (Hamp., K AHTHOHOTHKaM),
OCJIOKHSIOIIAs ~ TAaKTMKy Tepanuu. LleHTp  Jo/okeH — ObITh
O3HAKOMJICH C [pPU3HAKAMH M  CHUMITOMAaMH  BO3MOXKHOI
QUIEPIMYECKOH peakluy Ha JICYEHHE, M COOTBETCTBEHHO 3HATh,
KOrJa TpeKpalaTh Takoe JiedeHue. L[eHTp [OJDKeH HMeTb
YCTaHOBJIEHHBIE IPOTOKOJIBI JICCEHCHOMITH3ALIHH.

mepanuu - auiepeudecKux

5.4.6.  Kaxosvl ayuuue memoouvl npedynpercoerus 0Ci10MHCHe Ul
ecreocmeue ONUMenbHol YCMAaHO8KU NOCHOSAHHBIX 6HYMPUBEHHBIX
xamemepog y nayuenmog ¢ CF?

[locTosiHHBI  B.B. KareTrep CIEAYeT yCTaHaBIMBAThb
COTJIACHO JKEJIAHUIO ITAI[MEHTA, €CJIM BBHINIOJIHEHHE B.B. BIMBAHHN
3arpyaHeHo. LleHTp NOoKeH HMeThb JOCTYH K CIELHaInCcTaM,
ONBITHBIM B YCTAQHOBKE ITOCTOSHHBIX KaTeTepoB (Hamp., Port-A-
Cath). Tompko oOy4eHHBIC JHIA MIOIYCKAIOTCS K YyCTaHOBKE
HOCTOSIHHBIX ~ KaTeTepoB €  HCIHOJb30BAHHEM  CTAHIAPTHBIX
NPOTOKOJIOB Je3MH(EKIn H yxoma 3a karerepoM. OObIYHBIC
OCJIO)KHEHMSI TIPM KaTeTepax BKIIOYAIOT COCYJHMCTBIC HapyIICHHs
(mamp., wH@ekusa, Tpom6o3, cuuapom SVC) [84, 85]. Ilentp
JIOJDKEH OBITH XOPOIIO O3HAKOMIJICH C NMPU3HAKAMH M CHMITOMAaMH
OCIIO)KHEHHH B CBS3M C KareTepoM, M HMETh BO3MOXKHOCTh
MIPOBEIEHHS] HEOOXOAUMBIX aHAJIM30B, B TOM YHCIIE TOCEBA KYIBTYP
(st BeIABIEHMS WH(EKIMH B KpPOBH), YIbTpPAacOHOTpaduu H
koHTpacTHOll pentreHorpaduu (KT wnmu MPT) mpu oxximozuu
COCY/JIOB.

5.4.7.  Kakoevl myuwue memoovl 6edeHus OepeMeHHOCmuU Y
nayuenmox ¢ CF?

BepemennocTs MOXET OCIOXHHTH JedeHHe skeHmuH ¢ CF.
IIpn o6crieioBaHNY KEHITHH PEPOAYKTHBHOTO BO3pacTa B LIEHTPE,
BCErja CIEAyeT CIpaliMBaTh O BO3MOXKHOW OEpeMEHHOCTH,
OCOOGHHO B  CBS3M C  JIONOJHHUTEIBHBIMH  JIEKapCTBAMH,
HPOTHUBOIOKA3aHHBIMM ~ TIpU  OepeMeHHOCTH.  bepemenHble
naruentku ¢ CF Bcerna IOJDKHBI CUMTATBCS € BBICOKMM PHCKOM
OEpeMEHHOCTH 110  IPUYMHE  BO3MOXHBIX  JIETOYHBIX U
IMMEHTapHBIX/METa00IMYECKUX ~ OCIOXKHEHUH, H  OBITh TOJX
HaOJIIOZIGHUEM aKyIIepa, ONBITHOTO B BEACHHHU CIOXKHBIX CIIyYacB.
Pexomenmarun mo BenmeHuto OepemenHoctn npu CF  Obum
omy6ukoBansl [55].
5.4.8. Kakoevl nyumiue Mmemoovl

mepanuu  becnioous y
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nayuenmos ¢ CF?

Kenmuuer ¢ CF moryr 3abepeMeHeTb, M TPH YCIOBHH
Xopomiell (YHKIUM JErKMX W IHUTaHUS BO3MOXKHO BBIHAIIMBAHHE
OepeMeHHOCTH. Y JKEHIIMH B MEHEE XOpPOLIEM COCTOSHHUU
BO3MOYHO OrpaHuyeHne GpepTHIbHOCTH, U UX CIIeTyeT HalpaBiiaTh
K CMeIHalicTaM CEMEHHOro KOHCYJIbTUPOBAHMUS, €CIIM HE yHaércs
3a0epeMeHeTh.

VYV GomsmuacTBa (98%) Myx)umH npu CF mabmomaercs
a300CHepMUsl, 1 B HaJJIEXKAIIEeM BO3pacTe CIICIyeT MX YBEIOMHTH
006 osrom. [lammeHnTaMm, 3aMHTEPECOBAHHBIM CBOUM COCTOSTHHEM,
ClleyeT TPeIJIOKUTHh aHalW3 CHepMbL. [lalnMeHThl  TOIDKHBI
MOJNYyYUTh  CNELMANBHYIO  KOHCYNIBTAIMI0 O  (DepTUIBHBIX
BO3MOXHOCTSIX, B TOM 4HCIE€ METOJaMH HCKYCCTBEHHOI'O
BCTIOMOYKEHHS.

6. TpancnianTanus 4 HaJJIesKallee BeJeHUue 60JbHBIX NPH
JIOKUBAHUH

Ckott bemn (ABcrpanus)
Anucrap Hadd (BenukoOpuramus)

6.1. Beeoenue

Tpancrmanranmust — 9TO yCTAaHOBJICHHAs Tepamust B
MOCJICTHUX CTaUAX 00JIe3HN JIETKNX M redeHn y manuentos ¢ CF.
HampaBnenuto B cayk0y TpaHCIUIAHTAIMU CHOCOOCTBYIOT 3HAHMS
6purazpl oMoy npu CF oTHOCHTENIBHO MPOLECCOB, MPUBOASIIINX
K YCTEeIIHOH uMIUIaHTauuu. J{nsg  HEKOTOphIX MalUEeHTOB
TpaHCIUIAHTALMs HENPHUIOfHA KakK BBIOOp Tepamuu, WM K& He
npoBoutcs. DdheKTHBHOEC BelcHHE OONBHBIX IMPH JIOKUBAHUU
(TepMuHaNBHON cTaguM OOJE3HM) HACYIIHO HEOOXOAWMO, U
TpeOyeT BHUMAHMS K B3aHMOCBSI3H, KOHTPOJIIO CHMITOMOB H
MOKAUCIUIDIMHAPHOW IOMOINM, BKJIIOYas KBAIN(UKAIMIO B
MaJIMaTUBHOM MOMOIIM. OTH CTAaHAAPTBl BKIIOYAIOT CEPUI0
BOIIPOCOB O TOJXO0JI€ K OIIEHKE TPAHCIIAHTALMU U K MOMOILH IPU
JOKMBAHUM, C MCIOJIb30BAHUEM OIMYOINKOBAHHBIX PE3YNbTATOB H
OIyOJMKOBAHHBIX AMPEKTHB IO TpaHCIIaHTanuu. IlogpoGHelil n
BCECTOPOHHHI 0030p Tembl cM. B m3maHmsax: «[Ipaxrnueckue
JTUPEKTUBEL: TpaHCIUTaHTAIMs JETKUX y MAIMEHTOB C KHCTO3HBIM
¢ubpo3om», cocTaBieHbl HaydHOW rpynmoid CeTH eBpONeHCKIX
00pa3ioBbIX IeHTpoB kucrozHoro ¢ubpoza (ECORN-CF) [86];
HupextuBel ECFS 0 momomu npu KOHEYHOH (TE€pMHHAIbHOMN)
craauu Gonesnu [87].

6.2. Bonpocwi

6.2.1.  Kakosbl 6ajicHble OemepMUHAHMbL NePUOOU3AYUU U
HasHaveHus Ha mpancnianmayuio iéekux y nayuenmog ¢ CF?
Bpewms1, kotopoe TpeOyeTrcs Ha 0OCiIeIOBaHHE U OXKHJAHWE
MOAXOAIIEr0 JOHOPA BapbHUPYET, HO MOXKET COCTABUTH OOJbINE
IByX Jier. @DaxkTopbl, KOTOpbIE CBs3aHbl C  IOBBIILIEHHON
cMepTHOCThIO [88, 89] M peKoMeHIALMIMH HaNpaBICHHS Ha
TpaHcIuanTauo [89], OTHOCATCS K MalMeHTaM C:

o FEV1%: <30% ot nomkHoTO,

. BeICTpBIM yXyauIEHHEM, 0COOEHHO Y MKEHIIUH 1 MIIa X
MaIEeHTOB,

. Kucnoponnoii Tepanueii npu runokceMu,

o T'unepxanuuet,

. YacTeMu 000CTPEHHUSAMHE, KOTOPBIC C TPYJIOM JIEYaTCs

BHYTPUBCHHBIMU AHTHUOMOTHKAMHU.

Pannee HanpapieHue cIeayeT pacCMOTPETh y MAIL[UEHTOB CO
CTOMKMM THEBMOTOPAKCOM M  TIEPUOAMYECKMM  MAaCCHBHBIM
kpoBoxapkanuem [89]. TToBbIlICHHE BBDKUBAEMOCTH, OTPAaHUYCHHAS

JOCTYITHOCTh JIOHOPOB M pa3iM4dsi B CXEMax paclpeeiiCHUs
OpraHoB IPUBEIN K CO3JAQHUIO MOJIENeH CMEPTHOCTH/BBKHUBAHNS,
KOTOpBIC MOMOTAIT IPHUHATH PELICHUS O IPUOPUTETE MALCHTOB
Ha tpaHcruianTaimio  [90, 91].  ClOXHOCTH — BPEMEHHOTO
COTJIACOBAaHMs HAIPaBJICHMS HA TPAHCIUIAHTALMIO TPeOyeT TecHOM
CBS3U €O CIYXOOH TpaHCIUIaHTaUMH. OTO TakXkKe IOMOraeT
HALMCHTaM BOCHPHHSATH CJIOXKHYIO HMH()OPMAaLHUI0O U TIPUHATDH
HH(OPMHUPOBAHHOE PELICHHUE.

6.2.2. Kakue KwHuyeckue noxazamenu nNOGLUUAIOM  PUCK
cMepmu 60 8peMsA OHCUOAHUA 8 CNUCKe HA MPAHCHAAHMAYUIO
néeKux?

[lpuopurer Ha  TpaHCIUIAHTALMIO  JOJDKEH  OBITh
npenocrasiet [88, 89, 92] narmenram CF c:
. 3aBUCSAIICH OT KHCJIOPOa JErOYHOM HEZI0CTaTOYHOCTBIO,
o XpoHHYECKOIl runepKantuei,
° JI€rounoi runeprensuei,
. HenocrarouHoCTbIO MUTAHUSL, OCOOCHHO Yy *KEHIIUH.
OrpaHM4eHHOE  KOJMYECTBO  JIOHOPOB  OIpenersieT
BO3MOXXHOE YHCIIO TpaHCIUTaHTanuil. HaronansHble TONMUTHKY 110-
pasHOMY  ONTHMH3UDPYIOT  S()(EKTUBHOCTH  paclpeeleHHs

JIOHOPCKHX OPraHOB, B 3aBUCUMOCTH OT CHCTEM HICHTH()HUKALMK
JIOHOPOB U IpaKTHUecKoi/reorpaduueckoii soructuxu. [Ipuopurer
HEOTJIOXKHBIX CIIy4aeB yCTaHABIMBAIOT HA HALIMOHAILHOM YPOBHE.

Perynsproe u uHdopmaTHBHOE o0OIIeHHE €O CITyKOOM
TPAHCIUIAHTALMK JKM3HEHHO BAKHO JUISL PErYJISPHOrO OOHOBICHUS
JAHHBIX O KIMHMYECKOM TCYCHHH Y BCEX MAIL[MCHTOB B CIIHCKE
OXKHUJIaHUS.

6.2.3.  Kaxoevl sadicuble nokazamenu nayueHmos,
Mo2ym uckmouums mpancniaumayuio aéekux npu CF?
K vCKiII0UeHHAM Ha MMILIAHTALIUIO JErKUX OTHOCsATCs [89]:

Komopuvie

° Pakosere 3a0oneBanust 3a 2 nocienHux roga. Kak npasmio,
TpebyeTcss «IHCTHI» mepuox 5 ier. MoxXHO paccMOTpeTh
HEKOTOpBIE CIy4au YpOI€HUTAIbHOIO paKa U paka KOXH,

. Heusneunmble JHMCOYHKIMH JPYTUX BAXKHBIX OPraHOB
(Hamp., cepaua, Me4eHy, Moyex),

. XpoHunueckas BHeNEroyHas MHGEKys (Hamp., rematut B,
rematut C, BUY),

. Kpymmsie neopmannu ckenera,

. JlmutensHOE HECOONIOJCHNE PEKUMa M HEperyJsIpHOe
HOCEIEHNUE KINHUKH,

. Hewusneunmbie NCUXOIOTHYECKHE COCTOSHHUS,
OrpaHMYUBAIOLIME CIIOCOOHOCTb COTPYAHUYATD C TEpaIHei,

. OTCyTCTBHE  COTJIACOBAHHOM  CHCTEMBI  COLMAIBHON
TIOJIJICPIKKH,

. IIpucrpactue k BemecTBaM (Harp., K aJIKOr oo, Tabaky, B

MpeALIecTBYIOMHUE 6 MECSIIEB).

BonpimmHCTBO City>)0 TpaHCIUTAHTaLUMK HE 00CIeAyI0T
GOJIBHBIX C:

. Xpouuueckoii Burkholderia cenocepacia,
. Mycobacteria abscessus.
[lpoune  wundexuum  (Hamp., MYJIbTUPE3UCTEHTHAS

Pseudomonas aeruginosa, Scedorsporium species, Clostridium
difficile) 3aBucaT OT TOJUTUKM M ONbITAa MECTHOW KIMHMKH
TPaHCIUIAHTAIINH, U TPEOYIOT MOAPOOHOTO PACCMOTPEHHUSL.
TpaHCIUTaHTAIMK ~ «TOJNBKO  JIETKUX» WM  COYCTAHUS
«IIEYCHBb—IIETKHE» TPEOYIOT TINATCIBHOW OLEHKH Yy TAlUCHTOB C
MO3/IHEH cTauell 00Je3HH JIETKUX U OPTAIbHON THTICPTEH3UCH.
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6.24. Kaxue ocnoxcnenus CF  eadxcuvl 01 80npocos
npuopumema nepeo mpancnianmayueii 1é2kux?
OnruMuszanyss — aJMMEHTapHOTO/HYTPUTHBHOTO  CcTaTyca

NPUOPUTETHA JUIS OXKUIAIOMIMX TAI[MEHTOB, HO HE MOXKET ObITh
BaXKHBIM (haKTOPOM ISl 3aJIeP)KUBaHusI B criucke [92].

CFRD mpucyrctByer y 40-50% mnanmeHToB 1pu
oOcrenoBaHuM, W TIOCIE TPAaHCIUIAHTAllMM pa3BHBAEeTCS emeé y
~20% mnauuentoB. Y mauuentoB ¢ CFRD mpu Tpancriantauuu
OTMevanach TIOBBIIICHHAS CMEpTHOCTB, nHpeKIHn u
TOCIINTANN3anUs B CBS3M C OTTOp)KEHHEM. Bo Bpems oxwupmaHus B
cricke BakHa ontuMusaius koutposst CFRD [93, 94].

Xponunueckass ©Oonesnp mouek (CKD) Bcrpeuaercs y
MHOruX B3pociblx OonpHbIX CF, w Tam, rae mpakTHueckn
BO3MOXHO, CIIElyeT IpPeAyCMOTPETh OrPaHHUUYEHUE BO3JAEHCTBUS
HEe(POTOKCHUYECKUMHU JICKApCTBAMH TIepe]] TpaHcruianTarmen [95].
BnusHEE UIUTENBHOTO CHCTEMHOTO BBEAEHHS aMHHOTIIMKO3UJIOB
mepen  TpaHCIUIAHTanuell Ha  QyHKIOMIO  IOYeK  IIocie
TpaHCIUIaHTaluu  HesicHo [96]. MHrubuTopsl  KallbLIHEBPUHA,
runeprensuss 1 CFRD cBs3pBasmicy ¢ OOJE3HBIO MOYEK IIOCTE
TPaHCIUIAHTALUH.

Ocreomnopo3 (24%) u ocreonenus (38%) Bcrpeuaercs y
natmentoB ¢ CF [97]. Mosker mnoTpeOOBaThCs — Teparnust
ouchochonaTom IS MOIJACPKAHUS U YIYUIICHUS COCTOSHUS
KOCTeH nepej TpaHCIUIaHTalue.

HexoropeiMm GONBHBIM B MO3JHEH CTAAWU JIETOYHOM
Oonesnn (mamp., APBA) T1peOyercs cucTeMHOe BBeICHHE
KOPTHKOCTEPOHJIOB. Y MEHBIICHHE THEBHO 035l IIPEJHN30I0HA JI0
<15 Mr/cyrkn TIOMOXKET  3aKHBICHHIO M  CHH3UT  PHCK
MOCJICONEPAIMOHHON HH(EKIMHK, a TaKKe OrPaHHIMT JalibHeiiee
CHM)KEHUE TUIOTHOCTH KOCTHOM TKaHM.

C TOUKH 3peHHs TICUXOJIOTHH, Ba)KHO TIOMOYb MALUEHTY
MOAJEPKUBATh HAAEKIY U OOPOTHCS € IeMOpanu3anuen u
HM3HEMOXXEHHEM.

6.2.5. Ilpu xakux obcmosmenvbcmeax ciedyem paccMompems
UHBA3UBHYI0 8eHmuaAYUIo y nayuenmos ¢ CF?

Posb MHBA3MBHOM BEHTWIALMU JUI IIAIHMCHTOB Ha
nocieHeil crajun OO0JNE3HM JIETKUX NMPOTUBOPEYMBA M HPHHOCUT
Maio pe3ybratos [98].

Crnenyer paccMOTpeTh €€ HpPHMCHEHHE MAlUCHTaM, Y
KOTOPBIX JIErOYHasi HEIOCTATOYHOCTh pPAa3BHJIACh B  YCIOBHSX
OCTPOr0 IPHCTYIIA, W BOCCTAHOBJICHHE BO3MOXHO (Hamp.,
MAacCHBHOE KpOBOXapKaHHUE, [THEBMOTOPAKC, TpHIII,
nocseornepannonHblii yxom) [98, 99].

TpancnanTanys mocjie MHBa3UBHOM BEHTHIIALMH CBs3aHa C
MOBBILICHHOM panHeil cmepTHOCTRIO [100] M npesiaraeTest TOJILKO
B HUCKJIIOUMTEIBHBIX  ClIy4asX, M HE BCeMH cCiyxOamu
TpaHciulanTayy. OOBIYHO OHA MPOHMCXOAUT TOJBKO Y TeX
MAlMEHTOB, KOTOPbIM /IO BEHTWIILMH ObUla  MPOBEJCHA
[peorepanioHHas MOATOTOBKA.

Hekoropble cityxObl  TPaHCIUIAHTALUM — PACCMATPUBAIOT
TPAHCIUIAHTALIMIO HAILUeHTaM, KOTOPBIM notpedoBaach
SKCTpakoprnopanbHast MemOpanHas okcureHauus (ECMO) npu
TOKETOH  n€rouyHol  HenmoctaroyHoCTH. ONMCaHMS — CIIydyaeB
npeacTaBisuin oTiandHbie pesynbratel [101]. Jlo wauama ECMO
00s13aTeNbHBI  TI0JIPOOHEIE 00CYyXaeHuss Mexny Opuramoit CF n
CI1y’KO0H TpaHCIUIAHTALMH.

6.2.6.  Kakue nanpagnenusi mepanuu 8adichvbl NPU NAIIUAMUBHOU
nomowgu nayueumy ¢ CF?

HeoOxomumel pannue Oecenpl (BKIOYAs OOCYXKICHUE
BO3MOXHOCTEH TpAHCIUIAHTAIMM), 4YTOOBI JaTh BpeMs Ui
TICHXOJIOTHYECKOIl HACTPOWKH M BHHMATEJILHOTO BBIOOpa Teparuw,
0COOCHHO €CIM OTCYTCTBYET ITOHMMaHMe. Jlewammii Bpad JIOJDKEH
HauaTh C WAlMeHTOM U CeMbEH OOCYXKICHHE IOMOIIU IIpH

KOHEYHOM cTaauu 00JIE3HN/ NOKUBAHKH, u NIpUBJICYb
MEXIUCIUIUIMHAPHYIO Opurany. MoxeTt moTpeGoBaThCs
3HAYHUTENIFHOE YYacTHE IICHXOJora (Hamp., IpeaBapUTEIbHBIC

OLIYIIEeHUs CTpagaHus, paboTa ¢ wieHamu cembr) [102].
CHMIITOMEI, KOTOPBIE 9acTO TPeOyIOT KOHTPOJIS, BKIIOYAIOT
OJIBILIKY, 6OJIb B TPy, TOJIOBHYIO 00JIb, YCTAJIOCTh U INIOXOH COH

[103]. Hcnonb3oBanue HAPKOTHUYECKHX AHAJILI€TUKOB,
AHKCHOJINTUKOB, TOJUIEPKKA OYUIIEHHUS JIBIXATENbHBIX IyTeH,
[ICUXOJIOTUYECKUE  CTPATErMH,  KHCIOPOA U TOIIEPKKA

HEHWHBA3MBHOM BEHTHJIALMCH HMEIOT BaXKHOE 3Ha4YeHue [67].

Ecin  notpebyercs, Uit ONTUMH3ALMH  KOHTPOJIS
CHMIITOMOB OpHUraJam cieyer HOJIyYHTh MOAACPIKKY OT KOJUIET 110
nayuMatuBHO# oMoty [103, 104].

Bamanc Mexny S(hQeKTUBHONW aKTHBHOI Tepamuei Ipu
o0ecreyeHU! aJeKBATHOTO KOHTPOJII CHUMITOMOB MOXET OBITH
OCOOCHHO TPYIHBIM y NAaLMEHTOB, OXKUJAIOLIMX TPAHCILIAHTALIHIO
[103, 105]. Koutposs CHMIITOMOB HE MPEISITCTBYET
TPAHCIUIAHTALMKU JIETKUX, OJHAKO BAXKHA TECHAs CBS3b MEXKIY
6puranoit CF ciyx00ii TpancruianTarmu [103].

CMepTh TNAalMEHTa MOXET OKa3bIBaTh 3HAYHTEIBHBIH
addexr Ha APYrux MaMeHTOB M COTPYAHHUKOB IieHTpa. J{oiDKHA
ObITH Mpe/UIOKEHa mojauepkka apyrum mnamueHtam ¢ CF u
corpyanukam [103].

6.2.7.  Kaxue axmopul 6adicuvl 0151 NpuHAMuUsl peuieHust o
Mmecme nomowu ymuparoujemy oonvromy CF?

JKenanme mnanmMeHTa M POACTBEHHUKOB IOJDKHBI HIPaTh
TJIABHYIO POJNb B TPHHSATUM pEHIEHHS O TOM, TIJ€ OKAa3bIBaTh
MIOMOIIF  YMHpAIOIIEMYy ManueHTy. HacKkoibko —IpaKkTHYecKH
BO3MOYHO, CIIE€IyeT CHOCOOCTBOBATH BBIMOIHEHUIO 3TUX JKEITAHHH.
KnroueBoit Bompoc — 93TO JOCTymHas JoMa MOJJIEpXKKa Ui
ONTHMAJBHOTO OOJNerdeHus BCEX CHMITOMOB (HAmp., MPOBEACHHE
OUMIIEHHS JIBIXATEIbHBIX ITyTeH, BO3MOMXHOCTH CBOEBPEMEHHOTO
KOHTPOJISI CHMITOMOB).

[ManpeHTBl  MpPENNOYMTAIOT  HOJNYYaTh  MOMOINb  OT
COTPYAHHUKOB, KOTOPBIX OHM XOpOIIO 3HAIOT, M B 3HAKOMOH
obcranoBke [106]; BO MHOTHX ClydYasX OHH MPEIIOYUTAIOT
nosydars nomouis B 6ospHuie [103, 107].

3a4acTyio MpojoJKAaeTCs aKTHBHOE BEJIEHHE MALMEHTOB C
MaKCHUMaJIbHBIM KOHTPOJIEM CHMIITOMOB, M BO3MOXHBIH KOH(IMKT
MEXJy aKTHBHBIM BEJEHHEM U ONTHMH3alHeil KOHTpOIs
CHMIITOMOB TPeOyeT BHUMATEIBHOTO PACCMOTPEHHSI.

Baxno oOmenne MexXIy BCeMH 4IGHaMH OpHTajpbl,
MECTHBIMHI YUPSIKACHUIMH 3/IPaBOOXPAHCHUS (BxyTIOUAst
MIEPBUYHYIO TIOMOIIb), MAHEHTOM ¥ POJCTBEHHUKAMH.

6.2.8. Kaxas mepanus cneyugpuueckux ocnoocnenusi CF
mpebyemcs nocie nepeHecéHHol mpancnIaHmayuu 1é2Kux?

Ilocne Tpancranranuu €rkux tepanus ocnoxHeHuidl CF
ocraérest akryanbHoi (mHamp., CFRD, ocreomopos, DIOS). Bo
MHOTHUX CITyJasiX CIIy’k0a TPaHCIUIAHTAI[H MPOBOJIUT IOJIHEIH yXO
3a manmentoM. Opnako npu HeoOxommmoctu neHtp CF nomken
OKa3bIBaTh MOAAEPKKY.

TpeOyercst mncuxoconuanpHas IOMOIb A1 padOThl C
TICUXOTIATOJIOTUeH (Hamp., JIEKAPCTBEHHBIH MCHUX03, PEAKIUH MOCT-
TPaBMaTHYIECKOTO CTPecca).

7. Ilcnxosnornyeckas HOJJeP:KKa

Anucrap Hadbd (BenukoOpuramms)

I'epanbn Yaspux (I'epmanus)

Mbuau bpaiion (BenukoOpuranus)

Kuzup ¢ CF moxer ObITh 3MOLMOHANBHO U (PU3MYECKU
HanpsDKEHHOM TS MAIMEeHTOB M UX POACTBEHHUKOB. Bone3ns u eé
JIeYeHHE BIMSIOT HA CIIOCOOHOCTh K BBIIOJHEHHIO OOBIYHBIX
©KCTHEBHBIX 3aJad U INEPSKUBAHHIO HEOXHUIAHHBIX KU3HEHHBIX
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cobbiTrit.  Xopomras — IICHXONOTHYECKas ~ MOMOINb  TErepb
MHTETPUPOBAHA B MEIUIMUHCKON OpHTrane; MMeeTcsl 3HAYUTEIbHBIN
00bEM  IHMTEpaTypbl, TJe OIUCAHBI OCHOBHBIC  DJIEMECHTHI
ncuxocouuansHoi ponu [5, 108]. Lenb 3T0i cTaThi — YCTAHOBHUTH
[PUOPUTETHI 1O KIIOUYEBBIM MCHXOCOLMAIBHBIM BOIPOCAM U JaTh
PEKOMEH/IALMH 110 BE/ICHUIO [ALIMEHTOB.

7.1. Kaxosvl cyugecmsenmvie snemenmuvl no0oepicku pooumeneil
Ha nepeom 200y, noce ouazHo3a?

Juarnossl CF Gonblieil 4acThlo CTaBSTCSA MPU CKPUHHMHIE
HOBOpOXKAEHHBIX. CkpunumHr Ha CF wnmeer nenpio CHUXKEHHE
3a00J1€BaEMOCTH U CMEPTHOCTH, XOTs JIOJKHBI OBITh MPU3HAHBI €T0
BO3MOYKHbIE HEJOCTaTKU M CBEJIEHO K MUHUMYMY MX BO3/eicTBHE
[2]. Muarno3 CF mopaxaer, OCOOCHHO €CIIM B OCTaJbHBIX
OTHOIICHUSX peO&HOK 310poB. Pomurenn MOryT mpOSBISTH
HeJoBepHe M pa3o0INeHue JuarHo3a u pedEHKa, KOTOpOe MOXKeT
MIPOJIOJIKATECSL IIePBBIE HECKOJIBKO HEJelb, M TOpa3/io JOJIbIIe
[109]. J[omkHBI ~ OBITH  NPENJIOXKEHBI  MPEIYNPEIUTEIbHBIC
KOHCYJIBTALIMK M SMOLMOHAIbHAS MOICPXKKA, C LENIbI0 OLeHKH: (i)
noHUMaHuss MHGOpPMAIMU poauTersamMH, (il) peakiuu Ha JHArHO3,
(iii) cTuist BeaeHusl, HEOOXOAUMOCTH MOAICPIKKH U PECYPCOB.

Pomurensam cnenyer 3aHATHCS 00ydIEHHEM 10 OpraHU3aUH
xm3HU pedéuka ¢ CF, moxmmepxkmuBas OaymaHc MeXIy BeICHHEM
CIIOXKHOTO 3a00JIeBaHMS M BOCINTAaHHEM Yy peOEHKa dyBCTBa
COOCTBEHHOTO JIOCTOMHCTBA W TOHUMaHMs. CeMbsi JOJDKHA
HaJeAThCA Ha TO, UYTO PEOEHOK BHIPACTET B3POCIBIM C XOPOIIHM
KauecTBOM JKM3HM U TAKUMU K€ JOCTIDKEHHSIMH, KaK Yy CBOHX
CBEPCTHHKOB.

OcHOBHBIE 3371241, TI0 KOTOPBIM TPEOYIOTCSI KOHCYIbTALlUH:

. CoueTaHue JICYCHHUS C SKCTHEBHBIM YXOJIOM 38 PEOEHKOM

. TTomo1Ib POAUTENSIM B IPUHSATHH U TIPOBEACHUHN JICUCHUS

. WupopmupoBaHue poauTeneil u apy3ei 0 MeAUIIMHCKOM
COCTOSTHUM

. B03MOKHOCTb IICUXOCOLMAIBHOTO HAOIIOICHNS 3a
POIUTEISIMH, ecin TpeOyeTcs, BKItoYask ITapHbIe
KOHCYJIbTaLlHN

° Jocrynnas ¢punancosas
MOAJEePIKKA/TIOCOOUS/KOMITEHCALINH, ¥ IPOYHE CPEICTBA
HOJICPIKKH.

7.2. Medrcoynapooroe NUOEMUOTIO2UU

Oenpeccuu/mpesodicnocmu (TIDES)

usyuernue

JlaHHBIE 10 pe3ynbTaTaM MEKIYHApOIHOTO H3yIEHHs
snuaemuonoruu aenpeccun/rpesoxkaoct  (TIDES) B Epomne
MOKa3bIBAIOT, YTO TOBBINIEHHE OAllIOB AENPECCHM HE OTIMYAETCS
OT OOLMX MNOMYJIALMH, XOTS COOOLIATOCh O BBICOKHX Oayiax
TPEBOXKHOCTH, OCOOEHHO CPEAM SKEHIIMH. BBISIBIEHO HECKOJIBKO
(haxTOpOB pHCKa, BIMSIONIMX Ha MOBBIIICHNE 0AJIIOB JIEIPECCUH U
TPEBOXKHOCTH CPEIH MAIUEHTOB. TPEeBOKHOCTH U JICTIPECCHS TAKKE
MPEICTaBIIIOT 0co0yr mpobinemy y poamreneir. B ciyxbe CF
JOJDKHA OBITH DOCTYIHA ITOJIEPXKKA B OTHOIICHUH ITHX IPOOIEM.
Kakumu myTsiMu crielyeT BBISBISATD U yCTPAHATh UX?

bpurana CF  nmomxkna  perymsipHo  oOcienoBaTh
ncuxosnorudeckoe Onarononyune nanueHtoB ¢ CF (em. Ctpykrypa
LEHTpa JUISt JIOCTYITHOCTH CMEIMATICTOB-TICUXO0JIOTOB).
HaOmionenne 3a nempeccueil M TPEBOXHOCTBIO y MALUCHTOB M
poxuTeneil NOJKHO HPOBOJHUTBECS UYEpe3 EIKETOAHBIH OCMOTp ¢
ncuxomerpukoii (Harp., HADS, CES-D) nmm 6ecernoi.

IloBbmIeHHBIE  TICHXOMETpHYECKHE  Oamisl  TpedyroT
JMarHOCTHYECKOTO MOATBepkAeHHs. OHO JIOJDKHO BBIHOCHTBCS
ncuxonorom Opuraasl CF mocie KiIuMHHYECKOro coOecemoBaHuUs.
Ecnn He umeeTcs MITAaTHOTO TCUXOJIOTa, TO CIEAYeT PacCMOTPETh

HaIpaBJICHHE B CIY)KOY NICHUXUATPHIECKOIN TOMOIIH.
Icuxonmornyeckoe BMENIATENILCTBO, €CIIN OHO MOTPeOyeTcs,

JOIDKHO  TIOJUICPKUBATBCS ~ COOOPAKEHMSIMH  NPAKTHIECKHX,
COLIMAJIBHBIX, 00pa3oBaTesIbHBIX u HpoQeCCHOHATBHBIX
NOTPEOHOCTEH MAIMeHTa U ero MOMEeYUTENCH.

7.3. Kax cnedyem cooeticmeosany NCUXONO2UUECKOU

YCMOUYUEOCU 8 KTIOUYeble NePexoOHble MOMEHIMbL, U KAK CRPAGIAMbCs
€ BO3MOIAICHOU NCUXONOSULECKOU YA36UMOCIBIO?

[TepexoHBIMH CUMTAIOTCS 3HAYUTEIbHBIC H3MEHEHHs B
OTHOIICHWH TEPCHEeKTHB M MpoOieM pasBUTHS JIHYHOCTH Y
nanueHToB ¢ CF, u 4yBCTBO OTBETCTBEHHOCTH, KOTOPOE OHU BIIEKYT
3a co0oi.

KitroueBble mepexoiHbIe MOMEHTBI CIICTYOLIHE:

i. AnmanTamums poxuTenel K 1MarHo3y

ii. Hauano oGyueHnus: eTCKuif cajl, HAYAIBHAS U CPEIHAS
IIKOJIa

iii. ITepexos OT POAUTENHCKOTO YXO/1a K CAMOOOCTYKHBAHHIO

iV. Tlepexos OT meMaTPHUECKOii MOMOIIHU KO B3POCIOi
MEIULUHCKON TOMOIIN

V. [ocrynnenue Ha paboTy WK qanbHelee 0Opa3oBaHue

Vi. TloTeps He3aBUCHMMOCTH (HAmp., YBOJbHEHHE C pabOTHI,
HOTepsi AKTUBHOCTH M (DYHKLMOHAIBHOCTH, IOBBILICHHE
3aBHCHMOCTH OT MHTEHCHUBHOTO JIEUEHHs M 00CITyKUBaHUS,
NPUHATHE TPAHCIUIAHTALUN HIIH J0KHBAHMUS).

B oOmem, mcuxoioruueckas yCTOMYMBOCTH — 9TO
CIOCOOHOCTh BOCCTaHABJIMBATHCS ITOCIC HETATUBHBIX COOBITHIA TIPH
OTCYTCTBHU  JUTMTEIFHOTO  OMOIIMOHAIBHOTO  PAacCTPOUCTBA.
YcroitunBocTh MHOTO(AKTOpHA, M €€ JJIEMEHTHl HE Bcerua
nojnatoress  u3MeHeHuto [110]. TnaBHOe BHHUMAaHHE —CJIEAYET
HalpaBUTh Ha YCHUJICHHE COLMAIbHON MOINEPKKH U IOOIIPEHUE
onTuMH3Ma (B MEPBYIO OYepe/ib, IPU MEeAUATPUUCCKON MOArOTOBKE
MAIMCHTOB K BEJCHUIO B3POCIOH IJKM3HM H TOBBIIICHUIO
CaMOJIOCTATOYHOCTH M CAMOKOHTPOIS).  DOMOLHMOHAIBHYIO
YSI3BUMOCTBD CIICIIyeT YMEHBIIATh MyTEM aKTUBHOM MPOPIIAKTHKU B
KaK/IbIi TIEpEXOAHbII MOMEHT.

7.4. Kakoevl  cywecmeennvie  onemeHmvbl 6 GOCNUMAHUU
COONIOOEHUs pexcumd, 8 YACMHOCTU, UHRATAYUOHHOU mepanuu?

CoOuroficHrEe PeKUMa, OCOOCHHO B OTHOIICHUH WHTAJSIIIAN
— KimoueBast mpoGieMa B TMPOQMIAKTHKE IIPOrPEcCHH OOJIC3HU.
VYcemex  HCHXOJOTMYECKOTO — BMEMIATENILCTBA  OIPEJerIsieTCs
crenyromum: (i) ToBeAeHHeM OpHrajbl IPH YXO/e 3a Mal[HEHTaMH,
(ii) cOTpyAHMYECTBOM C MALMEHTAMM B YCHJICHHH MX MOTHBALMH,
(iii) BBIABICHHEM MNPEMATCTBHH M aKTUBHOW MOIAEPIKKOHN yCHIHI
HAILMCHTOB K IIPOBEJICHUIO JICUCHUSL.

i. Bpuraza 10o1KHa HOAAEPKUBATh €AUHbIN, BOCIUTATEILHBII
M LEJOCTHBIA MOJIXO0J K COONIIOJICHUIO PEXHUMa, Ha OCHOBE
3¢ ¢dexTHBHOrO HHGOPMHPOBAHHUS H  JTOBEPHUTEIHHOTO
obmrennst. OTKpBIThIC OOCYKICHHS BEIyT K OOJCTYCHHIO
yxola, wWrpas OOJNBIIYIO WHIUBHIYaIbHYIO pOIb U
ompenenss TpeOOBaHUS K y4YacTUIO M NPHUHATHIO
HH()OPMUPOBAHHOTO pereHus. IIcuxoconuaabHbIe
CHELHATUCTBl JOJDKHBl MOJIJEPKHUBAaTh YCHUIINSA UJICHOB
Opurazpl 1O BOBJICYEHHIO TMAIMEHTOB B Oecexy cC
HCTIOJIb30BAaHUEM YMCHUSI aKTHUBHOTO CITyILIAHHUS

ii. Y6ekxaeHue HalUEHTOB, KOTOPbIE XPOHUYECKH ILIOXO
COONIIOMAIOT pEeXHUM, He HelcTByeT. [lcumxoconuanbHbIC
CHCIUATUCTBI TOJDKHBI PYKOBOAUTH YCHIIMSIMU TIO CHSITHIO
MCPUEMIMOHHBIX W  SMOLMOHAIBHBIX  0appepoB B
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COOJIIOJICHNN PEXHMa y MAlUEHTOB, KOTOPBIC HE JKENaloT
MpU3HATH NPOOJIeMy MM He MOTHBHPOBaHsI [ 111]

iii. Pax mcuxomormueckux cTpareruwii MpoM3BOMHT ekt
(Hamp., yCuIeHHOE IUITAHUPOBAHHE, pa3pelieHue mpobem).

Ceituac IpoxXoAdaT  KIIMHUYECKHUE  HCIbITaHUA  TaKuUX
MCTOOB. HCI/IXOCOL[I/IEUILHI)IG CrIeUaiuCThl JOJIKHBI
JOCTHUTaTh KOMIIECTCHTHOCTH B nux MPOBEACHUN nu

o0ecrieunBaTh PyKOBOJCTBO.

7.5. Kaxoewr cywjecmeennvie anemenmvl HOOOepIiCKU NAYUEHMNOS,
OUAZHOCIUPOBAHHBIX 8 HOOPOCHIKOBOM/B3DOCIOM B03pacme?

Juarnoctuka CF mocie meprosa meTcTBa MPOHCXOJUT IO
psly TNpHYMH: ciabble MM OMMOOYHO JIMarHOCTUPOBAHHBIC
CHMITTOMBI, MEHbIIasi TshKeCTh (eHoTuna [112]. TTauneHTsl 9acto
pasrTHEBaHbl U MOTPSCEHBI MHpOpPMalel (IporHo3, decruionue) u
«TeXHUYECKUMHU» acnektamu jedictBytommx kiamHuk CF. Oro
NPUBOAMT K TIpoOiaeMaM B  TOCTPOCHHM  JIOBEPUTEILHOTO
coTpyanmdecTsa. TpeOyercst THOKHI M MHAUBHYaIbHBIN ITOIXO K
KIIMHIYECKOMY BEJICHUIO KaXJOTO NAIHEeHTa, KOTOPOE OTINIAeTCs
oT 0OBITHOI TIOMOIIIH, OKa3bIBaeMOM TIAIMeHTaM,
JIMarHOCTUPOBaHHBIM C paHHero nerctsa. CieayeT HamnpaBUTh
BHUMAaHUE Ha IPOTHO3, BOIPOCH! (hepTHILHOCTH (AETOPOXKACHUS),
JHMYHYIO MOAJEPKKY U PACCMOTPEHHE MCTOYHHMKOB M COJCPIKAHUS
ceziennii 0 CF, KOTOpbIE MAalMeHThl MOTYT MOJNYYUTh (HEKOTOpBIE
HCTOYHHKH BBOJAT B 3a0myxaeHue) [113].

7.6. Tlpobnemvr  becnopsdounozo numanusi u 6HEWIHe20 GUOd
GUUAIOM HA JleueHue U NpocHO3 nayuenmos. Kakxoevl Kiouesvie
neMenmbl ONiA UX peuteHus?

Konkypennus tpeboBanuii nedenust CF, BKmowarommx
KOHTPOJIb 3a aJMMEHTAPHBIM/HYTPUTHBHBIM CTaTycOM B IUIaHE
npubaBlIeHUsT Beca, W TPEOOBAHUH KyJIbTYpPhI, aKIEHTHUPYIOIIUXCS
Ha CTPOWHOCTH TeJla, IPUBOAUT K HEJOPA3yMEHUSIM B OTHOIICHUH
rmutanus. O mpobiemax OecHopsSIOYHOTO IMHUTAHMS M BHEIIHETO
Buaa y 6onbHbIX CF ects crares [114].

IToxxon K ITUETONOTMYECKOMY BEJECHHIO TMalleHTa TpedyeT
YUYHTBIBATh €r0 OTHOIIECHHUE K MUTAHMIO, (PUI'ypEe M BHEIIHEMY BHILY,
a He TOJbKO COCPEJOTOYMBATHCS HA IOTPEOIEHMH Kalopuil u
npubasienun Beca. OneHKa NOTPeOAsSeMOM UMM  JIOJDKHA
BKJIIOYATh YKA3aHHBIC BBINIE BOIPOCH M IUIAHHPOBAHHUE [HETHI,
OCHOBAHHO} Ha UJee 3710pPOBOTO ITUTAHNSL.

Jst marentoB ¢ CF nomkHBI MMeThest 00pa3oBaTebHEIC
porpamMMbl, HH(GOPMHpPYIOIINE O IHUIIEBAPEHUH, HOTPEOICHUH
Kanopuil u ucnoab3oBanuu sHepruu npu CF. Bpaun-cnenuanucTsl,
paboratomue ¢ naqueHTamu ¢ CF, DomKHbBI OBITH OATOTOBIECHBI K
OTIPE/IENICHUIO U PAHHEMY BBISBICHUIO HETIPABHIIBHBIX MPHBLIYEK B
NUTaHUH. PexoMeHayeTcss COBMECTHOE BMENIATENbCTBO AUETOJIOTA
1 TICHXO0JIOTA.

7.7. Kax  cnpasumvcss ¢ KmouegbiMu  NCUXONOSUYECKUMU
npoobaemamu 83pocivix U noxcunvix nayuenmos ¢ CF?

KitroueBsbie mpoGieMbl B3pociioro Bo3pacTta: (i) yclnoxKHeHne
00bIuHBIX 3a/a4 B3pocibix BeeacTBue CF, (i) npuHATHE CIOXKHBIX
pemreHuii (Hamp., cocTaBleHHE NPOQECCHOHAILHOIO IUIaHA VUM
pemrenne o Tepamuu), (iil) HpeogoJeHHE YXYAIICHHS 3T0pPOBBS,
MOTEPH MOJBIKHOCTH U HE3aBHCHMOCTH, a TAKKe HOBBIE JHATHO3BI
ocnoxkuennit (mamp., CFRD), xortopele Moryr, k mpuMepy,
BBI3bIBATh TPEBOKHOCTh U AEMPECCHIO (EMOPAM3aINIO), HU3KYIO
CaMOOLIEHKY U TPYJHOCTH B OOIIEHHH.

KntoueBble MOAXOABI CIEIYIONIHE:

i. AKTHBHOE TIPEIYTPEKIECHUE MPU PETYISPHBIX MPOIETyPax U
€XKEeroJHOM 00CIIeJOBAaHUH TIOMOTAeT BBIIBUTH OTPEOHOCTH B

SMOLIMOHAIBHON, NPAKTUYECKOW M COLMAIBHOM MOIAEPIKKE
(mamp., pabora, (epTUIPHOCTb, PHUCKOBAaHHOE IIOBE/ICHHE).
ITareHThl CTaparTCst He TOBOPUTH 0 HEX [115, 116]

ii. HampapieHne K TICHXOCOIHMATBHOMY CIEIMATHCTY OpUTalbl
CF miu K crenuanucty ciry’kObl ICHXUATPUIECKOIl MOMOIIIH.

Bpuraaer CF nomxHbI ObITH 03HAKOMIIEHBI ¢ BOBMOYKHOCTBIO
JieMOpajn3alii, HPOUCXOJAIICH BCIIEICTBHE MHOMKECTBEHHBIX
npo0jeM co 370pOBbEM. DTO HANOMHHAET (XOTS M OTIMYACTCS)
JICTIPECCHIO TIPH BO3JCHCTBHUH HA JINYHOCTH U JieueHun [117].

7.8. Kaxoewr cywjecmsennvie acnexkmol 00yuenusi u nooO0epucKu
MDT 6 pazsumuu ncuxocoyuanbHblX SHaHUL?

Bcem  unmenam  Opuragel  HeoOxoammo — obianath
HCUXOCOLMAIBHBIMU 3HaHMsAMU. Onmucana 4-cryrneHdaTtas MoJeib
o0y4eHus:

i. UneHbl  Opurajbl  JOKHBI ~MMETh  TIOJTOTOBKY B
pacno3HaBaHWU IICHXOCOLMAIBHBIX HOTPeOHOCTEH, yMeTb
NPEJOCTABIATh  MHPOPMAIMIO U IICHXOJIOTHYECKYIO
TOJJICPIKKY. Nwmets BO3MOKHOCTh BEI30Ba
TICUXUATPUIECKOI! CITyKOBI B HEOTIIOKHOM CITydae.

ii. Unen Gpurajgbl MOKET MMETh JIOTOJHUTENLHOE OOyUeHHE
T10: IPOBEPKE U HAMPABIECHHUIO B CIIydae MCHUXO0IOTHYECKOTO

WUCTOLUEHMS, TPOBEAEHUIO IEPBOH  NCUXOJIOIMUYECKON
MOMOIIM MOCJIE TPABMATHYECKUX MEIMIMHCKUX COOBITHH
(Hamp., KpPOBOXapKaHHE), BBIIIOJIHCHUIO 0CO0BIX

TMICHXOJIOTHYECKMX METONIOB (Harp., 00e3060MBaHue TpH
GOJIe3HEHHBIX TIPOTIELYPax).

iii. OOyueHHBII W aKKPEJMTOBAHHBIA WICH OpHTajbl IS
OIIEHKH TCHXOJIOTHYECKOTO HCTOIIEHHUSI U  BBIOIHEHHUS

0COOBIX TEPaNeBTUYECKUX METO/I0B (namp.,
NPEJOCTABICHUE KOHCYJbTALMU WM TEPAMU COTJIACHO
YCTaHOBJIEHHOM CTPYKType LIEHTPA). Tpebyercs
PYKOBOJCTBO ~ KBUIM()UIMPOBAHHOTO  CIICLHANUCTA  I10
TICUXUATPUHL.

iV. Kanmu(uiupoBaHHBIN CIIEMANKCT MO TICHXUATPUN (HATIP.,
KIIMHUYIECKHUH TICHXOJIOT), KOTOPBIit MOXKET

JAUArHOCTUPOBATL MNCHUXOMATOJIOTMI0 U JICUWUTH, UCIIOJIb3Ys
CIICNUAJIBHBIC TICUXOJIOTUYCCKUE NHTCPBCHIUH.
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