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NMpeancnoBue

MykoBucuupos — ato 3aboneBaHve, Npy KOTOPOM NauMeHTaM, POAUTENAM U une-
HaMm Bpa4yebGHOro KOeKTMBa NPUXOAUTCA NpeoosieBaTb MHOXECTBO 6apbepos,
YTOGbl rapaHTUPOBATb AOCTYMNMHOCTb ONTUMANbHOTO JieYeHUA AnA 0cobbiX NauueH-
ToB. NoapocTKOBbIN BO3pACT, MO-BUAMMOMY, ABMAAETCA OQHUM U3 caMblX Npobnem-
HbIX BO3pacToB ANA nogen, 601bHbIX MyKOBUCLUAO30M, U B LLleNIOM NpeacTaBnaet
co60ol HepoCTaTOYHO U3yYveHHylo cdepy B AaHHowm obnactu. EBponelickoe o6ue-
CTBO MyKoBucumnao3sa ynonHomouuno Carlo Castellani n Harry Heijerman cobpatb
BMeCTe KOJIEKTUB BbICOKOKBANN@ULIMPOBaHHbIX CNELManncToB B JaHHOW obnactu
ONA yyYacTua B aToh MoHorpadun. Mbl ctpemunucb chokycmpoBaTbea Ha Temax,
OTHOCALUMXCA K MOAPOCTKaM, 4ToObl MpeaoCcTaBUTb crneynanncTam, 3aHMMatoLWwmm-
CcA NnevyeHMeM MYKOBMCLUAO03a, U APYTMM crieumannctamM, CBA3aHHbIM C evyeHnem
MYKOBMCLMA03a, KOHCY/IBTAaTUBHYIO MOMOLLb, PaCCMOTPEB HEKOTOPbIE TPYAHbIE
BOMPOCHI NOAPOCTKOBOrO Neproaa.

ABTOpbI, NPUHABLLVE y4YacTUe B 3TOW KHUTe, C 3HTY3Ma3MOM NMPUHANW npurna-
LeHWe 1 NOArOTOBUNM FMaBbl OTNIMYHOTO Ka4yecTBa.

Mbl Haieemca, 4YTO 3Ta KHUra CTAHET MOJIE3HbIM MaTEPUANoOM ANA KONNEKTUBOB
Bpayel, 3aHUMaloLLMXCA lIe4eHneM MykoBucumaosa. Mol Takxke oxugaem, 4To and
Mosnofbix nogen, 60bHbIX MyYKOBUCLMAO30M, U UX CEMEN 3Ta KHUra Takxe 6yaeT
nonesHa. EBponerickoe 06uecTBO MyKoBUCLMA03a 6narogapuT penakTopoB 1 aB-
TOPOB 3a UX YCUINA, BIIOXEHHbIE B 3Ty Ny6/MKaLMio, U C HETEPNEHUEM OXULAET
cnenyloLwwmnx MmoHorpaduin no NnpobneMHbIM 0651aCTAM B JIEHEHUM MyKOBMCLMA03a.

Stuart Elborn,

[Mpe3npgeHT EBponenckoro obuiecTsa MykoB/cLMA03a
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Bonpocbl U npo6nemMbl meguLNHDI
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1 BeBepeHue

JlaBHO Npu3HaHO, 4YTO MOAPOCTKMN
co3paloT npobnembl B3pocnbiM. Ewe
B 450 rogy oo Hawen apbl CokpaT Ha-
nucan: «Haww nogpoctkn nobAT yao-
BonbcTBUA. OHM obnagatoT AypHbIMU
MaHepaMu 1 npes3vpaiT aBTOPUTETHI.
OHW NpOABNAIOT HEeyBaXeHUe K cTap-
Wwum 1 nobAaT nyctyto 60N1TOBHIO BMe-
CTO 3aHATUNK. [leTn B 3TOM BO3pacTe —
TUpaHbl, @ He NOMOLLHUKM LOMAaLUHUX.
OHU nepeyat cBOMM poauTenam, NobaT
nocnneTHM4YaTb B KOMMNaHWu, NpoXop-
JNINBbI M My4atoT CBOUX yuuTenemnm». B co-
BpeMeHHOM 00LecTBe NOAPOCTKOBbIN
nepuof obbIYHO paccMmaTpuBatloT Kak
nepvon «b6ecnopagka», Npu aTom, no-
BMAUMOMY, HE[OCTAaTOYHO MOHMManA
npuYunHbl aToro. [lencTemTenbHO, noa-
POCTKOBbIN BO3pacT CYUTAETCA OYEeHb
npobnemMaTUYHbIM ONA poouTenen
n 6amKanLwero oKpy>XeHnsa — a Takxe
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BOHpOChI n I'IpOﬁﬂeMbl MegnunHbl NOAPOCTKOB

onAa npodeccuoHanbHbIX MEAULMHCKUX
paboTHUKOB.

Tem He MeHee XOTA NOAPOCTKOBbIN
nepuon, HECOMHEHHO, COMPAXEH C Mo-
BbILLWEHHbIM PUCKOM AA 300POBbA, Te-
nepb TakXke NPU3HaHoO, YTO OH ABNAETCA
nepuoaomM OrpoOMHbIX BO3MOXHOCTEN
ona paseuTtuA. To, Kak MosioAble noau
ero NpeofoneBaloT, HaCKOJIbKO XOPOLUO
OHW COBepLUaloT Nepexon K B3pOC/bIM
ponAaM 1 06A3aHHOCTAM, B HacTosALlee
BpeMA cuyMTaloT OgHUM U3 Haubonee
3Ha4YUMbIX onpegenarwmx dakTopos
6yayuiero 3gopoBbA U 6narononyyma
BO B3pPOC/IOM Nepuoge, Kak npu oTcyT-
CTBUU, TaK 1 NMPU HANNYNN XPOHUYECKMX
3abonesaHumn [1].

OnwucaHo, 4TO0 Npobnembl co 340-
pOBbEM, UCMbITbIBAEMbIE MOAPOCTKA-
MU C XpoHUYeckumu 3aboneBaHnamu,
«CBA3aHbl ¢ 60Ne3HbI0, KOTOPOW OHMU
cTpapatoT, ¢ NOAPOCTKOBbLIM Mepuo-
OOM B LLE/IOM U C NCUXONOrMYecKnmMm
npo6nemamu, co3gaBaeMbiMn B3au-
MoJencTBneM Mexay 605e3Hblo, Noa-
pPOCTKOM M €ro HeNoCpPeACTBEHHbIM
oKpy>XeHuem» [2]. YunTtbiBas wWnpo-
KO pacnpocTpaHeHHbI HeJoCcTaTokK
NpeaaunoMHON 1 NocnegunioMHON
NpakTUKN B NOOAPOCTKOBON MeguuuHe
1 TOT hakT, YTO MHOrve nNpobnembl co
300POBbEM Y MOAPOCTKOB BO3HMKAIOT
BHE3anHo, He MPUXOAUTCA YAUBNATb-
cA, YTO MHOrne paboTHUKM 34PaBOOX-
paHeHMA coOOBLLAOT O 3HAYUTENbHbIX
TpyAHoCTAX B paboTe ¢ nogpocTkamu

Mo CPaBHEHMIO C APYrMMU BO3PACTHbI-
My rpynnamu [3].

B naHHOW BBOOHOW rnaBe aBTOPbI
HamepeBaloTcA nccnefoBaTb U3MeHe-
HWUA B onpeaesieHNn COBPEMEHHOTO
NoApPOCTKOBOro Bo3pacta, 0603HaunTb
paMKu MOHMMaHUA pa3BUTUA NOA-
POCTKOB 1 MUccnenoBaTb BAUAHUE MOA-
POCTKOBOrO nepuofa Ha XpoHu4yeckoe
3aboneBaHue 1 nx obpaTtHoe B3auMo-
nencrteme. Tem cambiM 3Ta rnaBa o60-
3HavaeT npepgmeT ANA NocneayoLwmx
rnaB, B KOTOpbIX 60nee KOHKPETHO
onvcaHa CNnoXHOCTb MyKOBUCLMA03a
(CF; ot aHrn. “cystic fibrosis”) y noa-
pOCTKOB.

N3meHeHuA B onpeaeneHun
noApOCTKOBOro nepuoaa

TepMUH «NOAPOCTKOBbLIN Mepuoa»
(aHrn. adolescence) npousowen oT
naTuHckoro cnoBa adolescere, o3Ha-
Yailowiero «nogpactaTb». Havano noga-
pPOCTKOBOTO NMepuopa onpepenaerca
bU3NYECKMMM U3MEHEHUAMMU, COMPO-
BOXJaKOLWMMWN KOMMIEKCHYIO Nocneno-
BaTeNbHOCTb FOPMOHaNbHOIO co3pe-
BaHWA, N3BECTHYIO Kak nyb6epTaTHbIN
nepuon. OKoHYaHUe NOAPOCTKOBOTO
nepuofa ckopee xapakTepusyeTca ce-
puven nepexonosB K B3POCHbIM POSIAM
1 06A3aHHOCTAM, TakKUM KaK 3aBepLue-
HMe obpasoBaHuUA, NOCTynjeHUe Ha

10
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onnayuBaemyto paboTy, a Takxe BCTy-
nneHve B 6pak 1 poxxaeHue geten, 4em
¢dbun3nyecknm cospeBaHuem. PaHblue
3TN KOHEYHble coumanbHble pe3ynbraTbl
[OCTUranncb 3a OTHOCUTENbHO KOPOT-
KU MPOMEXYTOK BpeMeHU: B 60NbLUNH-
CTBE permoHoB mupa — Kk 17-24 rogaw,
YTO B [OCTaTOYHOW CTEeNeHun cornaco-
BbIBaNIOCb C [OCTMXKEHNEM COBEpPLLEH-
HONETNA MO 3aKOHY.

HecmoTpA Ha Wrpoko pacnpocTpa-
HEHHOe MHeHue, 4yTo 18 neT ABnAeTcA
BO3pacToMm, Koraa nogpocTku npuobpe-
TaloT 3aKOHHbIE NpaBa M 06A3aHHOCTM
B3pOC/bIX, faXe B 3aKOHOAATENbCTBE
HeT eQuMHOro onpeneneHnsa B3pocyo-
ro Bospacta [1]. TouHee, B 3akoHOAa-
TenbcTBax GONbLWMHCTBA PETMOHOB
MUpa OnucaHbl passindyHblie BO3pacThl,
o6o3HayvalwlLme B3pOCHbIA Nepuoa.
Yawie Bcero onpegenieHMe Bo3pacTa
HacTynJieHMA B3pOC/IOCTU BCTpevaeTca
B 3aKOHaX, KacaloLlmxcA orpaHnyeHmua
M paspeLleHna Ha BOXAEHMEe aBTOMO-
611A, NOKYMKy ankorosbHbIX HANUTKOB
1 Ha MPUHATUE BaXKHbIX PELLUEHUN, BNUA-
IOLMX Ha 300POBbE.

[o HepaBHero BpemeHu Obino 06-
wenpu3HaHo, YTo NOAPOCTKOBbIN BO3-
pacT orpaHu4YMBaeTCA BTOPbIM AecA-
Tunetuem Xxn3Hu. Ho Tenepb opma
NOAPOCTKOBOrO BO3pacTa M3MeHUNach
[1]. CaBurmn BHU3 B Bo3pacTe Ha4vana
ny6epTaTHOro nepuona u CABUIMM BBEPX
B BO3pacTe OOCTUXEHUA CoLManbHbIX
M3MEHEHUN, KOTOPbIMU UCTOPUYECKN

OTMe4YeH BSpOCHbIVI nepuoa, o3Ha4atorT,
4YTO, KaK onpepgeneHo Bbiwe, No4pPOCT-
KOBbI BO3pacT Tenepb A4NINTCA HAMHOTIO
noinbuie. JTa yBenn4eHHaA npoaoixu-
TENbHOCTb NOAPOCTKOBOIO nepunoga co-
rnacyeTtcAa ¢ HOBbIM NOHUMaHUeEM Kor-
HUTUBHOIO CO3peBaHUA, KOTOpOe, Kak
NMPuU3HaHO B HacToAlWlee BpemMA, onnTca
no MeHbLlen Mepe 0O cepeaunHbl Tpe-
Tbero oecCATUNEeTmnA XXN3Hun.

Y10 cenyac MeHee ACHO, 3TO TO,
Korga >ke 3akaH4MBaeTcA NMOAPOCTKO-
BbIA MEPUOS N YTO Mbl Ha3blBaem ero
OKOH4YaHuem. B ocHoBHOM 3TO cBA3a-
HO C TEM, YTO cOLManbHble poneBble
nepexoAbl 3TOro nepuopa 3HavmUTeNb-
Ho 6oJsiee MOABMXHbI, YHeM paHblue.
MwuHyBLWKWE nokoneHNA nepexusanu
[OCTaTOYHO NIMHENHbIE PONEBbIE Mepe-
X0Abl; TPaAULNOHHO MoNoAble noaun
3aBeplianun ceoe obpasoBaHue, BCTY-
nasun B KOPOTKMA Mepuos LOMONHU-
TenbHoro obpasoBaHuAa nnu npodec-
cuoHanbHoro o6pasoBaHuA (06bIYHO
onpenenAaeMoro nonom), a 3atem
«ocefanu» Ha MecTe, YTOObl BCTYNUTb
B Opak u poauTb geten. B npotusono-
JIOXKHOCTb 3TOMY, COBPEMEHHbIE MOJI0-
Oble Noan TeNepb 3aBepLUaloT BTOpoe
ob6pasoBaHue, nocne KOToporo (unu B
OEeVNCTBUTENBHOCTU B NEPUOL, 3TOro 06-
pa3oBaHuA) OHU MOTYT cAenaTb «nepe-
pbiB» Ha rof, BO BPeMA KOTOPOro OHMU
paboTaloT UM NyTeLWecTBYIOT, a 3aTEM
3aHATbLCA NMOCNEeAUNIOMHbIM Mpak-
Tuyeckum oby4vyeHuem. ITOT nepuos
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npakTU4eckoro oby4yeHns MOXET Oocy-
LLECTBNIATbCA Ha OCHOBE MOJIHOW WK
YaCTUYHOW 3aHATOCTM U COMPOBOXAATb-
cA paboTon Ha yCNOBUAX MOSHON UNN
YacTUYHOW 3aHATOCTU. [ocne Heckosb-
KX 0TpaboTaHHbIX JIET MosoAble Ntoan
Hepenko MoOCBALLAOT CBOE BpemMA A0-
NONHUTENbHOMY OGYy4YeHUI0, paccyu-
TbiBafA Ha 3HA4YMTEsNIbHblE KapbepHble
n3MeHeHuA. Takaa moLenb nosegeHuA
XapakTepHa Kak AiAa My>U4UH, Tak 1 gna
>XEHLLUMH. B HacToALee Bpema monogble
JloAn, Kak NpaBuio, [onblue ocTatoTcA
nooma u, nepeexas, Hepeako BO3Bpa-
LaloTcA B poauTeNnbCKMA LOM Ha Mpo-
[OJIXXUTeNbHble Nepunofbl, 0COGEHHO
B cnyvae uHaHcoBbIX Npob6nem. lMo-
JIOBaA XW3Hb 0ObIYHO Ha4yMHaeTcA Ao
TOro, Kak OHW MOKUZAT AOM, U NMpPo-
[oJikaeTcA, HECMOTPA Ha BO3Bpalle-
Hue gomon. Bo MHornx eBponemnckmx
cTpaHax B nepBbll 6pak B HacToALee
BpemMsA BCTynaloT Ha AecATb JIET M03-
e, yem 50 net Hasapg, n 6pak 6onblue
He 03Ha4yaeT nocnegylollee poxaeHue
neten. [lencTtBuTenbHO, NOABJIEHME Oe-
Tel Ternepb perynapHoO NpoOUCXoA4uUT 4O
Gpaka, He3aBMCMMO OT Hann4ua NocTo-
AHHOrO NapTHepa.

Oxono 25 net Hasag OpraHusauua
O6bepnHeHHbIX Haunn n BcemunpHan
opraHusauua 3gpaBooOxXpaHeHNUA onpe-
[enunuv Bo3pacTt NnogpocTkoB kak 10—
19 nert, OHoWwecTBa — Kak 15-24 ropa
M BO3pacT monopbix niogen kak 10—
24 ropa. HecmoTpsa Ha aTn onpepene-

HWA, B NuTepaType MMeeTcA Mano co-
rnacoBaHHOCTN B OTHECEHUM MONOAbIX
nofen K NogpocTkam, OHOLIECTBY UK
noapocTkamMm M MONOAbIM B3POCHbIM.
HesaBucumo oT Ha3BaHuA, Bce bonee
o4yeBUAHO, YTO Nepuopg ot 10 go 24 net
Jlydlwe oxesaTbiBaeT pusnyveckme, Kor-
HUTUBHbIE U COLMaNbHblE U3BMEHEHNA,
3aKJIl04YEHHblE B TEPMUHE «MOLAPOCTKO-
BbI nepuopy.

B Hay4HbIX MccnegoBaHMAX Tak-
XXe MMelTCA pa3HOYTEHMA MO NOBO-
0y BO3pacTHbIX AMana3oHOB, BHe 3a-
BUCUMOCTW OT TOTrO, UCCNEAYIOT OHM
B OCHOBHOM B3POC/bIX UMK BKOYalOT
NoApPOCTKOB B UCCNenoBaHUA OeTen
Mnagwero Bo3pacTta. [nA ncnonb3o-
BaHWA Pas3fINYHbIX BO3PACTHbIX MNOpPO-
roBblX TOYEK B COOTBETCTBUM C KOH-
KPEeTHbIM BOMPOCOM MccnenoBaHUA
nmMetoTcA Beckme npuinHbl. Hanpumep,
OnA uccnefoBaHWA NaTTEPHOB cneuu-
ann3npoBaHHOW MeaULUHCKOW Mo-
MOLLM Y NOAPOCTKOB MOXHO Bbl6paTh
npeacTaBfieHne AaHHbIX B OTHOLLIEHUN
BO3pacTa, korga meguumHckoe obeny-
XUBaHWe cneymanucTamm-neguaTpamm
06bI4YHO MpeKkpallaeTca, Npuyem aToT
BO3pacT MOXeT CoCTaBiATb Npubnu-
3uTenbHo oT 12 net go 21 ropa B 3a-
BMCMMOCTU OT TOro, rae NpoBOAUTCA
nccnepoBaHue. Yale ncnonb3yioT pas-
JINYHbIE BO3PACTHbIE MOPOroBble TOYKU
6e3 apgekBaTHOro ob6ocHoBaHuA. Tak,
nuccnenoBaHuA geTen MoryT BKJtoYaTb
nonanasoH 0-12 net, 0-14 net, 5-14 net
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mnn 3-19 net. NccnepoBaHua moryT
pacnpocTpaHATbCA Ha AuManasoHbl 15—
35 neT, 17-45 net unun 19-64 ropga. Bos-
MOXHO, LUMPOKO pacnpocTpaHeHHoe
MCMOJIb30BaHNE BO3PACTHbIX Ananaso-
HOB, obnagatoLWwmx Manon peneBaHT-
HOCTbIO B (pM3NONOrMYECKOM OTHOLLE-
HUW WU UMEoLWMX NNWb HeGoNbLUYiO
CBA3b C ApyrMMu nepexopamm (Hanpu-
Mep, o6pa3oBaHMEM, MaTepuanbHbIM
obecrneyeHnem), cTasio MeXaHM3MOM,
6naropapA KOTOPOMY OUHAMUYECKUNA
rpys 3aboneBaHuA Ha NPOTAXEHUN
NOAPOCTKOBOro Nnepuoaa HenpepgHame-
pEeHHO caenaH HeBmanmbIM. HanpoTus,
ncnonb3oBaHMe B NocsieaHee Bpems
5-neTHEero Bo3pacTHOro gunanasoHa,
KOTOpbI no3sonAeT auddepeHunpo-
BaTb pPaHHUW MOAPOCTKOBbIN Nepuog
(10-14 neT), cpegHUI NOAPOCTKOBLIN
nepuop (15-19 neT) U No3aHUN Noa-
POCTKOBbIN MW PaHHUI B3POCAbIA Mne-
pvoa (20-24 neT), [ano BO3MOXHOCTb
B BbICOKOW CTEMEHN YTOYHUTb KapTUHY
M3MeHeHUI nNpodunaa cocToAHMA 300~
pPOBbA Ha NMPOTAXEHMWM BCEro NOAPOCT-
KoBoro nepuoga [4-6].

Pa3Butue noApoOCTKOB:
opraHnsam m rOJIOBHOW MO3r
B npouecce co3peBaHnA

nO,El,pOCTKOBbIIh nepuog ABNAeTCA ne-
pnoaomMm UHTEHCUBHOTIO CbVISI/ILIeCKOFO,
KOrHUTUBHOIO U coumnanbHOro co3pesa-

HUWA, KOTOPOE OCHOBAHO Ha BO3MOXHO-
CTAX Pa3BUTKA, 3aJIOXKEHHbIX B paHHEM
petctee [1]. MyGepTaTHbIN Nepuog, co-
NpoBOXAaeTcA BblpaXKeHHbIMU 1, 6onee
TOro, napafoKcanbHbIMU NOCNEACTBU-
AMU onA 3goposbA. C 0AHOM CTOPOHDI,
nybepTaTHbIA Nepuoa — 3TO Hayano
¢pr3myeckoro cospeBaHnA NaLMeHTOB,
MMeIoLEro NuKM Cuibl U BbIHOCIVBO-
ctn. C 4pyrom CTOpoHbl, nybepTaTHbIN
nepuop conpoBOXAAETCA HapacTaHu-
€M 3MOLMOHAaNbHbIX Y NOBeOEHYECKMX
npobnem, KkoTopble 6yayT oka3biBaTb
BO34ENCTBME Ha YeNloOBEKa B TeYeHUue
ANUTeNbHOro BpeMeHu. B yucne npo-
6nem co 340poBbeM, 06bIYHO BO3-
HUKalowWux nocne nybepraTHoro ne-
puona, — 6onbwune adpdekTuBHbIE
M TPEeBOXHbIE PacCTPONCTBA, HapyLle-
HUA NUTaHWA, NpegHaMepeHHoe Npu-
YynHeHue cebe Bpena, ynotpebneHue
Tabaka U NekapCTBEHHbIX BELLECTB,
NMCUXOTUYECKME COCTOAHMA U PyHKLMO-
HasnbHble COMATUYeCKNe paccTPOCTBa.
3To noBegeHMe, CBA3aHHOE CO 340PO-
BbEM, U MaToNOrnyeckme cocToAHUA
NMCUXUKN TECHEE CBA3aHbl ¢ NybepTaT-
HOW cTaaunewn, Yem C XPOHONOrNYECKNM
(macnopTtHbIM) Bo3pacTom [7]. 3Tu dak-
Tbl No3BoAMAN chopmMupoBaThb B3rNAL
Ha ny6epTaTHbIA NepuoL Kak Ha CEeHCU-
TUBHbBIN Nepuopj, B Te4eHne KOTOporo
NMoBbILLIAETCA YyBCTBUTENIbHOCTb K BIU-
AHNIO O6LLLEeCTBA U OKPYXEHUA, YTO Ha-
YMHaeT NPOABNATLCA B BUAE Nncuxmye-
CKMX M MOBeAEHYECKNX PacCTPOMNCTB.
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MNHTepec k nybepTaTHOMY nepuoay kak
K CEHCUTUBHOMY Mepuoay oT4yacT 06b-
ACHAETCA CTpeMJIEHUEM ONMpenenunTb,
KaK 3T naTtTepHbl pearnpoBaHnMA MoOryT
cTaTb 6MONOrMyeckn 3anedvaTneHHbIMmU
W XXEeCTKO 3anporpaMmmMmnpoBaHHbIMU
n, cnepgoBaTtefibHO, 6onee yCTONYUBDI-
MM K MOCNeayoLmnM BMeLlaTebCcTBam,
a TakKXe TO, KaK 3TV BMellaTeNbCcTBa
B JaHHOEe KpuTu4yeckoe BpeMA MOryT
N3MEHUTb 3TO HarnpaB/iEHUE.

HecmoTpsa Ha BapnaTUBHOCTb onpe-
[eNeHnA NogpoCcTKOBOro pasBUTUA Mo
BO3pacTy, C Negarorm4yeckon TOYKu
3peHna MoXeT BbiTb NMONE3HbIM pas-
neneHne 10-24-neTHero Bo3pacTHOro
NpomeXyTka Ha paHHWUI NOAPOCTKOBbIN
nepvog (10-14 net), cpegHUn NOAPOCT-
KoBbIV nepuog (15-19 net) u nosgHUM
MoapPOCTKOBbIA MW PaHHUI B3POCHbIN
nepuon (20-24 ropa). B Tabnuue 1.1
onuvcaHbl OCHOBHble acnekTbl pa3Bu-
TNA NOAPOCTKOB B cchepe hn3nyveckoro,
KOTHUTUBHOIO U MCUXONIOTMYECKOro CO-
3peBaHuA.

HepnaBHue ycoBeplieHCTBOBaHUA
B TEXHOJIOTUM BU3yanu3auuu ronos-
HOro MO3ra BHEC/V BKJlaf B HOBOE Mo-
HMMaHWe pa3BUTUA NogpocTkos [8, 9].
B npoTrBONofoXHOCTL Gosnee paHHUM
MHEHUAM O TOM, YTO rO/IOBHON MO3T
NoJsIHOCTbIO (hopMupyeTca K KOHLY ne-
puona AeTcTBa, B HacToAllee BpemA
UMeloTCA AaHHble, YTO NOAPOCTKOBbIN
nepvog ABMAETCA NepuoaoM BblpadKeH-
HOro pocTa WU CO3pPeBaHWNA FOJNIOBHOTO

mo3ra. MexaHu3ambl cBA3en 1 nepenayn
CUrHanoB roJIOBHOrO MO3ra B TevyeHue
NnoapoCTKOBOro nepuoja U paHHero
B3pOC/IOro nepuoga BbiI6opoyHO MeHA-
loTCA Ha BO3MOXHOCTW peMoaenmpo-
BaHWA rOJIOBHOIO MO3ra B OTBET Ha CO-
uManbHble U NOBEAEeHYECKUE BINAHUA.

OpHol n3 obnacten ronoBHOro Mo3-
ra, npeTepnesatoLwmx Hambonee nNpo-
OONXWUTENbHOE pa3BUTUE, ABNAETCA
npedpoHTanbHana Kopa. 3Ta obnacTtb
BbIMNOJIHAET (DYHKLUUN KOHTPONA MUC-
NONMHUTENbCKUX ONepauunii, BKtoYalo-
WKNX NJaHUpOBaHMe, IMOLMOHAaNbHOE
perynupoBaHue, NPpUHATUE PELLUEHUN,
MHOronpoduIbHOCTb U CaMOOCMbICIIE-
Hue. MNpedpoHTanbHaA kopa B NpoLec-
ce XXU3HU Ha4YMHaeT pa3BMNBaTbLCA OYEHb
paHo. Ee pa3BuTue npogonxaerca Ha
NPOTAXEHUW BCErO MOAPOCTKOBOrO Me-
pviofa, No MeHblUen mepe L0 TPeTbero
necaTtuneTtra [8], 4To MoXxeT 06bACHUTb
cTabunbHOE ycuneHne caMOKOHTPONA
Ha NPOTAXeHWM Nepuoaa oT AeTcTBa A0
B3pocnoro nepuoga. Hanpotue, nvetot-
cA AaHHble, YTO NIMMbBUYeckas cucTema,
dopmMupyioas MoTUBaLmMo, aMoLuu,
pa3BuBaeTcA B MOAPOCTKOBOM Mepu-
ofe paHblie, Yem npedpoHTanbHanA
Kopa. Hanbonbliaa HecopasMepHOCTb
B CO3pPEBAHUN 3TUX CUCTEM CYLLECTBY-
eT B Te4YeHue nepuopa oT paHHEero oo
cpefHero nNogpoCTKOBOro nepuopa.
OnHO 13 06BbACHEHUN NMOBbILLEHHOTO
pvicka, UMeloLLLero MecTo B flaHHoe Bpe-
MSA, COCTOUT B TOM, 4TO aTOT grucbanaHc
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Bonpocbl 1 npo6nemMbl MEAULIMHBI MOAP! B

Ta6nuua 1.1. XapakTepucTukn pa3BuUTUA B MOSAPOCTKOBbLIA U PaHHUIA B3POCIbIN

nepwvog [1]

®usnyeckoe passutune

My6epTaTHbIV Nepuopa;
pocT Bonoc Ha Tene,
NoBbILLIEHHaA Nepcnu-
pauua v BbigeneHue
>Xupa Ha Bosocax

1 KOXE; YCKOpPEeHmne
pocTa n npubasneHme
maccbl Tena; passuTue
MOJIOYHbIX Xenes,
paclmpeHue KocTewn
Tasa u Ha4yano MeH-
cTpyaumi (y nesoyek);

PaHHul nog-
POCTKOBbBIV
nepuopg
(~10-14 neT)

KorHutusHoe
passutune

Poct cnocobHocTn k
abCcTpakTHOMY MblLU-
JIeHNIo; HanbonbLINi
MHTEpPEC K HacToA-
wemy npu cnabom
niaHvpoBaHun
6yayLliero; pacum-
peHue HTEeNeKkTy-
aNbHbIX MHTEPECOB

M UX NOBbILIEHHAanA
3HA4YNMOCTb; yrnybne-
HUe MopanbHOro

CoumanbHoe 1 3aMOLMOHaNIbHOE
passutue

Bopb6a 3a MAEHTUYHOCTb;
oLlyLLleHNe HENOBKOCTM CaMoro
cebA 1 CBOEro Tena; HeyBepeH-
HOCTb B CBOEW HOPManbHOCTK;
NOHUMaHMWe TOro, YTO PoauTeNur
HEeCcOBEepLUEHHbI; HapacTaHue
KOHbNIMKTa ¢ poauTENaMH;
ycuneHve noaBep>XeHHOCTH
BJIMAHUIO TPYMMbl POBECHUKOB;
CTpemieHne K HE3aBUCUMOCTH;
BO3BpaT K AEeTCKOMY rnoBefe-
HUIO MpPK CTPecce; CKIIOHHOCTb

MeANAETCA y AeBOYEK,
HO Npojonxaerca
Yy ManbyvKoB

CpepHuii
noApOCTKO-
Bblil nepuog
(~15-19 ner)

pOCT CEMEHHUKOB CO3HaHwuA K 3MOLMOHaNbHON NabunbHOCTK;
M neHuca, nonnounn npoBepka NpasBuil U rpaHunL;

N CHUXeHue Tembpa ycuneHve NHANBUAYyanu3ma;
ronoca (y Manb4yunkoB) MHTEpPeC K cekcy

®usunyecknit poct 3a- | MpoponxeHune YBne4veHHOCTb cO6OM, NpK 3TOM

pocTa cnoco6HoCcTU

K abCTpakTHOMY
MbILLMEHUIO; MOBbI-
LIeHHaA crnocobHOCTb
K MOCTaHOBKe Lenewn;
MHTEpEC K Mopalib-
HOMY CO3HaHMuI0; 06-
[yMblBaHue cMbicna
KU3HU

BbICOKME OXMNAAHWA YepeaytoTca
co cnabor caMoOuAEeHTUYHOCTbIO;
npucnocobneHne K UaMeHeHUAMm
Tena; HeyBEPEHHOCTb B CBOEN
HOPManbHOCTH; CKIIOHHOCTb
AVCTaHUMPOBATbCA OT POAUTeE-
Newi; NOCTOAHHOE CTPEMIIEHNE

K HE3aBVUCUMOCTM; XeNnaHne MMeTb
Apy3en 1 6onblue nonaratbeA Ha
HUX (NONYNAPHOCTb MOXET BbITb
BaXXHbIM BOMPOCOM); pacTyLias
CcMocoGHOCTb K 3MOLMOHaNbHOMY
perynupoBaHuio; NepBbIi onbIT
NI06BU 1 CTPACTU; MHTEPEC K CEKCY

Monogbie XeHLWUHbI
06bIYHO MONHOCTbIO
pasBuTbl pusnyecku;
Y MOJIOAbIX MYX-
YMH NpoponXKaeTcA
npubaBneHune pocta,
Macchbl Tena, MblLley-
HOI Macchbl 1 BOJIOC
Ha Tene

Mosgnuin
noppocT-
KOBbIV nun
paHHUI
B3pOCHbIN
nepvuos
(~20-24
roaa)

CnocobHocTb
o6aymMbiBaTb naeun
OT Havana Ao KoHLa;
Ccnoco6HOCTb K Npoa-
JIEHWNIO YALOBONbCT-
BUA; KccnegoBaHve
BHYTPEHHETO OMbITa;
noBblweHHanA 03abo-
YEHHOCTb ByayLwmm;
npoponxatowumnca
MHTEPEC K MOPaJibHO-
MY CO3HaHUIO

CdopmunpoBaHHOe 4yBCTBO
MAEHTUYHOCTU, BKJIIOYaA Mo-
JIOBYI0 UAEHTUYHOCTb; 3MO-
LUMoHanbHanA cTabuibHOCTb,
6€ecrnoKONCTBO O APYTUX, a TakxKe
HE3aBMCUMOCTb M YBEPEHHOCTb
B cebe; BaHOCTb B3anMo-
OTHOLUEHWI C POBECHUKAMU;
pa3BuTHne 6onee cepbe3HbIX
B3aVMOOTHOLUEHUIA; UHTEPEC

K COUMANbHbIM U KYNETYPHbIM
Tpagvumam
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B pa3BuTum dbopmMupyeT nosepeHue,
yrnpasnfaemMmoe npenmyLLecTBEHHO 3MO-
umAamMm — B yepb 6onee paumoHanb-
HOMY NMpPUHATUIO pewweHunn [9,10].

HepaBHO nonyyeHHble faHHble
NO3BONIAIOT NPEANONOXNTb, YTO NOA-
POCTKW BOBJIEKAIOTCA B PUCKOBaHHbIE
adepbl, HECMOTPA Ha 3HaHWe O BO3-
MOXHbIX puckax [11]. Ha Hux Takxe,
no-eunanmomy, 6onbliee BNNAHKE, YEM
Ha B3pOC/bIX, OKa3blBalOT BO36yxaa-
IoLLMe NN CTPECCOoBbIe CUTYyaLUK Npu
NMPUHATUN peLleHnin, oHn BenyT cebA
KaK «ropfA4une rosioBbi», B YaCTHOCTU
B NMPUCYTCTBMWN POBECHUKOB. TO NMoBe-
[eHue cornacyeTcsa ¢ MOHATUEM NouMcKa
OCTPbIX OLLYLLEHUI (TO €CTb FOTOBHOCTb
WATW Ha PUCK ANA AOCTUXXEHUA HOBBIX,
pa3Hoob6pa3HbiX U CTUMYNMPYIOLLNX
Bre4yaTneHun), no-eMaMMOMYy, n 3a-
CTaBMALWEro puckoBaTb 340POBbEM.
Takoe noBegeHue ob6bIYHO BCE CUJMb-
Hee nNpoABnAeTcA B Bo3pacte mexay 10
1 15 rogpamu no cxeme, NO3BONAOLLEN
npeanosioXnTb BAINAHWE NybepTaTHOro
nepuwoga [11,12].

BIIIAbI noeegeHvA N COCTOAHMA,
CBA3aHHblIe CO 340POBbEM:
BOMPOCHI couynanbHOro
KOHTEeKcCTa

MHorve Tunbl noeegeHnA n cutyauuu,
CBA3aHHble CO 300pOBbEM, KOTOpPbIE
B p,aaneVlmeM BHECYT BKnazj B pa3Bu-

Te HenHdeKUNoHHbIX 3aboneBaHnmn
y B3pocnbiX, GhOpMUpyoTCA B MOAPOCT-
KoBom nepuope. Hanpumep, 6onee
90% B3pOCnbIX KYPUIbLINKOB Ha4YnHa-
0T KypuTb Tabak B MOAPOCTKOBOM BO3-
pacTe, nepBble cnyyau ynotpebneHusn
XUMUYECKUX BELLECTB 0ObIYHO TakXe
NPOWUCXOAAT B MOAPOCTKOBOM Mepuoge,
pAL APYrMX NMOCTYMKOB, TaKNX KakK He-
6e30MnacHble cekcyanbHble KOHTaKThI,
aKTbl HaCUNWA 1 Apyrve BUAbl aHTUCO-
LuuanbHOro nosefeHns, o6bI4HO COBep-
WwatoTcAa B nogpocTkoBom nepuoge [1].
MoapocTkoBbIN Nepuog TakxKe ABMAETCA
NMUKOBbIM BO3PAacTOM Hayalla MHOTUX
ncuxmaTpuYecknx paccTpomncTs; 6onee
75% B3pocnbiX Noaen, ctpagatowmx
paccTponcTBaMu NMCUXUKWU, BNepBble
cTankuBalTcA ¢ 3TON Npobnemon
B NoapocTkoBoM Bo3pacTe [13].

Ckopee, 4em ocyxpgeHue nopg-
POCTKOB 3a UX HE3[OPOBbIE PELUEHNA,
MOXET NMOMOYb NMOHMMaHUE TOro, YTO
coumanbHoe Hebnaronony4yve u Hera-
TVBHbIe BNeYyaT/ieHUA B MafeH4YecTBe
W B paHHeM [eTCTBe MOryT NpenATCcTBO-
BaTb OOCTMXXEHUIO HOPMATUBHbIX MO-
Kasatenen passutua pebeHka B bonee
nosaHem nepuope AetcTea. dTu Brie-
YyaTneHWA B NOAPOCTKOBOM nepuope
MOTyT NPOABUTbLCA B TOM, 4YTO MOAPO-
CTOK CTaHeT XXepTBOW TPaBau U HEMNpU-
ATUA CO CTOPOHbI POBECHUKOB, Pe3yJb-
TaToOM 4Yero MoxeT ObITb UCKJIIOYEHUE
u3 wkosbl, gpyx6a ¢ acounanbHbIMU
pPOBECHMKAMU 1 paHHee YCBOEHME MO-
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Jenen NoBeAeHuA, CBA3AHHbIX C pu-
CKOM AnfA 300POBbA, TakKUX KakK Kype-
Hue Tabaka, ynotpebneHune ankoronsa
M NIeKapCTBEHHbIX CPEeACTB, a Takxe
6oNiee BbiCOKAA BEPOATHOCTb MCUXM-
yeckux pacctponcts [14]. B nogpocT-
KOBOM Mepuofe Ha pasfinyHbie BUAbI
noBefeHus, CBA3aHHOIO CO 340POBbEM,
BNIVAET eAnHan rpynna ¢akTtopos pu-
CKa U 3aWMTHbIX aKTOpPOB, 4YTO Npu-
BOAWT B pe3ynbraTte K GOpPMUPOBaHUIO
HECKOJNIbKMX TPy PUCKOBAaHHOIO Mo-
BeJEeHVA y NauneHToB.

Kpome ob6pa3sLoB nosegeHms, cop-
MUPOBaHHbIX B paHHEM [EeTCTBE, TaKXe
MMEET 3HaYeHNEe TO, YTO MPOUCXOAUT
B NOApoOCTKOBOM nepuope. Hanpumep,
coumanbHO HebnarononyyHbln Nogpo-
CTOK, NpoLeawmnin Yepes HavyallbHYo
LIKOJIy C XpOHMYECKUM 3aboneBaHmnem,
B CpefHel LwKone nonagaet B rpynny
pvicka Nno 340pPOBbI0 U yCreBaeMocTH,
4YTO HeM36EeXHO OTPa3nNTCA Ha Ka4yecTBe
>KM3HU BO B3pOC/IOM BO3pacTe. TeM He
MeHee ero nyTb Yepes3 NoApPOCTKOBbLIN
nepvof 6yneT CKOPpPEeKTUPOBaH €ro
VHOMBUAYANbHbIMU CUNBbHBIMWU U cNa-
ObIMU CTOPOHAMU, TaKUMU KaK UHTEN-
JIEKT, IMHHOCTHbIE CBOWCTBA, HaBbIKMK
ob6LeHna 1 nosioBana opueHTauua, a
Takke Bo3aencTtemem (pakTopoB pucka
M 3alUTHbIX (GaKTOPOB, CKOHLEHTPU-
POBaHHbIX BHYTPU CEMbMU, LLKOJbI UK
OnvXKanwero OKpPy>XeHUA nauyneHTa
[15]. 3Tu cneuunduryHble ona nogpocT-
KOB BrnevaT/ieHMA 03Ha4aloT, 4YTo, Npu-

Hapnexa K OgHOW 1 TOW Xe coLuanbHO
HeGnaronofiy4How rpynne, oauH noa-
pPOCTOK MOXeT OblTb BOBNEYEH B pas-
JIN4HbIE OEWCTBUA, CBA3aHHbIE C pu-
CKOM AN1A 3[0pO0BbA, TOrAa kak gpyromn
nponaeT Yepes NoAPOCTKOBbIN Nepunoa
no 6onee 3goposol Tpaektopumn. 06-
y4eHue B LWKosie 0COOBEHHO BaXKHO AnA
NoapOCTKOB, MOCKOJIbKY, MOMUMO MOJb-
3bl Nony4YeHna ob6pas3oBaHmMA, LWKOJIbI
npenocTaenAlT no4vsy ana Gopmupo-
BaHWA couManbHOW BOBJIEYEHHOCTH,
KOTOpasa MOXeT CTUMYNMpoBaTb 340-
pOBble B3aMMOOTHOLLIEHNA POBECHUKOB,
SMOLMOHASIbHbIN KOHTPOJIb U B KOHEY-
HOM cuYeTe XOpollee COCTOAHUE 310-
poBbA [16].

MoapocTkoBbIN Nepuop ABNAeTCA
nepuoaomM coumnanbHOro oby4yeHun
nocpeacTBOM MMUTaALUM NoBepeHus,
B YaCTHOCTU NoBeAeHUA POBECHUKOB.
[MoBcemecTHaA BOBNEYEHHOCTb MOJO-
ObIX NoAen B coumnanbHble CETU U3Me-
HWNa camy Mgeto rpynnbl POBECHUKOB,
pacwumpaAn ee OT OQ4HON MECTHOW LUKO-
Nbl nnu coobuectBa Ao rnob6anbHOro
mMacwTaba. Kpome nameHeHua ckopo-
CTW, C KOTOPOW B HacToAuw,ee BpeMA
MO>HO BJINATb Ha COLMANbHO-KYNbTYp-
Hble HopMbI [17], HOBanA cpena Takxe,
BO3MOXHO, BHec/la Bknaj B BO3HUK-
HOBEHWE OTHOLLUEHUN WY NoBeAeHus,
KoTopble npexae Obinv MeHee pacnpo-
CTpaHeHHbIMU, HaNpUMep NpPUYNHEHNE
Bpena cebe u cynump, KOMnynbCuBHoe
nepeefaHue v gaxe paccTpenbl yqawm-
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MMWCA CBOUX OAHOKNACCHUKOB B LUKOJIE.
Bo3moXHbIe NpenMyLLecTBa UCMONb30-
BaHWA HOBOW couManbHOW cpedbl Ana
YyNyYLIEHUA COCTOAHMA 300POBbA eLle
TONIbKO HaYMHAlOT UCCNefoBaTh.

XpOHM‘IECKllle narosnorn4yeckue
COCTOAHMUA 340POBbA
B NOAPOCTKOBOM BO3pacTe

3a nocnegHue 50 neT nponsoLwwsio pes-
KOEe CHUXEeHMUEe OEeTCKOW CMepTHOCTH
OT OCTPbIX MHDEKLMOHHbIX 3a6osieBa-
Hun. NponopunoHanbHO yBENNYNNOCH
KONMYEecTBO AeTel, HyXpaawouwmxca
B cneunanbHON MeOULIMHCKOW MOMO-
WK ¢ AeTCTBa M Ha NPOTAXEHUUN Bce-
ro nogpoctkoBoro nepuoga [18, 19].
Kak pesynbraT MeauLMHCKNUX U TEXHU-
YECKUX YCOBEpPLUEHCTBOBaHUN, AeTH,
cTpagatowme B npownom datanbHbiMuK
3aboneBaHuAMM geTtcTBa (Hanpumep,
mykoBucumnposom (CF), xpoHuyeckmm
3abonieBaHMeM cepaua, XpPOHUYECKUM
3abosieBaHNEM MOYEK, pacLLennHONn
No3BOHOYHUKA N pakom), ¢ 6onbluen
BEPOATHOCTbIO BbIXXUBAIOT B MOAPOCT-
KOBOM BO3pacTe, Npuyem K paboTe
C HUMW NPeabABNAIOTCA BbICOKME Tpe-
GoBaHMA BCNEACTBUE COXHOCTM CXeM
nx nedyeHwua [3].

Kpome Toro, npounsoLuen 3ameTHbIN
pOCT Yncna Apyrux XpOHUYECKUX COCTO-
AHUN, BKIIOYAOLWMX NULLEBYIO annep-
rvio 1 aHadunakcuio, pAg ayToMMMYH-

HbIX PAacCTPONCTB, OXUPEHUE N gnabet
Tna 1 n Tmna 2, a Takxke pasfnnyHbiX
noBefeHYeckKnx N NCUXmM4ecknx pac-
cTpowcTs [3].

B o6wupHon cneunanbHOM nute-
paType onucaHbl cnocobbl perynnpo-
BaHWA N MCUXONOTNYEeCcKomn agantauunnm
noApOCTKOB U X ceEMbU K KOHKPETHbIM
HapyLweHnaM, genpeccun, komopbua-
HbIM PacCcTPONCTBAM U TPEBOTE, a Tak-
e K NoBeAEeHMUIO, CBA3AHHOMY C pu-
ckom gnAa 3gopoBbA. Npobnema npu
OAaHHOM MoAaXoje COCTOUT B HepocTa-
TOYHOM MOHMMaHMUK obLLen pacnpo-
CTPaHEeHHOCTWN B AaHHOW BO3pacTHOM
rpynne xpoHuyecknx zabonesaHun,
KOTOpble BCTpeyatoTcA NMPUMEPHO
y 10-15% nogpocTtkos [3,18,19]. B 60-
Jlee WWMPOKOM CMbIC/ie HEQOCTAaTOYHO
N3y4eHbl BaApuUaHTbl BAMAHUA onpeae-
JNIeHHbIX rpynn 3aboneBaHnin Ha noa-
pocTkoB. EANHCTBEHHOE UCKIIIOYEHME
coCTaBnAET UccrnenoBaHe B3auMOOT-
HOLWEHNA MeXAY XPOHUYECKMMU 3a-
6o5eBaHMAMM C OKa3aHUEM MeLu-
LUHCKON NOMOLLM N PYHKLMOHANbHO
onpeneneHHoN NHBaNUAHOCTbIO, B KO-
TOPOM MPOAEMOHCTPUPOBAHO, 4YTO
byYHKUMOHaNbHaA MHBANUAHOCTb Hau-
6onee pacrnpocTpaHeHa y AeTeln ¢ Ha-
pyweHuAaMu obyyeHna u noeepeHun
(88%), 3a KOTOpbIMYK CNEAYIOT NATONO-
rMYyeckne cocToAHmA, o6ycnoBneHHble
HeBposiornyecknum passutvem (61%),
N KNMHMYECcKNe naTosiornyeckme co-
ctoAHuA (32%).
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OnbIT, OCHOBaAHHbIV Ha rpynnax B3a-
MMOMOMOLLM, BbIABNAET CTEMEHb 0BLLMX
npobnem monoabiX Nofaen, ctpagato-
LWMX Pa3NUYHbIMU XPOHUYECKUMUN 3a-
6oneBaHuAaMK [21], 1 umeeT o4eBUaOHOE
3HavYeHue Ana MeanLMHCKNX Cny>6.

BnuaHue XPOHN4YecKux
NMaToJIOrM4ecKnx cOCTOAHUN
340POBbA Ha pa3BuTue
noapocTka

[MoppocTkoBbIN BO3pacT NpeacraBna-
eT cobon TpyaHbin nepuon u 6e3 fo-
MOJIHUTENbHbIX NPO6AEM, CBA3AaHHbIX
C XPOHUYECKUM MaToNOrMyYeckmm co-
CTOAHMEM 300poBbA. XOTA MHOrMe noga-
poCTKMY, cTpagaloLmne XpoOHNYECKUMHN
naTosIorMYeckMMmn COCTOAHNAMU, B Bbl-
COKOW cTeneHn BbIHOCUBbI, 0ObIYHO
crnpaBnAfacb ¢ 0Obl4HbIMM 3agavyamu
pa3BUTUA, OHU cTankuBatTca ¢ 6oNb-
WM TPpyaHOCTAMU MO CpPpaBHEHUIO
C X 340pOBbIMN pOBECHUKaMWU.

6.1. BosgeiicTBue Ha pusnyeckoe
pasButue

HuskopocnocTtb 1 3amenneHHbIn nyoep-
TaTHbIN Nepuop ABNAOTCA 0OLWMUMM No-
CNeACcTBUAMU TAXKENOro XPOHUYECKOro
3abonesaHuA u/unu ero nevyeHus. e-
buUumMT Maccbl Tena MoXeT O6bITb cBA3aH
c pagom coctoAaHun, Takmx kak CF, Ho
Yalle BCTpeYyaeTca OXXUpeHne B pesyb-

TaTe 3aboneBaHNI, OrpaHMyYMBatoOLLMX
$dunsnyeckyto akTUBHOCTb, Hanpumep
WHBaNUOHOCTU WUIWN NeYeHNs KOPTUKO-
ctepougamu. Bugmmble npusHaku 3a-
GoNleBaHNA 1 ero nevYeHun, Takme Kak
onepaunoHHble pybubl, drsnyeckme
«Byropkm» B pesynbraTe NOCTOAHHOIO
BHYTPMBEHHOMO [OCTYyMa, Uiau NpocTo
Heo6xoAMMOCTb B NMpueMe JiekapcTBa
B MPUCYTCTBUN POBECHUKOB AENatoT 3a-
METHbIMU U3NYECKNE OTINYMA XPOHU-
yecku 60NbHbIX MONOAbIX NOAEN, YTO
CTaBUT UX OCOBHAKOM. 3TO 0COBEHHO
MYy4UTENbHO, TakK Kak B MOAPOCTKOBbIN
nepuoa ANIA HUX OYeHb BaXXeH acnekT
«TOXAecTBa» — CTPEMJIEHWE BbIMMAAETb
TaK e, Kak apyrve poBecHuku. YyBcTBu-
TeJIbHOCTb K DU3NYECKUM OTNMYUAM
dopmupyeT 03ab604EHHOCTb U HEYO0B-
JIETBOPEHHOCTb CBOVMM BHELLUHUM BUAOM,
a Tak>Ke HU3KYK CaMOOLLEHKY U CHUXXEH-
HYIO coLMaNbHYI0 YBEPEHHOCTb.

6.2. Bo3genicTBue Ha KOrHUTUBHOE
pasButue

HekoTopble XpoHu4eckre natonoruye-
CKMe COCTOAHMA B MOAPOCTKOBOM BO3-
pacTte MOryT BAMATb Ha KOTHUTUBHOE
passutue. BosHukawowme B pesynbsrate
npo6siemMbl, CBA3aHHblEe ¢ AedULUTOM
BHMMaHWA 1 TpyaHocTAMU B 06yue-
HUW, MOTYT MPUBECTU K MJIOXOW ycre-
BaemocTu. OCO6EHHO TPYAHO XOPOLUO
YUYUTbCA MONOAbIM NIOAAM, CTpagato-
LM XPOHUYECKMMU NaTosIOrMYecKnumm
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COCTOAHVAMMU, MOCKONbKY OHM 4acTo OT-
CYTCTBYIOT B LUKONE BcneacTame cnabo-
ro 34,0POBbA, MOCELLEHWI Bpaya unu
NPOAONXUTENbHbIX NEPUOAOB rocnuTa-
nusaumn. CHUXeHHble TpeboBaHuA Mo
OTHOLLEHUIO K MOJIOAOMY YENOBEKY CO
CTOPOHbI poauTenemn, yumtenen n Bpa-
Yyel MOryT JOMONHUTENIbHO YXYALlaTh
KayecTBO 06pa3oBaHMA.

6.3. Bo3geicTBue Ha ncuxocouuasbHoe
pa3Butue

XpoHunyeckoe naTonornyeckoe cocro-
AHWE 1 ero sevyeHue, Kak Nnpasuno,
ycunueatoT 3aBUCMMOCTb MOJIOAOTO
YyenoBeka OT ero ceMbW MMEHHO B TOT
MOMEHT, KOoraa y 340POBbIX MONOAbIX
niofgen HadymHaeT popmMMpoBaTbCA UX
WHAMBUAYaNbHOCTb M pa3BMBaTbCA
6osbliana aBToHOMUA. Ycunmua poau-
Tenewn, HanpaBieHHble Ha TLWaTenbHoe
OTCNeXMBaHWe BbINOSHEHMUA NOAPOCT-
KOM pexunma U Ha3Ha4yeHWUNn, XOTA OHU
NMOHATHbI B CUTyaLUKN TAXENOro XPOHU-
4eCcKOro naTosiorMyeckoro COCTOAHWUA,
MOTYT LOMOJNIHUTENbHO MPENATCTBO-
BaTb CAMOCTOATENIbHOMY MepeMeLLle-
HWIO NOAPOCTKOB BHE CEMbW, U, Cne-
[0BaTeNbHO, CHUXaTb UX CMNOCOBHOCTb
K MPUHATMIO 06 yMaHHbIX peleHunn
N CTaHOBJIEHWNIO HE3AaBUCMMOCTH.

MHorue monogble NOAN C XPOHU-
Yyeckum 3abonieBaHMEM YyBCTBYIOT cebnA
B rpynne poBECHMKOB nsroamu. Hanu-
4yne XpoHnYeckoro 3abonesaHnA CHUXa-

€T BO3MOXHOCTb CoLnanmsaumm cpeam
CBOMX POBECHUKOB B LUKOJE, BO BPEMA
03[,0POBUTESIbHbIX M CMOPTUBHbBIX MEepOo-
NPUATUA, YTO BHOCUT LOMOSIHUTENBbHbIN
BKNaZ B coumanbHyio nsonauuto. Moa-
POCTKM C XPOHUYECKMMU COCTOAHUAMMU
¢ BABOe 60/blle BEPOATHOCTbIO UCMbI-
TbIBAOT MJI0X0E AMOLIMOHAsIbHOE COCTO-
AHVE MO CPaBHEHUIO C UX 3L0POBbIMM
pOBECHUKaMM 1, Kak NpaBuo, exxeqHeB-
HO cTaJikuBatoTcA ¢ 60NbLINM YUCIIOM
cTpeccoB. HepocTaTok coumanbHbIX,
obpa3oBaTesibHbIX 1 NpodeccnoHanb-
HbIX BO3MOXHOCTEW ANIA NOAPOCTKOB,
nmeowmnx cnaboe busnyeckoe 340po-
Bb€, MOXET BbI3blBaTb JOMONHUTENbHbIN
cTpecc. XOTA MHOrMe Mosofble nioaun
3ameyvaTeNibHO CrpPaBATCA C XPOHMYe-
CKMMM NaToNOrMYecKMMmM COCTOAHUAMMN,
TPEBOXHbIE U AEMPECCUBHbIE CUMMTOMbI
MOryT MackMpoBaTbCA MJIOXUM cobrto-
OEHUEM pexxrMa nedeHus, NpobremMHbIM
rnoBeAeHneM, CHUXXEHHOW LLIKOJIbHOW
YyCMeBaeMoCTblo, COLManbHbIM OTYYX-
OeHVEeM 1 6OA3HbBIO MOCELLEHMA LLKOJIbI,
a TaKoKe 310yrnoTpebneHnemM XMMmmn4ecku-
MU BeLLlecTBaMu.

7 BnuaHue passutun
noApoCTKa Ha XpoHuveckune
naToJsiornyeckme coCToAHUA
30pOBbA

CaM noApoCTKOBbIA Nepuos MoXeT
BINATb Ha XpoHuYeckoe 3abonesaHue
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1 ero neveHune, Npuyem orpomMHoe 3Ha-
YeHue MMeeT NybepTaTHbIN nepuog. Ha-
npumep, 3aboTa 0 MONIOAOM YeNOBEKE
C TAXeNon hn3nveckom MHBANUOHO-
CTbIO MOXET CTaTb TPYAHEE B pe3ysibTa-
Te Ny6epTaTHOro ckayka pocTa NpocTo
3a CYeT yBEJIMYEHUA Macchbl ero Tena
M pocTa, a Takxe npobrsem, obycnos-
JIEHHbIX CEeKCyallbHOCTbIO U yX0LOM
npu MecAYHbIX, Kak NpaBuso, B 60Jb-
Lwen cTeneHn 4nA NUL, OCyLLecTBA-
WMx yxon 3a 60/bHbIMU NMOAPOCTKAMM
C VHTENJIEKTYaNnbHOWN UHBANMOHOCTbIO.
KoHTponb gnabeta Ha NpoOTAXEHUMN
net nybepTaTHOro nepuoaa ABnAeTcA
6onee npobnemaTuyHbIM BCNeACTBUE
O0EeNncTBUN ropmMoHa pocTa Ha pe3u-
CTEHTHOCTb K MHCYNUHY. Y NOAPOCTKOB,
ctpagatowmx CF, paboTa nerkmx obbiy-
HO yxyalwaeTtca nocne nybepTaTHOro
nepuopa, ocobeHHo y aesoyek. B pe-
3ynbTaTe U3MEHEHUN B OTHOLLEHUN NOo-
YEYHOro U Ne4YeHoYHOoro metabonmama
B nyb6epTaTHOM nepuone MOHUTOPUHT
JNleKkapCTBEHHOW Tepanuun TpebyeT 60Jb-
LIEero BHMMaHus.

CoBepLUEHCTBOBAHNE KOTHUTUBHbIX
crnocobHOCTEN B paHHEM MOAPOCTKO-
BOM Mepuoae MOXET MPUBECTU B pe-
3ysibTaTe K HOBbIM TPEBOram Mo nosoay
XPOHUYECKNX COCTOAHUN, NMbo B OT-
HOLWEHNN BHOBb OOPETEHHOW YyBCTBU-
TENbHOCTU K AaBHUM (DU3NYECKMM OTU-
YMAM, NMGO B OTHOLLUEHUU KPUTUHECKUX
YMO3aKJIlOYEHNI, CONPOBOXAAOLWMX
6onee 3penoe NoOHNMMaHWE OrpaHUYU-

BaloLWen NpPoAoJIKUTENIbHOCTb XU3HU
npupopabl cocToaHuIn, Takmx kak CF. 31o
06bIYHO ABNAETCA MPU3HAKOM paHHero
noapoCTKOBOro neproaa.

Tem He MeHee, HECMOTpPA Ha 3Tn
HOBble 3HAHWA, NMOAPOCTKN HE CAMLU-
KoM ob6ecrnokoeHbl byaywmmm nocnea-
CTBMAMMU UX NOBEAEHUA, Hanpumep
KYPEeHUA unu nnoxoro cobnopeHuna
neveHuna. KoHuenunAa HeyA3BMMOCTM
(Bepa B TO, 4TO MNOXMe NOCNeacTemA
cnyyaloTcA TONbKO ¢ Apyrumu) genaet
cobnofeHne nevYeHnA B 3TOT Nepuoa
6onee npobnematnyHbiM. XKenaHune
MOJIOAO0r0 YenoBeka npucnocobumTbeA
MO>XeT NpenATcTBOBaTb cObB0AEHMIO
UM pexuma nevyeHus; B 60/bLLUMHCTBE
cnyyaeB ob6A3aTenbCcTBa Nepes poBec-
HUKamMu 6yayT MMeTb NPUOPUTET Mne-
pen neyeHvem 3abonesaHunA (Hanpu-
Mep, NPUEMOM nekapcTBa), 0CO6GEHHO
B LUKOJIE.

JocToBepHbIX AaHHbIX O CTENEHMU
BEPOATHOCTM BOBJIEYEHUA NOAPOCTKOB
C XPOHWYECKMMU NaTONOrMY4eckKumm
COCTOAHUAMM B KOMMAHUU KypALLUX
1 BbIMUBAOLWMNX, B CUTyaLMn, CBA3AH-
Hble C PUCKOM ANA 340POBbA, HET;
B AEWCTBUTENbHOCTU BEPOATHOCTb UX
BOBJIEYEHMA CONOCTaBMMa C aHanoruny-
HbIM MokKa3aTenem AnA MX 340POBbIX
poBecHUKOB [22]. Mpu Hanuuum y HUX
XPOHNYECKOTO paccTponcTBa KypeHue
N ankoronb BpeaAaT UM BAoBe 60nb-
we [23]. Hanpumep, KypeHne MmoxeT
YXYOLWUTb NPOrHO3bl NeYeHUA MOJIO-
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ObIx nogen, ctpagatowmx actmon, CF
n anabeTom; BEYEPUHKM A0 NO3aHEN
HOYM 1 3510ynoTpebneHne ankorosiem
MOTYT OCJIOXHUTb JieyeHne NofpocCT-
KOB C anusencuen; n y cobniopamLmx
OVETY HeperynApHOCTb MPYEMOB NULLA
n ynotpebneHne BbICOKOKAIOPUNHbIX
NpoAyKTOB GbICTPOro NuTaHuA gena-
eT Gosiee 3aTPyAHUTENbHBIM KOHTPOJb
nonaberta.

8 Koucyn bTUpOBaHVe NOAPOCTKOB

XOoTA OCHOBHbIE yCWUJIMA MO BOCMNUTA-
HUWIO CO3HaTESIbHOTO OTHOLLEHMA K 3[,0-
pOBbIO AETEN afpeCcCOBaHbl poaUTENAM,
3TOT npouecc TpebyeT onpeneneHHon
BOBJ/IEYEHHOCTM CaMMX MOJIOAbIX Jt0-
nen. KoHcynsTnpoBaHue NogpocTKoB
OAWH Ha oguH (6e3 npucyTcTBUA po-
OuTenen) Kak YacTb KOHCynbTaLuMn Ha-
LeneHo Ha [OCTUXEHUE HECKONbKUX
pe3ynbsraToB. Bo-nepBbix, OHO Nokasbl-
BaeT poauTeNAM, 4TO NOAPOCTKN B3POC-
JleloT U HyXgatoTca B Npruo6peTeHumn
HaBbIKOB CaMOCTOATENIbHOW KOHCYNbTa-
LMn ¢ Bpadamu. ATOT CUrHas B paBHOM
CTerneHun BaXKeH AjiA caMunX NogpoCTKOB,
[axKe eclii OHU He MPU3HaIOT LEHHOCTH
3TOro B AaHHbIN MOMEHT. Bo-BTOpbIX,
OHO obecrne4vynBaeT 6e3onacHoe npo-
CTPaHCTBO AJiA NMOAPOCTKOB, AAET BO3-
MOXHOCTb 3agaBaTb ntobble BONPO-
cbl 06 nx 3aboneBaHun n cnocobax

neyeHnd, a Takxe BblaepxaTb nayasy,
ecnun ectb HeobxoammocTb 06aymaTh
Bonpoc. B-TpeTbux, nuHanesmayanbHble
KOHCyNbTauum obecneymBatoT pexmm
KOH(pMAEHUNANbHOCTK, YTO ABNAETCA
CYLWeCTBEHHON NoTpebHOCTbIO ANnA
nogpocTtkoB. MNpodeccmoHanbHble pa-
60THUKN 30paBoOOXpaHeHnA B becepe
C MOAPOCTKOM C rnasy Ha rnas MoryT
NoaBeCTU ero K YeCTHOMY U OTKPbITOMY
B3rMA4Y Ha BaXXHble acrekTbl ero 340-
pOBbA, Takne kak nnoxoe cobnogeHve
pexuma neveHus, 3noynotpebreHue
XUMUYECKMMU BELLECTBAMM, CEKCYallb-
HOCTb M 3MOLLMOHaJIbHOE COCTOAHUE
[24].

KoHcynbTupoBaHMe NOApPOCTKOB
He NoppasyMeBaEeT YMEHbLUEHNE PO
poauTenen, xota o6bIYHO poauTenmn
BOCMPUHMMAIOT 9TO MMEHHO Tak [25].
Poputenn npoponxatot obecnevnBaTb
MPUHLMMNANbHO BaXHYIO MOALAEPXKY
CBOUM [eTAM Ha NpoTAXeHWUun Bcero
noapocTkoBoro nepuona. HecomHeHHo,
OHW He rnpekpawialT nNpegocTtasBnAaTb
Heobxoaumyto nHbopmauuto 6purage
MeAULNHCKMX paboTHMKOB. TeM He me-
Hee 3TO KOHCYNbTMPOBaHWE CUTHANM-
3UpyeT O TOM, YTO K MOAPOCTKaAM yxXe
He OTHOCATCA KaK K ManeHbKMM AeTAM,
X NOABOAAT K pas3nMyHbIM BOMpoOcam
3,0pOBbA MO Mepe UX co3peBaHuA.
OTBeTCTBEHHOCTb NpodeccnoHanbHbIX
paboTHMKOB 34paBOOXPaHEHNA COCTOUT
B TOM, 4TOObl Hagnexawmm obpasom
rapaHTUpoBaTb UM BCEOOBEMIIOLLYIO
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MEANLMHCKYIO MOMOLLb U OOCTUXEHUE
Hauny4lero pesynbraTta JiedeHus.

Mo>Ho yTBep>XAaTb, YTO CUCTEMBI
3[paBOOXPAHEHNA eLle He CTanu B Ao-
CTaTOYHON Mepe OPUEHTUPOBAHHbLIMM
Ha BOMPOCbl 340POBbA U NpPo6NEMbI
pa3BUTUA noapocTkoB. BcemupHan
opraHusauma 34paBoOOXpaHeHns Tpe-
OyeT, 4ToObl HaLMOHaNbHble CUCTEMbI
34paBoOXpaHeHnNs B3ANM Ha cebAa oT-
BETCTBEHHOCTb 3a y/Ny4lleHne JocTyna
MOJIOAbIX JIl0AEN K yciyram opraHusa-
uMn 3gpaBooxpaHeHun [26].

Momumo creumanbHOM 3KCNEPTM3bI
no CF, Bpauam TpebyloTcA 3HaHUA U Ha-
BblkW B 06nactn obecneyeHma Monogpix
nofen cneunanmaMpoBaHHON Meau-
LMHCKOW MOMOLLbIO, APY>XKECTBEHHON
K nogpocCTKam. OHI/I BKNKOYaloT: 3HaHne
pa3BunTnA NOAPOCTKOB N U3MEHEHUA
TAXeCTW 3a60ieBaHUA Ha NPOTAXEHUM
noapoOCTKOBOrO U MOJIOAOI0 B3POC/O-
ro Bo3pacTta; 3HaHWe MeauKo-npaBo-
BOro KOHTeKkcTa paboTbl C MOJIOAbIMU
noabMm U X cCeMbAMU; HaBbIKN c60pa
rncuxocoumanbHOro aHaMmHesa, obecre-
YyeHue 3a61aroBPeEMeEHHOI0 PyKOBOA-
cTBa U 6a30BOro KOHCY/NbLTUPOBAHUA;
3HaHuve, Kyga, Korga n Kak HanpasnAaTb

MOJI040ro 4enoBeka c 6oJiee 3Ha4YNMbI-
MU npo6nemaMV|, TakKMMWN KakK nepcu-
CTEHTHaA genpeccuaA; HaBblk CO30aHUA
Y MonoAbix mop,eﬁ CNoco6HOCTU K Ha-
6J1IO,D,eHI/I|O 3a CBOMM 300poBbeEM MO
Mepe nx co3peBaHuA.

KnioyeBaa npobnema anA AeTckux
Bpayewn, NpefocTaBnALWMX MEANLMH-
CKYl0 MOMOLLb NMOAPOCTKAM, COCTOUT
B HEOGXOAMMOCTU MOCTENEHHOro CMe-
weHnAa dokKyca X BHUMaHUA ¢ poau-
Tenem Ha caMux MoOJioabIX Nilofen npu
coXpaHeHUUn ob6LEeHUA ¢ poanTenamm.
KnioueBasa npobnema anA B3pocibix
Bpayel cOCTOUT B MOHUMaAHUMU TOTO,
4YTO, HECMOTPA Ha hUanyeckoe cospe-
BaHWe, Y MHOTMX NOAPOCTKOB U MOJIO-
ObIX B3POCJIbIX BCE eLLe NpoAoJiKaeTca
9MOLMOHANIbHOE U KOTHUTUBHOE CO-
3peBaHue U OnAa HUX Bce elle nones-
HO, 4TOObI poauTenu ObiN BOBIEYEHbI
B OKaszaHuWe UM MeaULMHCKOWN MoMOoLLM,
npu aTOM yBaxkaAa JOCTOMHCTBO MOJIO-
[Oro 4YenoBeka.

3TO MOXET NMpPo3ByYaTb CAMLIKOM
CNOXHO. TeM He MeHee NMOAPOCTKMU
cnocobHbl caMu pacckas3aTb HaM, B 4eM
OHU HyXxpaatoTcAa. Ecnu comHeBaeTech,
NpocTo crnpocuTe ux ob aTom.
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1 BeBepeHue

Y noapocTkoB, cTpajalowmx MyKo-
BUCLUAO30M, TPYOHblE ANA BCEX NOA-
pocTkoB dum3nonornyeckne n amo-
LMOHaNbHble M3MEHEHWA MOTYT
COMpPOBOXAATbCA YCKOPEHHBIM MpO-
rpeccupoBaHnemM 3abonieBaHNA NIEerknx,
NpMBOAALLMM K HEOOPaTUMbIM U3MEHE-
HUAM Y MOBbILLEHHOMY PUCKY CMEPTHO-
ctn. B paHHow rnaBe npuBeneH o630p
pacnpocTpaHeHusa 1 nporpeccuposa-
Hua CF, a Takxe du13nyeckmx n ncu-
XocoumnanbHbiX pakTOpoB, KOTOpPbIE
MOFyT BAMATbL Ha 3TOT npoLecc. B ony-
6nnMKoBaHHOW nNuTepaType no anupe-
Muonorun 3aboneBaHuA Nerknx nNpu
CF y nogpocTKkoB B HacTosLlee BpeMsA
BeAYLLYO POJib UrpatoT uccnenoBaHnA
HaceNeHNA ceBepoamMmepuKaHCKoro KOH-
TUHeHTa. HabniogeHuna 3acukcrmpoBaHbl
B Perunctpe nayneHtos ®oHpa myko-
sucumnposa CLUA (US CFF; ot anrn. CF
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Foundation) [1] u B 9nugemuonoruye-
CKOM MCCliefoBaHUN MYKOBUCLUAO03a
(ESCF; ot aHrn. Epidemiological Study
of Cystic Fibrosis) [2]. Tem He meHee
€CTb OCHOBaHWA CYMTaTb, YTO UCMbITa-
HUA 1 pe3ynbraTbl y nogpoctkos ¢ CF
MOFyT O HEKOTOPOW CTeneHu Bapbu-
poBaTb B pa3HbIX CTpaHax B pe3ynbraTe
pas3nun4nin B reHeTu4eckom poHe, cucrte-
Max NpefocTaBneHnA MeaULMUHCKUX yc-
JIyT, NaTTEPHOB KJIMHWYECKOW NPaKTUKW,
OOCTYMHbIX METOLOB JIeYeHWA U Kylb-
Typbl MOBEAEHUA CPean NOAPOCTKOB,
X pOBECHUKOB 1 cemein. B komnnekc-
Hoe uccnegoBaHue anuaemuonorumn CF
cpeav NoApoCTKOB B upeane cnegyer
BKJ1I04aTb CPaBHEHMA MO BCEM CTpaHawm,
UMELWUM NoNynALMN NMOAPOCTKOB
¢ CF. o BO3MOXHOCTU B flaHHbI 0630p
6yAyT BKIIIOYEHbI 3MMAEMMONOrMyeckre
OaHHble Kak MOXHO 60JblIero ynMcna
pasnuyHbIX CTPaH.

OueHKa nporpeccupoBaHusA
3aboneBaHUA Nerkux
Ha OCHOBaHWUW CIMPOMETPUN

CerogHAa 6onee 80% cmepten ot CF
ABNAKTCA NPAMbIM MW KOCBEHHbIM
pe3ynbraToM noTepu GpyHKUWU Nerkmx
[1], xoTA Tonbko HeGoNbLUAA [ONA 3TUX
cMepTen NpuxoauTcA Ha NOL4POCTKOB.
B 2010 . 7,4% Bcex cmepTeln nauueH-
TOB, NpuBeAeHHbIX B Pernctpe nayu-
eHToB 2010 US CFF, HacTynuBLInX cpe-

On nauneHToB B BOo3pacTte 12-17 ner,
BKtoYano tonbko 0,63% nonynauuun
12-17-neTHux nauneHtos US CF [1].
HecmoTpA Ha OTHOCMTENbHYIO PeaKoCTb
cmepTun B nonynAaumm nogpoctkos ¢ CF,
CYLLECTBYET MOBbILLIEHHAA BEPOATHOCTb
HeobpaTumon notepu GyHKLUNN Nerkmx
B TEYEHWE NoapocTKoBoro nepuopa [3],
B pe3yJikTaTe Yero Bo3pacTtaeT nocneny-
IOLLUI prCK cMepTHOCTM [4].

Mpun onucaHum 3aboneBaHnA Nerkmx
npu CF TpagMUMOHHbIN aKUEeHT aena-
IOT Ha CMUPOMETPUIO, U B YACTHOCTHU
Ha 06beM opcMpoBaHHOIO Bblgoxa
B 1c (ODB1), u ponio hakTnyeckoro
O®B1 cpaBHMBAIOT C TEM Xe MoKa3sa-
Tenem y pedepeHTHON nonynauuu
(% pacyeTHoro nokasatena O®B1) [5].
Mo mepe nageHnAa % pacyeTHOro no-
ka3atena O®B1 cragua 3aboneBaHuna
NIErKUX NMporpeccupyeT, U NPOrHo3
2-NIeTHero BbIXUBaHWUA cHUXaeTca [4].
TeM He MeHee BaXHO OTMETUTb, YTO Mo-
BpEXAEeHMe Nerknx, BbIaBaHHOE Bocna-
JNIEHNEM, NMpPefLlecTBYET BO3MOXHOCTM
ob6HapyxeHua notepu GyHKLUM € No-
MOLLblO cnMpoMeTpun. 3axeaT BO3ay-
Xa, yTonuweHne 6poHXManbHON CTEHKMN
N GPOHX03KTa3 MOXHO OOHapPYyXUTb
y neten ¢ CF ¢ nomoLbio kKoMnbloTep-
HOW Tomorpadun BbICOKOro paspeLue-
HuA [6-9] n peHTreHorpadun rpygHom
knetku [10]. AHanorn4yHo HeogHoOpoOA-
HOCTb ra3oo6MeHa B JIEFTKMX MOXHO
3aMeTUTb 3HAYUTENbHO paHblue, A0
npoBefeHna CMpPoOMETPUYECKUX U3-
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mepeHuit [11-13]. K coxaneHuto, ony-
6/1MKOBaHO OTHOCUTENBHO Mano AaH-
HbIX, ONMcbiIBarwOLWMX anngemMmmonorumo
1 NporpeccupoBaHme paHHUX CTPYK-
TYPHbIX UBMEHEHUIN NN N3MEHEHUN
razoobmeHa B nerkux npu CF, Torga kak
cnupomMeTpuyeckne gaHHble WUPoKo
noctynHbl. Xota Rosenthal [14] npea-
MOJSIOXMWI, YTO UCMOJIb30BaHNE Bpavyamu
O®B1 kak MHAMKaTOpa COCTOAHUA 3[0-
poBbA nNpu CF ABnAeTcA CNOpPHbIM, 3Ta
Mepa ocTaeTcA BAUAIOLLMM U Hanpasna-
owmm hakTopoM NieveHns naumneHTa,
BKJItoYan (HO He orpaHM4mMBanAch) onpe-
neneHvie ctaguu 3aboneBaHuA Nerknx
1 peHoTUNA arpeccnBHOCTM 3aboneBa-
HuA [5,15], noaTBEepXAeHVe AnarHosa
obocTpeHunna sabonesaHua nerkux [16],
OLEHKY OTBeTa Ha nevyeHune obocTpe-
HuA [17-22] n pemoHcTpaumio addek-
TUBHOCTU NleYEeHUA B KOHTPOJIMPYEMbIX
KNMHU4Yecknx mcnbitaHmax CF [23-28].
Ana oueHkn gonn O®B1, koTopan co-
XpaHAeTcA y NauneHToB Mo CpaBHEHMUIO
Cc pedepeHTHOM NONynAUMEN TOTO Xe
nona, pocrta v BospacTta (% pacuyeTt-
Horo nokasatena O®B1), npumeHeHO
HECKOJIbKO Pa3fiInyHbIX HOPMaTUBHbIX
ypaBHeHun [29]. B paHHOM rnase, ecnu
He yka3aHo MHOe, % pacyeTHOro noka-
3atena O®B1 onpepenaioT, McNonb3yA
pedepeHTHble ypaBHeHuAa Wang et al.
[30] pnAa meBo4vek M OeBylIEeK B BO3-
pacte BnnoTb go 15 net v gnAa manb-
YMKOB W IOHOLEN B BO3pacTe BMIOTb
0o 17 net, a pnAa nayneHTOB CTapLlero

BO3pacTa NpUuMeHeHo pedepeHTHOe
ypaBHeHue Hankinson et al. [31].

Bapuab6enbHocTb
nporpeccupoBaHus
3aboneBaHUA Nnerknx

HeyausutenbHo, 4to y nauueHTos ¢ CF,
yMupaiowmx B 6osee MonogoM Bo3pac-
Te, HabnopaloTcA 6onee BbICOKUE cpea-
Hue ckopocTu nageHua O®B1 3a nepu-
O UX XW3HW MO CPaBHEHUIO C TeMHU,
KOTOpble ymMupatoT B 6onee ctapliem
Bo3pacTe [32]. Tem He MmeHee ckopoCTU
cHmxeHua O®B1 He AaBnAloTCA NOCTO-
AHHBbIMUW Ha NPOTAXEHUUN BCEX BO3PACT-
HbIX nepuopnos [3, 33]. Tonbko y manon
yacTtu pgeten ¢ CF HabnopaeTca cyule-
cTBeHHoe napeHue O®B1 k 6-neTHemy
Bo3pacTy. Hanpumep, 91,0% n3 3456 ge-
Tel B BO3pacTe 6 neT B uccnefoBaHuu
ESCF nmeno O®B1, coctasnaowmn 6o-
nee 70% pacyeTHOro nokasaTend, Npu-
yem y 83,3% O®B1 coctaBnan 6onee
80% pacyeTHoOro nokasatens, a 'y 68,1%
O®B1 — 60nee 90% pacyeTHOro no-
kasatens [34]. K coxaneHuio, cpegHue
ckopocTu cHmxeHna O®B1 BospacTa-
10T NO Mepe Toro, Kak AeTu CTaHOBATCA
cTapue, u B uccnegosaHun ESCF peten
B BO3pacTe 6-18 neT BbiABNEHbI CKOPO-
ctn cHuxeHna OD®B1, cocTasnawLme
1,12% pacyeTHOro nokasaTenAa B rog
aona 6-8-netHux (n=1811; p=0,369),
2,39% pacyeTHOro nokasaTtena B rog
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ona 9-12-netHux (n=1696; p=0,0060)
n 2,34% pac4eTHOro nokasatenda B rog
ona 13-17-netHux (n=1359; p=0,042) [3].

MpoueHT pacyeTHOrO
noka3satena O®B1
B 3aBMCUMOCTU OT BO3pacTta

MaumneHTbl ¢ CF npoxonAT 4yepes pas-
JIMYHblE CTaAMuM NporpeccupoBaHuA
3aboneBaHuA nerknx. Tem He meHee
nporpeccupoBaHue 3abonesaHuA ner-
kux npu CF AaBnAeTcA reteporeHHbIM,
npu4yem BO3pacT, B KOTOPOM NauUeHT
[ocTuraeT onpeaeneHHon craguum 3a-
6onesaHuA nerkux, obecrneynsaeT no-
KasaTeslb OTHOCUTENIbHOW arpeccuMBHO-
cTn beHoTMNA ero unu ee 3abonesaHusa
nerkux [5]. l'eTeporeHHOCTb cTagum 3a-
6oneBaHua nerkux npu CF (Ha ocHoBa-
HUK % pacyeTHoro nokasatena O®B1)
B Npenenax nonynaunm nogpocTkoB
no3sonAeT NpPegnonoXnTb, YTO UHAN-
BUAyanbHble CKOPocTU cHMXeHna ODB1
nepen nNoApoCTKOBbIM BO3PacTOM LUM-
poKo BapbupytoT (puc. 1, Bknenka).

MN3meHeHna B pacnpepeneHmax
O®B1, Habnogaemble B rpynnax noa-
pPOCTKOB, pacnpefeneHHbIX No yBenu-
YeHuto Bo3pacTa, NpeacTaBneHHble Ha
puc. 1, cornacyloTcA ¢ Nporpeccmpo-
BaHWeM 3aboneBaHuA NIerkux, NpoJon-
XaLwWwmMmcA B Te4eHne nogpoCcTKOBOro
nepuopna. Hanpumep, B 2010 . 37,7%
12- n 13-neTHUx peten, HabnogaemMbixX

B Peructpe nauymerntoB US CFF, nme-
JI0 HaUNy4LWKnin 3aperncTpupoBaHHbIN
O®B1, coctasnaowun 6onee 100%
pac4yeTHOro nokasaTvesif, Mo CpaBHe-
Huio ¢ 30,8% 14- n 15-neTHUX N ToNb-
Ko 20,9% 16- n 17-neTHux (cm. puc. 1).
AHanorun4yHo, B 2010 . 12,2% cambix
Maagwunx nogpoctkoB umeno OOB1
meHee 70% pacyeTHOro nokasartens,
Toraa Kak B TakoW e CUTyaLun Haxo-
ounocb 18,4% 14- n 15-neTHux n 26,7%
16- n 17-neTHux. Tem He MeHee XOTA
3aMaH4YMBO NMPUMEHUTb Takue nepe-
KPEeCTHble CTaTUCTUYeckue AaHHble ansa
NPOrHO3MpoBaHMA NPorpeccupoBaHua
3abosieBaHUA Nerknx, oHW HeapekeaT-
Hbl 719 OLUEHKN CKOPOCTel CHUXEHUA
O®B1 ot roga k rogy.

To4Has oueHKa CKOPOCTEN CHUMXe-
HWA B TE4YEHNE NOAPOCTKOBOro Nneproga
TpebyeT NPOAOIKMUTENBHOIO MHOFONET-
HEero uccnegoBaHNA OOHOU N TON Xe
nonynAaunmn, 4Tobbl n3bexaTb cuctema-
Tn4yeckom ownmbKM, BHOCMMON OEMO-
rpacmyeckuMmm pasnnuymamMmn mexay
BO3pacCTHbIMUM rpynnamu, a Takxe na-
LMEHTaMK, BXOOALLMMU U BbIXOLALLMMUN
13 NonynAaunn BCNeACTBME HOBbIX Ana-
rHO30B, NEpPeMELLEHUN NN CMEPTEN.

®DeHOoTUMNbI arpeccuBHOCTHU
3aboneBaHNA Nnerknx

B 2006 r. Schluchter ¢ coaBTopamu
pasgennn romo3nroTbl No Hanbornee
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pacnpoctpaHeHHon myTauun CFTR,
F508del, ns Peructpa nauuneHtos US
CFF Ha kBapTuau Ha ocHoBaHuUU %
pacyeTHoro noka3satena O®B1 B kax-
OOM Bo3pacTe, 4ToObl MOCTPOUTbL TO-
norpaduyeckyio kKapTy Bo3pacta npo-
TmB O®B1 ¢ uenbio naeHTUdbUKaLmMn
romo3uroT no F508del ¢ 6onee arpec-
CUBHbIMU U MEHEEe arpeccuBHbIMM 3a-
6onesaHnamu nerkmx npu CF [15]. 3Tn
nccnegoBaTenu NpPoaeMOHCTPUpPOBanu,
41O NpPUbNAN3NTENbHO 95% NauUnEeHTOB,
oxapaKTepU30BaHHbIX Kak MMetoLumne
Nerkum nnu Taxenbin deHOTUN Ha
OCHOBaHUW kapTupoBaHusa (puc. 2A),
ocTaBanncb B UX COOTBETCTBYIOLLNX
eHOoTMNNYecKMX 30HaxX B TeHEHME Mo-
cneaytowmx net [15]. NpoBeaeH 0630p
noTeHUnanbHOW NpuMeHnMocTn de-
HOTMMOB arpeccuBHOCTU 3aboneBaHuA
npu KoHTpone Bcen nonyndauum CF [5].
WHTepecHo, 4yto nogpoctkoB ¢ CF, Ha-
XO4AWMXCA B BO3pacTe monoxe 15 net
1 UMEIOLLNX OTHOCUTENTBHO BbICOKMI %
pacyeTHoro nokasatena O®B1, okasa-
Jlocb TPYAHO pa3fennTb Ha KaTeropum
C MCNonb30BaHMEM anropuTma arpec-
cuBHoro cdeHoTuna (cm. puc. 2A), no-
CKOJIbKY YPOBEHb MPOrpeccupoBaHnnA
nx 3aboneBaHuA eLle He NMOJIHOCTbIO
peanusoBaH. [nAa aTux NauMeHToB CTe-
neHb, ¢ kotopon O®B1 coxpaHAaeTcA
WU OCTaeTcA HEU3MEHHbIM B TEYEHME
nogpoCcTKOBOro nepuopa, onpenensa-
eT, byneTt nu deHoTun nx saboneBaHusa
B KOHEYHOM CYeTe OTHEeCEeH K KaTero-

pUK NEerkoro uim NPOMEXyTOYHOro Mo
arpeccuBHocTu (puc. 2B).

anKTOpr pucka yxyalieHua
d)yHKLWII/I Nerkux y nogpocTtkos

Kak oTmeyeHO Bbille, NepekpecTHbIe
cTaTUCTUYEeCKUEe aHanu3bl NONynALnn
nogpoctkoB ¢ CF (cm. puc. 1) nosso-
NAT NPEANOSIOXUTb CYLLECTBEHHYIO
reTeporeHHOCTb B NMporpeccupoBa-
Huu 3aboneBaHnAa nerknx. YToObl
naeHTuduunposBaTtb GakTopbl pucka,
cBA3aHHble ¢ BapuabenbHOCTbIO NpPo-
rpeccupoBaHuna 3aboneBaHnA Nerkux
y neten c CF, Konstan ¢ coaBTopamu
naeHTnduumposanu 11 gemorpaduye-
CKUX WU KIIMHNYECKUX NapaMeTpoB (13
28 nepBOHa4YaNbHO UCCNefOBaHHbIX),
NPOABAAOLLMX 3HAYMMblE OQHOMEPHbIE
accoumnaumm co CKOPOCTbIO CHUXEHUA
O®B1 B nto6on M3 Tpex BO3PacTHbIX
rpynn: 6-8 net, 9-12 net n 13-17 net
[3]. 3T 11 napameTpoB 6bIIN BKIIO-
YyeHbl B MHOTOMEPHYIO MOAENb AnA
npenckasaHnA CKOPOCTEN CHUXEHUA
O®B1 3a 5-6 net. CoxpaHeHo BKilO-
YeHue cneanyLmnx napaMmeTpoB: Kiu-
HU4Yeckue npofABieHnA (non, otTaene-
HMUEe MOKPOTbI, B1a>XHble Xpunbl, Ccyxue
CBUCTALLME XPUTMbI U CUHYCUT); 06bEK-
TUBHble Mepbl (% pacyeTHoro OOBI1,
ncrtopua nocesoB Ha Pseudomonas
aeruginosa, NPOLEHTUNN OTHOLIEHMUA
Beca k Bo3pacTty [OBB] u pe3ynbraThbl
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nokasatena ¢GyHkuumn nedvexn [MOM]);
a TaKke UCTOPUW Ha3HaYeHUn (neveHve
ob6ocTpeHuit nero4yHoro 3aboneBaHua
BHYTpuBeHHbIMU [IV] aHTMGUOTMKaMM
M HasHayeHue [06aBOK NaHkpeaTuye-
ckux pepmeHToB) [3].

Bbino obHapyXeHO, YTO M3 3TUX
napameTpoB CeEMb ABMAKOTCA CTAaTUCTU-
YECKN 3HAYMMbIMU B OTHOLUEHUM MPO-
rHosa cHuxeHna OOB1 y nogpocTkos
B Bo3pacTte 13-17 net: 6a30BbIN ypo-
BeHb % pacyeTHoro nokasatens OOB1
(p<0,001), non (p=0,002), NnpoueHTUNb
OBB (p=0,021), oToeneHne MOKpPOTbI
(p=0,003), BnaxHbie xpunbl (p=0,010),
npegwecTBytouee nevyeHme obo-
ctpenua IV aHTubunotmnkamum (p<0,001)
N NpUMEHEHNE NaHKpeaTnyeckux dep-
MeHToB (p=0,041). OueHkn NnapameTpoB
n ux 95% posepuTenbHble MHTEPBarbl
017 faHHOW MOLENV NpeacTaBieHbl Ha
puc. 3.

YpoBeHb cHmxeHna ODB1 y nauyu-
EHTOB OLEHMBAIOT, UCNONb3yA puc. 3,
nyTem CyMMMpPOBaHNA OLLEHOK CO-
cToAHUA. Hanpumep, oueHnBaembii
Oyaywuin ypoBeHb nameHeHna OOB1
ona 13-neTHero Manbyuka, MMeLLEero
O®B1, coctaBnaowmn 95% pacyeTHo-
ro nokasarens, 55-1n npoueHTunb, OBB
n otcytcTBme nHdekumm P. aeruginosa,
OTAEeNIeHNA MOKPOTbI, BAAXHbIX XpWU-
NoB, CYXMX CBUCTALLUX XPUMOB, CU-
HycuTa, NpeaLwecTByOWeEN NCTOPUN
obocTpeHui, kotopbie neyvmnu IV antu-
ounotukamun, nnu nosbiweHHoro MO,

HO KOoTOopoMmy TpebytoTcA fo6GaBku
naHkpeaTunyeckmx cdepmeHTOB, OyaeT
npeacrtasnaTe cobon: (-2,34) + (-0,37) +
+(-0,3) +(0,13) +(-0,41) + (0,33) + (0,18) +
+(-0,04) +(0,0) + (0,42) + (0,02) + (-0,04) =
=-2,42% pacyeTHOro nokasartess B rog,.

[aHHbIM cnocoOOM MOXHO OLLEHU-
BaTb BO3JENCTBME Pa3NNinUi B OQHOM
napameTpe Ha CKOPOCTb yxyAaLleHud
GbYHKLMN Nerkux, roe Bce octalibHble
napameTpbl ABNAOTCA paBHbIMU. Ha-
npumep, NPOrHO3upyioT, 4To obuian
ckopocTb cHmxeHna O®B1 y noapocT-
KOB MY>cKoro nona Ha 0,61% pacuert-
Horo nokasatena O®B1 Gonblue, Yem
CKOPOCTb €ro CHUXEHMA Y NMOJpPOCT-
KOB XeHckoro nosna (cm. puc. 3). 3toT
pes3ynbTaT MOXeT Ka3aTbcA napafok-
CanbHbIM C YYETOM MPEALLECTBYOLLMX
coobueHnnm o 6onee UHTEHCUBHOM
nporpeccupoBaHum 3abonesaHuna ner-
knx npu CF cpenun paeByLuek no cpaBHe-
HUIO ¢ loHowamu [35], HoO BKnag oLEeHOK
OpYrMx napameTpoB MOXET pPe3ko us-
MEHUTb 3TU Pas3nnyuna, N BblYUCIEHUA
ckopocTu cHuxeHna O®B1 ana naum-
eHTOB TpebyioT CYMMMPOBAHUA OLLEHOK
BCEX MapamMeTpoB.

MporpeccupoBaHue
3aboneBaHNA Nerkux:
npupoaa unv BocnutaHue?

HekoTopble napameTpbl, 3acdukcmpo-
BaHHbl€ NPU MOAENMPOBAHUN CKOPOCTU
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ooB1
(o6wem copcu-
poBaHHOro
Bblaoxa
B 1 cekyHay) MaumneHTbl (%)
BospactHas [% pacueTHoro
rpynna nokasarensi) O 10 20 30 40 50 60
>100
12-13 net 70-<100
(n=1611) 40<70
L <40
>100
14-16 net | 70-<100
(n=1573) 40-<70
L <40
>100
16-17 net 70-<100
(n=1614) 40-<70
L <40

Puc. 1. leteporeHHocTs % pacuetHoro noka3satens OPB1 cpeau nogpoctkos CLUA,
cTpapatoLmx mykosucuupo3som (CF). Pacnpenenexne nogpocTkoB, AaHHbIE 0 KOTOPbIX
Haxopatcq B Peructpe naupentos QoHpa mykosucumposa CLUA 2010 T.

(CF Foundation Patient Registry [1]), cTpaTuduumpoBaHbl Ha 0CHOBaHUM UX JIyyLLEro
3aperucTpuposaHHoro % pacuyetHoro noka3satens OPB1 8 2010 r. 49 pasiuyHbIX
BO3pacTHbIX rpynn. MauueHToB pacnpeAesisam no BoO3pacTHbIM rpynnam, 0CHOBbLIBasAChH
Ha UXx BO3pacTe B AieHb ux poxaeHns B 2010 r., u npoL,eHTbI NpeAcTaBfieHbl 0T 06LLero
yucna 100% B npefenax Kaxaoi BO3pacTHOI rpynmbl.
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Puc. 2. Tonorpaguyeckoe KaptupoBaHue GeHoTUNOB 3a60s1eBaHUS NETKUX Npu
mykosucumpo3e (CF). MaHens A: kapTa ¢peHoTMNa arpeccuBHOCTM 3a60J1eBaHNS MO
matepuanam ctatbk Konstan et al. [5]. MauneHTsbl, uMetoLme TxXenbii deHoTun
3abonieBaHNg nerkux (yepHaq 3oHa), o6naaakoT Gonee BLICOKMM PUCKOM CMEPTHOCTU
B MOJIO[I0M BO3pacTe, TOFAA Kak NaLyeHTbl, UMetoLLye nerkuii deHoTun 3abosieBaHns
(cepas 30Ha), o6napaioT 60bLLIEN BEPOATHOCTbIO fOXWBAHUS [0 CTApLLIEro Bo3pacTa.
Monynsaumus nogpocTtkoB ¢ CF Haxoautcs Mexay BepTUKanbHbIMU MyHKTUPHBIMK
nununamu. Manens B: arpeccuBHocTb 3a6oneBanns cpeam noapoctkos ¢ CF B Bo3pacTe
12-17 net. ®eHoTun arpeccusHocTn B 14-neTtHem Bo3pacte npu 0PB1, pasHom 100%
pacyeTHOro nokasatens (Kpyr «a»), 9aseTcs HeonpenesIeHHbIM 1 3aBUCUT
oT ckopocTi cHukenus OPB1 3a nocnepytowme 2 roga (kpyr «b» no cpaBHEHMIO € «C»).
o matepnanam cratbu Journal of Cystic Fibrosis, Volume 8S, Konstan MW,
Wagener JS, VanDevanter DR, Characterizing aggressiveness and predicting future
progression of CF lung disease, pages 8S:S15-S19, copyright 2009 with permission
from Elsevier.



MeauumHckne Bonpocsl 1 Npo6embl NoAPOCTKOB, GOJSIbHBIX MYKOBUCLMA,030M

Mapametp

00B1
[% pacuerHoro
nokasarens]

Mon

P. aeruginosa

OBB (otHoweHve
Beca k B03pacty),
MPOLeHTMNL

Mokpora

BriaxHbie xpunbi

Cyxue cavcraume
Xpuns!

Cunyour

MpeawecTaylowme
oGocTperia

C HasHaueHvem

IV aHTUBMOTMKOB

MosbiweHHbIi MO

OueHku napametpa (OPB1 [% pacyeTHoro nokasatens}/roa)
npv 95% OV (noBeputensHOM UHTepBarne)

CocTosiHne n OueHka —4,0 -3,5 -3,0 -2,5 -2,0 -1,5 -1,0 -0,5 -0,0 -0,5
O6Lwas ckopocTb

=100
70 - <100
40 - <70
<40

Myxcxoi
KeHckit

Her
fa

=50
25-<50
10-<25
5-<10
<5

Her
Aa

Her
Na

Her
fa

Her
fa

0
1
2
3

4%

Her

(nokasatens cyHkuum nevenn) Aa

Narkpearuieckie
epmenTs!

Her

fa

1359
233

2,34

b HI}\; *|]|||“|I*||I|”*

40 35 -30 25 20 -15 -10 -05 -00 -05
OueHku napametpa (OPB1 [% pacyeTHoro nokasatens/roa)
npv 95% OV (noBeputensHOM uHTepBarne)

Puc. 3. MHoroBapuaHTHoe MozenupoBaHue ckopocTeii cHinkenns O®B1y nogpocTkos
¢ mykosucuupo3om (CF) B Bospacte 13—17 net [3]. MapameTpbl npeAcTaBfieHbl B B0
KOJIOHKE. N = YXCI0 NALMEHTOB, BKJIOYEHHBIX B MOAESIb C AaHHBIM 3HAYEHUEM
napametpa. Monockl npescTaBnatoT coboii 95% noBeputenbHble uHTepeansi ().
MyHKTUpHa s BepTUKaNbHAs IMHKS NpefcTaBnseT coboi 06LLYH0 OLLEHKY CKOPOCTH
cHmkeHns 0PB1 ona nonynauuu (2,34% pacyeTHoro nokasatens/rog).

N®MN = nokasartenu pyHkummu neveqn; 0BB = oTHoLIEHMe Beca K Bo3pacTy.

Mo maTepuanam ctateii: Journal of Pediatrics, Volume 151 Number 2, Konstan MW,
Morgan WJ, Butler SM, Pasta DJ, Craib ML, Silva SJ, Stokes DC, Wohl MB,
Wagener JS, Regelmann WE, Johnson CA, Risk factors for rate of decline in forced
expiratory volume in one second in children and adolescents with cystic fibrosis,

pages 134-139, copyright 2007 with permission from Elsevier.
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[ 0®B1 =100% pacueTtHoro nokasarens [[] ooB1 40-<70% pacyeTHOro nokasarens

[[] 0®B1 70—<100% pacyeTHoro nokasarens [ ooB1 <40% pacyeTHoro nokasarensi
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AUS2009 EU2009 UK2010 US2010 AUS2009 EU2009 UK2010 US2010 AUS2009 EU2009 UK2010 US2010
n=932 n=1015 n=433 n=1611 n=904 n=1036 n=451 n=1573 n=978 n=1062 n=434 n=1614

HauunoHnanbHbIi Pernctp CF HauvoHnanbHbIi Pernctp CF HauwnoHnanbHebii Peructp CF

Puc. 4. Pacnpepenenue yHKLMM JIETKNX Y MOAPOCTKOB ¢ MyKoBucumao3om (CF) no
Bo3pacTy 1 reorpaduyeckomy nonoxeHuo. CTonbukm, pacnonoXeHHble Apyr Hag,
Jpyrom, nokasbiBatoT gonm noapoctkos ¢ CF maHHoi Bo3pacTHOI rpynnbl B npefeniax
pasinyHbIX Anana3oHoB GyHKLMK Nerkux (B Buae % pacyetHoro 3Hauyenns 0PB1) no
reorpadudeckomy pervoHy. Aus 2009, MauunenTsl, Habnopaemsie B Peructpe CF
Agctpanum B 2009 r.; EU 2009, MauuexTsl, Habntogaemsle B Peructpe CF EBponeiickoro
Coto3a B 2009 r. u3 Asctpun, benbrum, Yewckoit Pecny6nuku, Qavum, PpaHuun,
l'epmanum, Mpeunn, Upnanguun, Uspanuns, Utanuw, Nlateum, Mongossl, Mopryranum,
Cep6un, Cnosenun, Ucnanum, Lseuwn, LLseituapuv n Hugepnangos; UK 2010,
MaupenTsl, Habntogaemsle B Peructpe CF Benuko6putanum 8 2010 r.; US 2010,
MauyeHTsl, Habnogaemslie B Peructpe MoHpa nauuentos CF CLLUA B 2010 T.
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—@— O®B1=100% pacyeTHOro nokasarens O®B140-<70% pac4eTHOro nokasaTens
O®B170-<100% pacuyeTHoro nokasatenst ==O== O®B1<40% pacuyeTHOro nokasarensi
12- n 13-netHne 16- n 17-netHne
60 60
'| R<0,07 pe0.726 R2=0,78 p=0,113
X
2 40 R2=0,99 p=0,005
=
I
qS) R?=0,91 p=0,043
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C R2=0,97 p=0,013 R?2=0,90 p=0,051
. - DO
0 o 0
1995 2000 2005 2010 2000 2005 2010
lop Pervctpa lop Pervctpa

Puc. 5. 3meneHus B pacnpesenequn OOB1 cpeau nogpocTkos B Peructpe
naupenToB doHpa CF CLUA, 1995-2010. Jlesas naHenb: Pacnpepenenue % pacyeTHoro
noka3satens O®B1 cpenu 12- u 13-neTHux naunexToB. MpaBas naHens:
Pacnpepenenue % pacyetHoro noka3satenqa O®B1 cpepy 16- 1 17-1€THUX NaLyeHTOB.
JInnnn npepcTaBnsiot cob6oil NPoCTbIE IMHEHbIE Perpeccun AoJieii NaLmeHToB
B kaxpon kateropun O@B1 npoTe BpeMeHu, AJ15 KOTOPbIX NMPUBEAEHbI KO3bDULNEHTI
koppenauum (R2) n 3HayeHns p.

80 7 [l VHransiuMoHHble aHTUBNOTUKK
[ VHransiLyoHHbIe KopTUKOCTepOnAabI
|1 popHasa anbda

60 -

MNaumnenTbl (%)
ey
o
L

20 1

0 4

T T
1995 2000 2005

lop Peructpa

Puc. 6. HasHayeHNs MHranaLMOHHbIX aHTUBMOTUKOB, MHFaNIILIMOHHbIX
KOPTUKOCTEPOMIO0B W [,0pHA3bl anbda cpeam naumeHToB B Bo3pacte 13—17 ner,
HabntofaeMbIX B ANMAEMMOSIOrMYeckomM uccneposaHun Peructpa mykoeucumposa gis
1995, 2000 1 2005 r. [42].
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Puc. 7C

JkcnnaHTaTt nedeHu 13-neTHero Manbyumka ¢ Mykosucuugo3om. (Puc. 7A)
06wwyii BUA, B ManoM MacLuTaGe, NoKa3biBaloLLMiA MaKpOHOLYISPHYIO KancyJly neyeHn.
B rny6okux otaenax neyeHu BUAHbI CTagum uaMeHeHus ¢ubposa ot nepunopTabHOro

¢nbpo3a fo nonHoro umpposa. (Puc. 7B) U3o6paxeHue B yBesinyeHHOM MacLuTabe
(ucxopHoe yBennueHne x100) noka3ssiBaeT GpoKasbHbIA GUIMapHbIi LMPPO3
¢ $prOPO3HLIMM NeperopoaKamm, CBA3bIBaoLWMMK NOpTaNbHble 06nacTy,

1 OKpYXKatoLLLme pereHepaTuBHbIe Y3eJKn renaTountoB. PaclumpeHHblie nopTabHble
006J1aCTV 1EMOHCTPUPYIOT NPOJIUdEPALLMIO XXEJTYHBIX MPOTOKOB, BTOPUYHYIO MO
OTHOLLIEHUIO K 3aKYNOpPKe XeJ4HbIX NpoTokoB. (Puc. 7C) N306paXxeHune B yBeMyeHHOM
macwTabe (ncxogHoe yBenndenne x100), noka3biBaeT 6osiee paHHIOW CTauio
¢1nbpo3a, ewe He LumppoTuyeckyto. Umeetcs dpnbpo3Hoe nopTanbHoe paclunpeHne
¢ nepunopTabHbIMIU GUOPO3HLIMM NEPeropoaKamm U Nepuoaudeckue noprabHble
TpakTbl 663 pereHepaTnBHbIX y3esKkoB. OkpalunaHue Tpuxpom no MaccoHy:
KpacHbIiA = renaTouuTbl, 3eneHblii = kosinareH. JllobesHo npepoctaBneHsl Dr Amanda
Charlton, Children’s Hospital at Westmead (CugHei, AcTpanus).
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Ob6bekTMBHOE 06CcneaoBaHne, aHanu3bl KPOBU (BUOXMMUSI NEYEHM,
pasBepHYTLIN aHanM3 KpoBW, koarynorpamma),

ynbTpa3BykOBOE UccrnegoBsaHue 6p}OLIJHOI7I nonocTtun

C gonnsiepoBCKNUM UccnegoBaHnem

!

5% nauuneHToB ¢ CF
BonbLUMHCTBO ANarHOCTUPOBAHO
B Bo3pacte Mornoxe 20 net

.

He knuHunyeckn 3Hadmmoe CFLD Tsaxenoe (knuHnYeckn 3Hadmmoe) CFLD*

ExxerogHbIii ckpuHUHT (obcnepoBaHue,
aHanusbl KPOBW U YNbTPa3ByKOBOE
nccnenoBaHve GPHOLLHO NMONocTH)

PerynsipHbIi MOHUTOPUHF
OnTumanbsHoe nuTaHne
Mpodunaktnyeckasn Tepanus
JleyeHne nopTtanbHOW rMNepTeH3nu

[MeyeHoYHas HeJoOCTaTOMHOCTD

‘ C y4eToMm nepecankm nevyeHu ‘

Puc. 8. 0630p NeueHns 06ycnoBIEHHOr0 MyKOBUCLML030M 3a60/1eBaHUs NeYeHu
(CFLD). * Liuppo3 1 nopTanbHag runepreHsus.
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100+
90+
80+

MpaBunbHoe 3HaHue (%)

CocrosiHne Obwee MuTtaHne JleueHne Bcero
300pOoBbS COCTOsIHVE npaBumbHbIX
Terkux 300pOoBbSA 3HaHUA

Puc. 9. HpuBuayanbHblii npodunb BoI6OPKY A9 NOAPOCTKOB, 3aBePLUMBLLNX
n3mepeHue 3HaHui o neyeHun sabonesanns (KDM; ot aHrn. Knowledge of Disease
Management).

IMPACT"

Adherence

Interactive Madel of Personalized
and Collaborative Treatment

®  QOueHKa 1 ucnpasreHve 3HaHui o neveHnn sabonesaHns

OueHKa HaBbIKOB NIEYEHUS NaLNEHTOB

® [penocTaBreHne NMCbMEHHOIO NilaHa Ha3HaYeHHOro NeYeHus
OueHKa nHavBMAYyarnbHbIX OrpaHnYMBaloLLMX PakTopoB
KpaTkne COBMECTHbIE Ceccum Mo peLleHunto npobnem
(PS; ot aHrn. «problem-solving sessions»)

Puc. 10. M9Tb KOMNOHEHTOB MIHTEpaKTMBHO MOAEN NepCoHaM3UPOBaHHOTO
u coBmecTHoro neyenus (IMPACT; ot aHrn. Interactive Model of Personalized and
Collaborative Treatment) — CoGiofeHus pexuma neyexus.
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3nuaemronorua MyKOBUCLMA03a N NMporpeccupoBaHne 3aboneBaHuA Y NOApPOCTKOB

cHuxeHua ODB1 (cm. puc. 3), npeano-
nlaraloT yyeT fiexalux B ocHoBe 6uo-
nornyeckux hakTopoBs, ABNAOLNXCA
Mapkepamu 3abosieBaHWUA NErkux, Ko-
Topble No 6onblIEN YacTu He noapa-
1oTcA nevyeHuio. OTaeneHne MOKpOTbI
1 BRaxkHble Xpunbl npegnonaratoT 060-
CTpeHue BocnaneHua n o6CcTpyKUuto
OblXaTenbHbIX NMyTEN, N HEYAUBUTENb-
HO, YTO 3TW CUMMNTOMbI COMYTCTBYIOT
6onee 6bicTpoMy cHuxeHuio OOB1.
AHanorvyHo HeKOTOPbIM MauneHTam
¢ CF, HecywiMMm Nno MeHbLUEN Mepe ogHYy
nerkyto mytaumio CFTR, ecnu ¢pyHkuma
NnoaXenygoyYHON Xenesbl [OCTaTOYHa,
He TpebyeTcA go6aBka NaHkpeaTuye-
ckux depmeHTOB [36, 37]. 3TN Nauu-
€HTbl Takxke 06nafaT OTHOCUTENBHO
6onbluen obuen BbXKMBAEMOCTbIO MO
CpaBHEHUIO C HECYLUMMU ABe TAXENble
myTaummn CFTR [38, 39]. B naHHOM KOH-
TEeKCTe HeYAUBUTENIbHO, YTO CKOPOCTU
cHmxeHna O®B1 Bbiwe y NayMeHToB,
KOTOPbIM Ha3Hayanucb Ao6aBKuM MaH-
KpeaTuyeckmx pepMeHTOB, YEM Y TEX,
KOTOPbIM 3TU f06ABKU HE Ha3HaYanuch.

OTHOWeEHMA MexXAy CKOPOCTAMMU
cHmxeHna O®B1 u gpyrumn napame-
TpaMun MoryT 6biTb 6GoJiee CNOXHbIMU,
YyeM KaXKkeTcA Ha nepsbi B3rnAg. Ha-
npumep, B3auMOCBA3b MeXAy UCTOo-
pven obocTpeHua neroyHoro 3abone-
BaHuA 1 6yaywmm cHuxeHnem ODB1
CO30a€eT NHTYUTUBHOE OLLYLLEHUNE, KaK
HeLaBHO MPeAnoNoXNUIMN, YTO 3HAYU-
TenbHasa gona naymeHToB ¢ CF, y koTo-

pbix ne4ynnn ob6ocTpeHne Nero4yHoro 3a-
6oneBaHuA, He cnocobHa BOCCTaHOBUTb
conyTcTBylowee nageHme O®B1 [20].
Tem He MeHee 4alle Bcero 6onbliee
yncno ob6ocTpeHu nerovyHoro 3abo-
nesaHuAa B CeBepHon Amepuke neyat
WMHTFanAUuNoOHHbIMU U/UNK NepopanbHbl-
MW aHTUbMoTMkamu, yem IV aHTMbOUO-
Tukamu [40], n, cnegoeaTtenbHO, BbIGOP
Bpa4vom IV aHTUOGMOTUKOB ANA NeveHnsn
060CTPEHMA MOXET BKOYaTb CyOb-
eKTMBHYIO OLLEHKY COCTOAHWA U puUcka
nporpeccupoBaHua 3abonesaHunA y na-
LMeHTa, a TakKe 0O BEKTUBHYIO OLLEHKY
TAXECTU 060CTPEHUA.

HakoHel, oTHOWeHNA MexXAy He-
KOTOpPbIMWU MapamMeTpamMu U CKOPOCTA-
MU cHuxeHnAa ODB1 kaxkcyTcA napagdok-
canlbHbIMU 1 HEOGBACHUMbIMY B CTPOTO
61ONOrMYECKOM CMbICNIE, 1 OHU MOTYT
obecneynTb LEHHYIO MHpOopMaumio no
noBoAy Bapuauun B cTaHgapTax ieye-
HuA. Hanpumep, TpyaHO HanTu paumo-
HanbHy0 6MocduU3nYeckylo CBA3b Mex-
[y HanMuneMm CyxXux CBUCTALLUX XPUMOB
M YMEHbLUEHWEM CKOPOCTU CHUXEHUA
O®B1 (cBA3b, kKOTOpanA, No Habnwoae-
HUAM, ABMAETCA CTaTUCTUYECKUN 3HAYU-
MOW y feTen 6onee MnagLwero Bo3pac-
Ta, U NOYTW TO Xe camoe Habnoganu
y nogpocTtkoB [3]). Tem He MeHee ecnu
NoCcTyNMpoOBaTb, YTO HaANU4YUE CYXUX
CBUCTALLUX XPUMOB MOXET MOBbICUTb
TOYHOCTb MYNbMOHOJIOFMYECKON MOMO-
Wy n/mnun cobnioaeHna pexnma neye-
HUA, CyXMe CBUCTALLME XPUTbl MOXHO
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paccmaTpuBaTb Kak KOCBEHHbIN Mapkep
6onee Ka4eCTBEHHOW MYJIbMOHOOIU-
YeckoW MOMOLLM U MMEET CMbIC/ CBA-
3bIBaTb €ro C NyYLW MM pe3ysisTaTamu
ona OOB1. Hanbonee nopasutenbHbIn
npvMep napagokcasbHOro OTHOLEHUA
MeXAy 3HaYeHMeM napamMmeTpa U OLEeHU-
Baemon 6yayuwen cynbbon CHUXeHUA
O®B1 MoxHO HanWTh B camoM % pac-
yeTHoro nokasatena O®B1, roe ny4wasn
6a3oBaf QPyHKUMA NErkKnx accoumnmpo-
BaHa ¢ 60nbLUEN CKOPOCTbIO CHUXEHUA
B 6yaywem. JTormyHo npennonoxuTb,
4YTO Yy NALMEHTOB C caMbIMU HU3KUMU Y%
pacyeTHoro nokasatenda O®B1 umeetcna
Maso NpocTpaHCTBa ANA fanbHeNLWwero
yxyaweHnsa dyHKunm nerknx (To ectb
cyLecTByeT 3 heKT «HUKHEro aTaxan),
To GMOJIOrMYECKOEe OCHOBaHWe anAa 3a-
KJIOYEHUA O TOM, YTO camble BbiCOKME
YPOBHU (hYHKLUMN NTErKUX BbI3OBYT YCKO-
peHHoe cHmxeHne O®B1, oTcyTCcTBYET.

Tem He MeHee JOKYMEHTMPOBAHO,
4yTO Bpauu — creumanuctol no CF moryT
ObITb 6Gonee HepewwnTeNnbHbIMU NPU Ha-
3HAYEHMM NOCTOAHHbIX MYJIbMOHOJIOMU-
Yeckux Tepanuin 6osiee 300POBbIM NOA-
pocTkam [41, 42], a TakXe To, 4To 6onee
340pOBble MOAPOCTKN MOTYT GbiTh
B MEHbLUEN CTEMEHN MOTMBMPOBAHDI
Ha cobnofeHne pexnma Ha3HauyeHHbIX
Tepanun [43]. Kpome Toro, nokasaHo,
4YTO OTBETCTBEHHOCTb 3a cobnogeHne
pexuma neyeHua Bce 6onblie cMmeLla-
eTcA B CTOPOHY NMOAPOCTKA U Jasblue oT
€ro poauTesnien U nuL, OCyLLecTBNAIO-

LLMX yX0[, YTO NPUBOANT K YXYALIEHUIO
cobnoaeHna pexuma nevyeHus [44].
PaccmoTpeHHana B JaHHOM KOHTeKCTe
nyywan dyHKUMA Nerknx MoxeT ObiTb
MapKepoM MeHee CTPOroro neyveHuna/co-
6noaeHnA pexxnma NieYeHna u, B CBOIO
oyepenb, MapkepoM MOBbILLEHHOTO
pucka cHuxeHua O®B1. NHTepecHo,
YTO AaHHbIN DEeHOMEH, NO-BUAMMOMY,
pacnpocTpaHaeTcA, MOMUMO NMOAPOCT-
KOB, Ha MonoAbIX B3pociblx, rae 6onee
Bbicokune 3HavyeHmAa O®B1 Takxe acco-
LuMMpoBaHbl ¢ 6onee BbICOKUM PUCKOM
yXyAweHna dyHKLMK Nnerknx B 6nmxan-
wen nepcnekTuse [45].

[JaHHble 0 TOM, YTO MoBeAeHUe
Bpaya U nMauueHTa BIUAET Ha Mpo-
rpeccupoBaHue 3abosieBaHUA Nerknx
y NogpoCTKOB, ABNAIOTCA B OCHOBHOM
KOCBEHHbIMMW, HO CYyLLIECTBEHHbIMU. Bo-
nepBbIX, MOKa3aHo, YTO MO MEHbLUen
Mepe TpU MOCTOAHHbIE MYNbMOHOJO-
rundyeckme tepanuum CF ymeHblwatloT
cpepHue ckopocTtu cHmxeHna O®B1:
néynpodeH B Bbicokol no3se [46-48],
WHTanfAuMOHHbIE KOPTUKOCTEPOULbI
[49] n popHasza anbda [50]. N3 aToro
cnepyeT, YTO pelleHMe Bpaya Ha3Ha-
YyaTb MM He Ha3HavyaTb Takue Tepanuun
noTeHUManbHO OKa3blBaeT BAMAHME Ha
6ynywee cHuxeHne O®B1, kak n pelue-
HWe nauneHTa cobnofaThb 3TN PEXUMbI
neyeHuA unu Het. Bo-BTopbIix, nokasa-
HO, YTO Ha3Ha4YeHne NN HeHa3HavyeHune
NMOCTOAHHbIX MYNIbMOHOJIOFMYECKUX Te-
panui 3aBuCcUT OT cTagumn 3abonesa-
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HUA Nerkux, Npuyem AonA naumeHToB,
KOTOPbIM Ha3HavyaloT 3TV Tepanuu, BO3-
pacTaeT ¢ ymeHbLleHNEM % pacyeTHOro
nokasatena O®B1 [41, 42]. Ecnv Bpain
B MEHbLUEN CTENEHWN CKJIOHHbI K Ha3Ha-
YEHUIO Tepanun, CHUXaLLNX CKOPOCTb
YXYALWeHUA GYyHKLMN Nerkux y naym-
€HTOB C Nnyywen dyHkumen nerkmx [41,
42], HeyaUBUTENbHO, YTO 3TN NALUEHTbI
obnapaloT OTHOCUTENbHO 6onee BbiCO-
KUM puckoM cHmxeHna OOB1.

JononHutenbHble faHHble, MOA-
TBepXpalouwme, 4TO KNUHUYecKan
npakTvka MOXeT Urpatb posib B Npo-
rpeccupoBaHum 3aboneBaHunA Jierknx
y MOAPOCTKOB, MOXHO HaWTW Npu cpas-
HeHuun pacnpegeneHuna O®B1 cpeau
NoApPOCTKOB U3 pasfindHbIX CTPaH, rae
CNOXMBLIAACA NPaKTUKa 4O HEKOTOPOW
cTeneHn pasnuyaetca (puc. 4).

Takue cpaBHEHUA OONXKHbI ObITb
YHUPUUMPOBaAHbI C y4€TOM BO3MOXHO-
CTU CUCTEMHOWN OLINGKK, BHOCUMOM 3a
CYeT pasfINYHOro reHeTnyeckoro ¢goHa
naumeHToB, cnocob6os amarHoctuku CF
N cMepTHOCTU. BO3MOXHO, eLue Bax-
Hee, YTO Takme CcpaBHEHNA OCJZIOXHA-
IOTCA beH,El,aMeHTaJ'IbeIMVI pasnnyn-
AMWM B NpoOTOKONax c6opa AAHHbIX NO
CF B pa3nn4yHbIX permoHax, noaTomy
DaHHble MOXET OblTb TPYAHO YHUDUN-
unposaTb [51]. Momnumo ovyeBugHOM
npo6sieMbl CpaBHEHMA AaHHbIX, CO-
OpaHHbIX B pas3finyHble (HO 6nuskune)
roabl (puc. 4), ectb n gpyrana. Cnegyet
OTMETUTb, YTO B PErmoHasibHbIX NPO-

TOKOJIax He UCMOJib3YIOT OAHOPOAHbIN
cTaHZapT ONA BbluUcneHna % pacyet-
Horo nokasatena O®B1; paHHble Pe-
ructpa CF BenukobputaHuu Ha puc. 4
nosnyyaioT, UCMOJib3yA HOPMaTUBHbIE
ypaBHeHuAa Knudson et al. [52], Torpa
KaK [aHHble U3 APYrux perMoHoB nony-
YaloT, ucrnonb3yna ypaBHeHua Wang [30]
n Hankinson [31]. Kpome Toro, oueHka
eOVHCTBEHHOro nokasaTtena QyHKuum
Nerknx AnA Kakaoro naumMeHTa 3a gaH-
HbI/i rog cama no cebe ABNAETCA B He-
KOTOpPOM poje NMpou3BOJIbHON npak-
TUKOW 1 BapbupyeT B 3aBUCMMOCTU OT
pervoHa. bonblien yacTbio AaHHble Ha
puc. 4 ucnonb3yloT «Jlyylle BCEro 3a-
perncTpupoBaHHbIN» % pacyeTHoro fno-
kasatena O®B1 3a gaHHbIN rog; Uckno-
YeHue COCTaBNAIOT faHHble, BHECEHHbIE
B Pervctp ECFS ®paHuuen (N=898),
roe NnpuBefeHo nocnegHee usmepeHue
O®B1 3a rog, n l'epmanuen (N=950),
roe npueepeH O®B1, 6nuxanwunn
K OHIO poXAeHUA nauneHTa. HakoHew,
B Peructpe CF Benuko6putaHum 3a-
pervctpupoBaHa hyHKUUA erkux u3s
«Mepnoamnyeckoro N3MepeHuna».

C yuyeToMm TOro, YTo cpaBHeHUe fe-
Morpaduyecknx AaHHbIX, NOJyYEHHbIX
B pa3HbIX CTpaHax, Hy>XHO NPOV3BOANTb
¢ oroBopkamu [51], puc. 4 geiicTBUTENDb-
HO MO3BONIAET NPEANONOXUTb, YTO Cy-
LecTBYeT reorpacduyeckan Bapuabenb-
HOCTb COCTOAHMA 300POBbA JIETKUX NPU
CF y noapocTKOB, U eCTb OCHOBaHMUA
3aKJIl0UYUTb, YTO MO MEHbLUEN Mepe OT-
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4acTu B 3TW pPasnMynA BHOCUT BKNag, To,
kak netam ¢ CF okasbiBaeTca MeauLMH-
CKafA MOMOLLb B 3TUX PeErnoHax.

HakoHel, ykasaHue Ha To, 4TO pas-
VYA B Nle4eHUn nauumeHTa MoryT
BNWATb Ha nporpeccupoBaHue 3abo-
NieBaHUA Nerkux y B3pocnoro, MoXHo
HaNWTW Npu cpaBHEHWUW pacrnpepgene-
HUI 3aboneBaHNA NIETKMX Yy B3POCIbIX
B CLLIA mexay 1995 n 2010 r. OnaTtb xe
nepekpecTHble CpaBHEHUA Pa3fNYHbIX
nonynauun nogpoctkoB ¢ CF ogHo-
ro 1 TOro e Bo3pacta MOTyT TauTb B
cebe cuctemMHyto ownbKy BCcneacTeme
HecnocobHOCTN y4YnTbiBaTb Aemorpa-
dunyeckmne paznumuma. C yyeTom aTux
OroBOPOK MNPOUEHT 12- n 13-neTHux
B Peructpe nauumeHtos CFF CLUA, nwe-
owmnx O®B1 6onee 100% pacyeTHO-
ro 3HaveHuna, nosbicunca ¢ 22,4% po
37,7% ¢ 1995 no 2010 r., Torga kak npo-
LUeHT 16- n 17-netHnx, nmetowmnx ODB1
6onee 100% pacyeTHOro 3HauveHwun,
noyTtn yaeowunca — ¢ 11,4% po 20,9%
3a TOT Xe nepuofd BpemeHu (puc. 5).

MocTeneHHOe ynyylleHne cocToA-
HUA 300pPOBbA JIErKNX y NoapoCTKOB
¢ CF 3a nepuog ¢ 1995 no 2010 . n co-
OTBETCTBYET YMEHbLUEHNIO NPU3HaKoB
M CUMMTOMOB pecnupaTopHbIX 3abose-
BaHun y nogpocTtkoB [53]. BoamoxHO,
He cnyyanHo ¢ 1995 no 2010 r. Takxe
Habnopganack TeHOEHLMA pocTa Npume-
HEHMWA MOCTOAHHbIX MYJIbBMOHONOMNYe-
CKUX Tepanui B npegenax nonynauum
nogpoctkoB ESCF, npuyem Ha3HaveHune

WHTranALMOHHbIX aHTUMOMOTUKOB BO3-
pocno ¢ 8,0% pno 50,0%, MHranALNOH-
HbIX KopTukoctepongos — ¢ 18,1% no
53,5% n popHa3sbl anbda — ¢ 57,5% po
76,0% (puc. 6) [42]. Takaa TeHAeHUUA
npumeyaTesibHa, NOCKONbKy oHa dop-
MuUpoBanacb B NOMyAALMN C YNyYLUEH-
Hou dyHKumen nerkux [53] NnpoTue TeH-
AeHuum kK 6onee peakoMy HaszHa4yeHuto
3TUX Tepanun y naumeHToB ¢ 6onee Bbl-
cokum % pacuyeTHoro 3HavyeHua ODB1,
4eM y naymeHToB C 6onee HU3KNMMU
3HavyeHnamn ODB1 [41, 42]. Habnwopa-
emMoe yJyylleHne COCTOAHNA 300POBbA
nerkux Bo B3pocnon nonynauuu ¢ CF
CLUA, BEpOATHO, Takxe CBA3aHO C 3a-
METHbIMWU YNYYLIEHUAMUN HYTPUTUB-
HOroO cTaTyca, pocTa U TeNOCNOXeHUA
mnagwwux aeten ¢ CF no cpaBHeHuio
C [OCTUTHYTbIMMW B NOCnegHUe fecATu-
netusa [1].

8 BbiBOAbI

[OnAa 6onblUMHCTBa NAaLMeHTOB, cTpaaa-
towmx CF, xapakTepHa HeoTBpaTMman
notepa yHKUUM NErknx u npexaespe-
MeHHas cMepTb. TeM He MeHee cpefHue
CKOPOCTH, C KOTOPbIMW NagaeT PyHKuMA
JNIErKNX, BapbupyeTcA Ha NPOTAXEHUN
CpOKa XW3HW UNK y NauMeHToB OAHOro
Bo3pacTa. [lporpeccupytolee noBpex-
neHuve pgbixatenbHbix nyten npu CF mo-
>XeT Ha4yaTbCA B PaHHUIN NEPUOL, XXU3HU,
HO % pacyeTHoro 3Ha4yeHua O®B1, as-
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nAawmnca Hamboee pacrnpocTpaHeH-
HbIM MokasaTeniem 3aboneBaHnA Nerknx
npu CF, B paHHEM JeTcTBe NOABEPXKEH
nnwb ymepeHHomy BaunaHuio. CpeaHue
ckopocTu cHmxkeHna O®B1 BospacTatoT
no mepe Toro, kak aetu ¢ CF ctaHoBATCA
ctapwe. K nogpocTtkoBoMy BO3pacTty
o6ume ckopocTtu cHmxeHna OOB1 npu-
6113NTENBHO yABaMBalOTCA MO CpaBs-
HEHMIO C TaKOBbIMU Yy TEX e nauueH-
TOB B Bo3pacTe 6-8 net. HecmoTpA Ha
obLee NoBbILLEHE CKOPOCTU NMporpec-
cupoBaHuA 3aboneBaHunA Nerknx Ha
YPOBHE MonynAunmM HEMOCPEACTBEHHO
nepen NogpoOCTKOBbIM BO3PacToM Uu
B Te4YeHMe NOAPOCTKOBOro nepuopa,
VHAMBUAYaNbHblE CKOPOCTU CHUXEHMA
O®B1 mMoryT WMpoOKo BapbupoBaThb,
co3pfaBan pacrnpepefieHve ctaguii 3a-
6oneBaHuUA NeErkMx B JaHHOM BO3pacTe.

XOoTA NoApoOCTKOBLIN Nepuop xa-
pakTepu3yeTcA NOBbILWEHHbIM PUCKOM
nporpeccupoBaHua 3aboneBaHunA ner-
kux npu CF, 3a nocnegHue gecAtune-
TUA NPOU3OLLJIO 3HAYUTENbHOE YNyY-
LWeHne COCTOAHMA 300POBbA NErknx
y nogpocTtkoB ¢ CF. KocBeHHble faHHble
0 TOM, YTO MOBEAEHUE Bpava M nauu-
€HTa MOXeT 0Ka3blBaTb CyLLECTBEHHOEe
BNIMAHWE Ha MporpeccupoBaHue 3abo-

NieBaHuA nerkux (Hanpumep, nocpea-
cTBOM 6Gonee CTPOroro NpuUMeHeHus
NMOCTOAHHBIX MYJNbMOHONOTMYECKNX
Tepanuii), NO3BOJIAIOT NPEANONOXUTb,
4YTO ocTaeTcA noTeHUMan gnda fanbHen-
LUero yny4LeHunsa cocToAHNA 340p0oBbA
nerkmx y nogpoctkos ¢ CF

bnaropapHocTn

ABTOp XxoTen Obl nmobnaropgapuTtb
Bruce Marshall n Alexander Elbert 3a
npepocTaBsieHe JOCTyna K AaHHbIM
Peructpa naumentos CFF CLUA, Scott
Bell n Geoff Sims 3a npegocraBnenuve
nocTtyna K gaHHbim Peructpa CF AB-
ctpanuun, Anil Mehta, Jo Anne Osmond
n Elaine Gunne 3a npepocTtaBneHue go-
cTyna K gaHHbiM Peructpa Benukobpu-
TaHuu, Veerle Bulteel n Jacqui van Rens
3a NpefocTaBneHne [OCTyna K AaHHbIM
Pernctpa ECFS n Genen-tech, Inc. 3a
npenocTaBieHne AOCTyMNa K paHee He
onybnnkoBaHHbIM aHanusam uns Peru-
ctpa ESCF.

AsTtop npusHateneH Michael Konstan
3a geTanbHble 06CyXAeHMA U KpuTuye-
CKOe MpoYTeHne faHHOW rNaBsbl.

37



MepnunumHckre BOMPOCLI A I'IpOﬁJ'IeMbI noapoCTKOB, 60nbHbIX MYKOBNCLMAO30M

3nuaemuonorua MYyKOBUCLMAO03a U nporpeccnmpoBaHne 3aboneBaHuA Y NOAPOCTKOB

Ccbinkm

(11

[3

[4

[5

[6

Cystic Fibrosis Foundation Patient
Registry: 2010 Annual Data Report.
Bethesda, MD: Cystic Fibrosis
Foundation, 2011.

Morgan WJ, Butler SM, Johnson CA
et al. Epidemiologic Study of Cystic
Fibrosis: design and implementation
of a prospective, multicenter, obser-
vational study of patients with cystic
fibrosis in the U.S. and Canada.
Pediatr Pulmonol 1999; 28:231-41.

Konstan MW, Morgan WJ, Butler SM
et al. Risk factors for rate of decline
in forced expiratory volume in one
second in children and adolescents
with cystic fibrosis. J Pediatr 2007;
151:134-9.

Kerem E, Reisman J, Corey M, Canny
GJ, Levison H. Prediction of mortality
in patients with cystic fibrosis.
N Engl J Med 1992; 326:1187-91.

Konstan MW, Wagener JS,
VanDevanter DR. Characterizing
aggressiveness and predicting future
progression of CF lung disease. J Cyst
Fibros 2009; 8S:515-S19.

Bonnel AS, Song SM, Kesavarju K et
al. Quantitative air-trapping analysis
in children with mild cystic fibrosis
lung disease. Pediatr Pulmonol 2004;
38:396-405.

(7]

[8

[9

[10]

(1]

[12]

[13]

Sly PD, Brennan S, Gangell C et al.
Lung disease at diagnosis in infants
with cystic fibrosis detected by
newborn screening. Am J Respir Crit
Care Med 2009; 180:146-52.

Stick SM, Brennan S, Murray C et
al. Bronchiectasis in infants and pre-
school children diagnosed with cystic
fibrosis after newborn screening.
J Pediatr 2009; 155:623-8.

Pillarisetti N, Linnane B, Ranganathan
S; AREST CF. Early bronchiectasis in
cystic fibrosis detected by surveillance
CT. Respirology 2010; 15:1009-11.

Farrell PM, Li Z, Kosorok MR et
al. Longitudinal evaluation of
bronchopulmonary disease in
children with cystic fibrosis. Pediatr
Pulmonol 2003; 36:230-40.

Gustafsson PM, Aurora P Lindblad
A. Evaluation of ventilation
maldistribution as an early indicator
of lung disease in children with
cystic fibrosis. Eur Respir J 2003;
22:972-9.

Kraemer R, Blum A, Schibler A,
Ammann RA, Gallati S. Ventilation
inhomogeneities in relation to
standard lung function in patients
with cystic fibrosis. Am J Respir Crit
Care Med 2005; 171:371-8.

Kieninger E, Singer F, Fuchs O et al.
Long-term course of lung clearance

38



[14]

[15]

[16]

[17

(18]

MeaununHckne BOMNpPOCHI U I'IDO6J'IeMbI noapoCcTKoB, 60NbHbIX MYKOB/CLMAOO30M

Anuaemuonorua MyKOBUCLMA03a N NMporpeccupoBaHne 3aboneBaHuA Y NOApPOCTKOB

index between infancy and school-
age in cystic fibrosis subjects. J Cyst
Fibros 2011; 10:487-90.

Rosenthal M. How good are pulmo-
nary function tests as an indicator of
short and long term health status?
Pediatr Pulmonol 2009; S32:171-2.

Schluchter MD, Konstan MW, Drumm
ML, Yankaskas JR, Knowles MR.
Classifying severity of cystic fibrosis
lung disease using longitudinal
pulmonary function data. Am J
Respir Crit Care Med 2006; 174:7
80-6.

Rabin HR, Butler SM, Wohl ME et
al. Epidemiologic study of cystic
fibrosis. Pulmonary exacerbations
in cystic fibrosis. Pediatr Pulmonol
2004; 37:400-6.

Regelmann WE, Elliott GR, Warwick
WJ, Clawson CC. Reduction of
sputum Pseudomonas aeruginosa
density by antibiotics improves
lung function in cystic fibrosis more
than do bronchodilators and chest
physiotherapy alone. Am Rev Respir
Dis 1990; 141:914-21.

Smith AL, Fiel S, Mayer-Hamblett N,
Ramsey B, Burns JL. Susceptibility
testing of Pseudomonas aeruginosa
isolates and clinical response to
parenteral antibiotic administration:
lack of association in cystic fibrosis.
Chest 2003; 123:1495-502.

[19]

[20]

[21]

[22]

[23]

Blumer JL, Saiman L, Konstan MW,
Melnick D. The efficacy and safety
of meropenem and tobramycin
vs ceftazidime and tobramycin in
the treatment of acute pulmonary
exacerbations in patients with cystic
fibrosis. Chest 2005; 128:2336-46.

Sanders DB, Hoffman LR, Emer-
son J et al. Return of FEV(1)
after pulmonary exacerbation in
children with cystic fibrosis. Pediatr
Pulmonol 2010; 45:127-34.

Collaco JM, Green DM, Cutting
GR, Naughton KM, Mogayzel PJ Jr.
Location and duration of treatment
of cystic fibrosis respiratory
exacerbations do not affect outcomes.
Am J Respir Crit Care Med 2010;
182:1137-43.

VanDevanter DR, O'Riordan MA,
Blumer JL, Konstan MW. Assessing
time to pulmonary function benefit
following antibiotic treatment of
acute cystic fibrosis exacerbations.
Respir Res 2010; 11:137.

Fuchs HJ, Borowitz DS, Christiansen
DH et al. Effect of aerosolized
recombinant human DNase on
exacerbations of respiratory symp-
toms and on pulmonary function
in patients with cystic fibrosis. The
Pulmozyme Study Group. N Engl J
Med 1994; 331:637-42.

39



[24]

[25]

[26]

[27]

[28]

[29]

MepnunumHckre BOMPOCLI A I'IpOﬁJ'IeMbI noapoCTKOB, 60nbHbIX MYKOBNCLMAO30M

3nuaemuonorua MYyKOBUCLMAO03a U nporpeccnmpoBaHne 3aboneBaHuA Y NOAPOCTKOB

Ramsey BW, Pepe MS, Quan JM et
al. Intermittent administration of
inhaled tobramycin in patients with
cystic fibrosis. N Engl J Med 1999;
340:23-30.

Saiman L, Marshall BC, Mayer-
Hamblett N et al. Azithromycin
in patients with cystic fibrosis
chronically infected with
Pseudomonas aeruginosa:
a randomized controlled trial. JAMA

2003; 290:1749-56.

Jaques A, Daviskas E, Turton JA et
al. Inhaled mannitol improves lung
function in cystic fibrosis. Chest
2008; 133:1388-96.

European Medicines Agency,
Committee for Medicinal Products
for Human Use (CHMP). Guideline
on the clinical development
of medicinal products for the
treatment of cystic fibrosis. EMEA/
CHMP/EWP/9147/2008, October,
2009. Available at: http://www.
emea.europa. eu/pdfs/human/
ewp/914708en.pdf. Accessed 18
September 2012.

Ramsey BW, Davies J, McElvaney
NG et al. A CFTR potentiator in
patients with cystic fibrosis and
the G551D mutation. N Engl J Med
2011; 365:1663-72.

Rosenfeld M, Pepe MS, Longton G,
Emerson J, FitzSimmons S, Morgan

[30]

[31]

[32]

[33]

[34]

[35]

W. Effect of choice of reference
equation on analysis of pulmonary
function in cystic fibrosis patients.
Pediatr Pulmonol 2001; 31:227-37.

Wang X, Dockery DW, Wypij D, Fay
ME, Ferris BG. Pulmonary function
between 6 and 18 years of age.
Pediatr Pulmonol 1993; 15:75-88.

Hankinson JL, Odencrantz JR, Fedan
KB. Spirometric reference values
from a sample of the general U.S.
population. Am J Respir Crit Care
Med 1999; 159:179-87.

Corey M, Edwards L, Levison H,
Knowles M. Longitudinal analysis
of pulmonary function decline
in patients with cystic fibrosis.
J Pediatr 1997; 131:809-14.

Konstan MW, Wagener JS, Yegin
A, Millar SJ, Pasta DJ, VanDevanter
DR. Design and powering of cystic
fibrosis clinical trials using rate of
FEV1 decline as an efficacy endpoint.
J Cyst Fibros 2010; 9:332-8.

VanDevanter DR, Wagener JS,
Pasta DJ et al. Pulmonary outcome
prediction (POP) tools for cystic
fibrosis patients. Pediatr Pulmonol
2010; 45:1156-66.

Demko CA, Byard PJ, Davis PB.
Gender differences in cystic fibrosis:
Pseudomonas aeruginosa infection.
J Clin Epidemiol 1995; 48:1041-9.




(36]

[37]

(38]

[39]

[40]

[41]

MeaununHckne BOMNpPOCHI U I'IDO6J'IeMbI noapoCcTKoB, 60NbHbIX MYKOB/CLMAOO30M

Anuaemuonorua MyKOBUCLMA03a N NMporpeccupoBaHne 3aboneBaHuA Y NOApPOCTKOB

Kristidis P Bozon D, Corey M et al.
Genetic determination of exocrine
pancreatic function in cystic fibrosis.
Am J Hum Genet 1992; 50:1178-84.

The Cystic Fibrosis Genotype-
Phenotype Consortium. Correlation
between genotype and phenotype
in patients with cystic fibrosis. New
Engl J Med 1993; 329:1308-13.

McKone EF, Emerson SS, Edwards
KL et al. Effect of genotype on
phenotype and mortality in cystic
fibrosis: a retrospective cohort
study. Lancet 2003; 361:1671-6.

McKone EF, Goss CH, Aitken ML.
CFTR genotype as a predictor of
prognosis in cystic fibrosis. Chest
2006; 130:1441-7.

Wagener JS, VanDevanter DR, Pasta
DJ, Regelmann W, Morgan WJ,
Konstan MW. Oral, inhaled, and
intravenous antibiotic choice for
treating pulmonary exacerbations
in cystic fibrosis. Pediatr Pulmonol
2012. (In press) DOI: 10.1002/
ppul.22652.

Konstan MW, Butler SM, Schidlow
DV, Morgan WJ, Julius JR, Johnson
CA. Patterns of medical practice
in cystic fibrosis: part Il. Use
of therapies. Investigators and
Coordinators of the Epidemiologic
Study of Cystic Fibrosis. Pediatr
Pulmonol 1999; 28:248-54.

[42]

[43]

[44]

[45]

[46]

[47]

Konstan MW, VanDevanter DR,
Rasouliyan L et al. Trends in the use
of routine therapies in cystic fibrosis:
1995-2005. Pediatr Pulmonol 2010;
45:1167-72.

Dziuban EJ, Saab-Abazeed L,
Chaudhry SR, Streetman DS, Nasr
SZ. Identifying barriers to treatment
adherence and related attitudinal
patterns in adolescents with cystic
fibrosis. Pediatr Pulmonol 2010;
45:450-8.

Modi AC, Marciel KK, Slater SK,
Drotar D, Quittner AQ. The influence
of parental supervision on medical
adherence in adolescents with cystic
fibrosis: developmental shifts from
pre to late adolescence. Children's
Health Care 2008; 37:78-92.

Vandenbranden SL, McMullen A,
Schechter MS et al. Lung function
decline from adolescence to young
adulthood in cystic fibrosis. Pediatr
Pulmonol 2012; 47:135-43.

Konstan MW, Byard PJ, Hoppel
CL, Davis PB. Effect of high-dose
ibuprofen in patients with cystic
fibrosis. N Engl J Med 1995;
332:848-54.

Lands LC, Milner R, Cantin AM,
Manson D, Corey M. High-dose
ibuprofen in cystic fibrosis:
Canadian safety and effectiveness

trial. J Pediatr 2007; 151:249-54.

1



[48]

[49]

[50]

MepnunumHckre BOMPOCLI A I'IpO6J'IeMbI noapoCTKOB, 60nbHbIX MYKOBNCLMAO30M

3nuaemuonorua MYyKOBUCLMAO03a U nporpeccnmpoBaHne 3aboneBaHuA Y NOAPOCTKOB

Konstan MW, Schluchter MD,
Xue W, Davis PB. Clinical use of
ibuprofen is associated with slower
FEV1 decline in children with cystic
fibrosis. Am J Respir Crit Care Med
2007; 176:1084-9.

Ren CL, Pasta DJ, Rasouliyan L,
Wagener JS, Konstan MW, Morgan
WJ. The initiation of inhaled
corticosteroid therapy in cystic
fibrosis patients is associated with a
slower rate of lung function decline.
J Pediatr 2008; 153:746-51.

Konstan MW, Wagener JS, Pasta DJ
et al. Clinical use of dornase alpha
is associated with a slower rate
of FEV1 decline in cystic fibrosis.
Pediatr Pulmonol 2011; 46:545-53.

[51]

(52]

(53]

Martin B, Schechter MS, Jaffe A,
Cooper P, Bell SC, Ranganathan
S. Comparison of the US and
Australian cystic fibrosis registries:
the impact of newborn screening.
Pediatrics 2012; 129:348-55.

Knudson RJ, Lebowitz MD, Holberg
CJ, Burrows B. Changes in the
normal maximal expiratory flow-
volume curve with growth and
aging. Am Rev Respir Dis 1983;
127:725-34.

VanDevanter DR, Rasouliyan LH,
Murphy TM et al. Trends in the
clinical characteristics of the U.S.
cystic fibrosis patient population
from 1995 to 2005. Pediatr Pulmonol
2008; 43:739-44.

42



'MABA 3

I'Iepexo.q n3 AeTCKOoro uyeHTtpa Bo

B3pPOCJibIN LEeHTP MyKOBUCLUMAO3a

Jane de Vries

Cystic Fibrosis Centre, Department of
Pulmonary Diseases, Haga Teaching Hospital,

The Hague, The Netherlands

KoppecnoHgeHuus:

Jane de Vries

Cystic Fibrosis Centre

Department of Pulmonary Diseases
Haga Teaching Hospital /

location Leyweg 275

2545 CH The Hague

The Netherlands

Tel: +31-62-3639833

Fax: +31-70-2102150

1 BeepeHue

B cBA3W c paHHen AmarHocTukomn,
YyCOBEPLUEHCTBOBAHHbIMU MeToAaMu
Tepanuun 1 LeHTpanan3oBaHHOW Meau-
LMHCKON MOMOLLbIO OXupaaemasa npo-
OOJKUTENBHOCTb XWU3HU ANA Niofaen,
cTpapatowux mykosucumaosom (CF), 3a
nocnegHue AecATUNETUA 3HaYUTENbHO
ysenuuunacs [1]. [lna getckoro Bo3pac-
Ta 3aboneBaHue 1 yxyalieHne @yHKumMm
Nerkmx MeHee xapakTepHo, 1 60bLUNH-
cTBO Monogbix nogen ¢ CF nmeloT waHe
[O0CTUYb B3POC/IOro Bo3pacra. 3To npu-
BOOUT B pe3ynbTaTe K 3Ha4YMTeNbHOMY
1 BO3pacTaloleMy nepemeLleHunio na-
umneHToB, ctpagatowmx CF, ¢ netckon
Ha B3pOCNYl0 MEAULINHCKYO MOMOLLb.
JaHHbIN npouecc nepexopa npepg-
cTaBniAeT cobou BaxKHENLWUn aTan gnsa
noapocTKoB U ux pogutenein. YTobbl
ONTUMM3NPOBATb NPOLECC UBMEHEHUA
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YCNOBUIN Ne4YeHunsa, UM HeobxoanMbl No-
MOLLb U PYKOBOACTBO.

B 60nblIMHCTBE KNVHUK NOAFOTOB-
Ky K nepexofy nauneHToB BO B3POCYIO
knuHnky CF B HacTosAllee BpemA Ha-
YMHaIOT B BO3pacTe NpUMepPHO 16 neT.
Tem He MeHee pacTeT 0CO3HaHWe TOro,
4YTO MOATOTOBKA K 3TOMY mnepexony
[O/MKHa HaYyMHaTbeA B 6Gosiee paHHEM
BO3pacTe, Aaxe C POXAEHUA. ATOT Npo-
Lecc nepexona gosxeH 6bITb HayaT
[EeTCKOM KJIMHMKOW, NPennoyYTUTENbHO
B TECHOM COTPYAHWUYECTBE CO B3POCNON
KnuHukon. Nocne oencTBUTENbHOTO Nne-
pexofa aToT NPOoLLeCcC COTPyAHMYECTBA
[OJIXXeH npofosixatbeA, 4To6bl 0be-
CrneYnTb HeMpepbIBHOCTb MEAMLIMHCKOM
NoMoLLMU.

Pasnnuna mexay netckmm n B3poc-
nbiIM MeOULUUHCKUM 06CJ'Iy)KI/IBaHI/IeM
HeobXxoAuMOo cornacoBbiBaTb, YTOObI
rapaHTUpOBaTb MJaBHbIA Nepexos Kak
MOJIOAOMY YENOBEKY, Tak U ero poau-
TenAam. Ml petckoe, n B3pocnoe menu-
LMHcKkoe obcnyxkmBaHue [oxHbl 6bITb
HaueneHbl Ha To, YTOObl CBECTU K MUHU-
MyMYy 3MOLMOHanbHoe n punanyeckoe
HanpAxXeHune, 4Tobbl 0o6ecneynTb Mo-
I0OOMY YefloBEKY YBEPEHHOCTb U ra-
paHTUIO TOrO, YTO AaHHOE U3MEHEeHMne
He OGyaeT Wwarom Hasapg B ero JieHyeHuu.
Mepexon nyywe BCcero AOKYMEHTUPO-
BaTb — MPUMEHEHATb NPOTOKOJ, KO-
TOpbIN cnepyeT pa3paboTaTb AETCKUM
1 B3pocnbiM cny>k6am B COOTBETCTBUM
C CYLLLeCTBYIOLLMMWN PYKOBOACTBAMM.

B naHHom rnaBe obcyxpaeTtca 3Ha-
YyeHue nepexopa B LLENIOM, FMaBHble
nencTeylowme nuua B nepexope na-
umeHToB ¢ CF ¢ getckol Ha B3pocinyio
MeAWLMHCKYI0O MOMOLb U TPYQHOCTH,
C KOTOPbIMM CTaNKMBalOTCA NaUUEHTHI,
poauTenu n npodeccrmoHanbHble pa-
6OTHMKN 3ApaBOOXPaHEHMA.

2 Mpouecc nepexopa

Mepexopn npeacraBnAeT cobon nepeme-
LeHVe OT OOHOrO 3Tana Xu3HU K Apyro-
My, nn60 oT ogHOro GU3n4YecKkoro uUam
NMCUXOJIOMMYECKOro COCTOAHUA K ApYro-
My, nM60 OT OAHON coLManbHOW ponu
K APYroi, KoTopoe BPeMEeHHO Hapy-
LWaeT HOpPMalibHYIO XU3Hb U TpebyeT
nepuoga agantauuu [1, 2]. B nepexon
BOBJ/IEYEHDbI ApYyrue niogu B Te4eHue
npotecca M3MeHeHUs B LeNAX ynpas-
neHnA aTMM U3MeHeHnem n ero pery-
nuposanuAa. [laHHbIN Npouecc ABNAeTcA
nocTynaTeNibHbIM NPOLIECCOM, a HE OAV-
HOYHbIM COGbITUEM.

AsTopbl Schumacher and Meleis [3]
pasnuuatoT YeTblpe TUNa Nepexoaa.

1. Tllepexon B pa3BUTUN: U3MEHEHUA
B 3Tanax >XW3HW 4enoBeka; 3ToT
nepexopn ABNAETCA HOPMaJibHbIM
6uonornyecknm npoLeccom, Ha-
npumep nepexon oT TUHenaXKepa
K B3pOCJIOMY.
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2. CuTyauMOHHbIN nepexopn: n3MeHe-
HVA B coLuManbHOM cTaTyce, Hanpu-
Mep MeHAILWMNECA PO MeXAY Po-
OUTENAMU U OETbMU B CEMbE.

3. [epexonbl mexay 300poBbeM 1 60-
JIe3HbIO: NepeMeLLEeHNE XPOHUYECKO-
ro 3abonieBaHuA Ha Apyryio cTaguio,
Hanpumep yxyaweHne QyHKLUN
nerkux npu CE.

4. OpraHn3auMOHHbIN Nepexon: ns-
MeHeHne obecneynBaemMon megu-
LIMHCKOM MOMOLLM Ha MEAULMHCKYIO
nomoLLb, ynpaenAaemyio notpebHo-
CTAMU; LEeHTpanumsaumna MeauLmH-
CKOW NMOMOLLIN.

B nepexop ¢ getckon Ha B3pocinyio
MeOULMHCKYIO MOMOLLb BOBIEYEHbI BCE
yeTbipe Tuna nameHeHnn. Kaxgoe un3
rnaBHbIX AEUCTBYIOWMNX NUL, B JAHHOM
nepemeLleHn MeguLUHCKON MOMOLLM
NMPOXOAUT CBOM COBCTBEHHDIN MpoLecc
rnepexopa B LENAX yperynmpoBaHua npo-
6nem, ¢ KOTOPbIMWU OHO CTanKMBaeTCA.

2.1. ®aKkTOpbl, KOTOPbIE MOrYT BAUATH
Ha npouecc nepexoaa

B uenAax okaszaHuA npaBuNbHOW MNO-
MOLLM NIo4AM, NMPOXOAALLMM NpoLuecc
nepexopa ¢ AeTCKOW Ha B3pOCNylO Me-
OVLMHCKYO MOMOLLb, BaXKHO, YTOObI Me-
OVUMHCKME pabOTHUKN NOHMManu dak-
TOpbl, KOTOPblIE MOTYT BJIMATb Ha 3TOT
npouecc [3, 4]. 3Tu dakTopbl BKIOYAOT
OXWAAaHWA MauneHToB, UX CEMEN N pa-

6OTHMKOB 3 PaBOOXPAHEHUA, a TakxKe
YpOBEHb 1 BUA NOAAEPXKKU, AOCTYMHOM
CO CTOPOHbI ceMbu U 6oJiee LNPOKUX
coumanbHbiX cTpykTyp. Kpome Toro,
YPOBEHb 3HAHUN U MOHUMAHUA XPO-
Hu4Yeckoro 3abosieBaHWA Kak NaymeHTa
1 ceMbM, Tak U pabOTHUKOB 34PaBOOX-
paHeHVA, BOBNIEYEHHbIX B OKa3aHue Me-
OVLMHCKOW NOMOLLM NaLMEHTY, BIUAET
Ha UX cnocoBGHOCTb pearnpoBaTb Ha
N3MeHEeHUA, CBA3aHHblE C YBENMYMBa-
IoLLMMCA BO3PacTOM U NMepexoaoM Ha
B3POCIYI0 MEAULIMHCKYIO MOMOLLb. Tak-
Xe BaXHa AOCTYMHOCTb PecypcoB Ansa
noaaep>XaHUA 3MOLIMOHaNbHOIO PaBHO-
Becus n HU3nN4ecKkoro caMoyyBCTBUA.

3 [naBHble AeiicTBYIOWME

nvua B nepexofe ¢ AeTCKOMN
Ha B3pOC/YI0 MEAULIMHCKYIO
nomoub npu CF

[naBHbIMW [ENCTBYOLWMMU NuLamu,
y4YacTBYOLWMMN B NpoLLecce nepexo-
ha c 0eTcKon MeAULMHCKOW MOMOLLLM
npu CF Ha B3pocnylo MeauLmMHCKyio
MoMOLLb, ABNAIOTCA: NaUMeEHT, cTpaaa-
towmn CF, ero pogutenu, a Takxe npena-
CTaBUTENU AETCKUX U B3POCbIX YUYpex-
OeHNIn 30paBOOXpPaHeHunA.

3.1. NauumeHT, ctpapatowwmin CF

Bce netn npoxonAT HeCKOJIbKO N3MeEHe-
HUN B pPa3BuUTUN, Kak CbI/I3M‘-IeCKOM, Tak
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N 3MOLMOHANbHOM, 38 OTHOCUTEJIBHO
KOPOTKUIA Nepuog BpeMeHU. T aTanbl
pas3BuUTUA XapaKTepu3yloTca cnenyto-
wmm obpasom:

e 0-3 roga: 04eHb BaXHO OLLyLLEHNE
6e3onacHOCTU 1 CBA3U C poauTe-
namu;

e 4-6 net: netu otaenatoT ceba oT po-
auTenen, y HAX pasBmBatoTcA co6-
CTBEHHbIE XeNlaHWA 1 pasgBuratoTca
rpaHuLbl;

e 7-10 net: pebeHok oby4aeTcs, Kak
KOHTaKTUpPOBaTb C AETbMU CBOErO
BO3pacTa, y Hero pa3BmBaeTcA YyB-
CTBO COOGCTBEHHOIO AOCTOMHCTBA,
OH X04eT ObITb HE3aBUCUMbIM, HO
BCE elle noJslaraeTcA Ha CBOUX po-
anTtenen.

CornacHo onpegeneHuto Becemup-
HOW opraHu3auuu 34paBoOOXpPaHEHUs,
nogpocTkamu ABMAIOTCA MooAble
niogn B Bospacte ot 10 go 19 net [5].
B TeueHne noppocTkoBOro nepuopna
y NauveHTOB Ha4YnHaeT GopMUpoBaThb-
cA cobcTBEHHAA NAEHTUYHOCTb, a Takxke
npoucxoauT U3MeHeHue Tena u npu-
XOAUT 0CO3HaHMe cOOCTBEHHON cek-
cyanbHocTu. OHM cMOTpAT B Byayuiee
1 3a4yMbIBalOTCA Hag POSblo, KOTOPYIO
6yayT nrpatb B Hem. OHY cTanknBaloT-
cA ¢ BbIBOpOM 06pa3oBaHnA, Kapbepsbl,
B3aUMOOTHOLUEHUI U NaHUPOBaHUA
cembu. 3abonesaHne CF moxeT genatb
3TOT BblGOp 6Gonee TpyaHbIM B CBA3M
C pacTyLUM OCO3HaHNEM OrpaHUyeH-

HOCTW MPOAOSIKUTENBHOCTU XU3HU U C
HapyLlleHnemM ecTeCTBEHHOIO npoLec-
ca camompeHTudukaumm, ocobeHHo B
TakuUx YyBCTBUTENbHbIX 06/1acTAX, Kak
dur3nyeckaa MHBANMOHOCTb U CEKCY-
anbHoe oco3HaHue [2]. DopmupoBaHue
COBGCTBEHHOM MAEHTMYHOCTU ABNAETCA
TpyaHown npobnemon, oco6eHHO B CU-
Tyauum 3a60Tbl, KOTOPYIO UM NPUXOOUT-
cA NPUHMMATb OT poauTenen, ¢ ogHom
CTOPOHbI, U OT PabOTHUKOB 34PaBOOX-
paHeHunA, ¢ opyron cTopoHbl. Ha aTtom
aTane CBOEW XN3HM OHU He XOTAT Kak-
nmbo oTNMYaTbCA OT CBOUX POBECHMU-
KOB, 1 OlWyLeHna nsonauum n Hebes-
OMNacHOCTU MUpa MOTYT Bblpa)kaTbCA B
rHeBe, HanpaBfiEHHOM Ha caMux cebs,
Ha CBOIO CEMbIO M Ha NKLL, OCYLLECTBAA-
IOWMX yxoa n nedyeHue [2]. 3To MoxeT
okasaTb OoTpuuaTenbHoe BAnAHUE Ha
CTaHOBJIEHNE NX HE3AaBMCUMOCTU.

Mopgpoctkn ¢ CF cTtankmueatoTcA
¢ npobnemamu, cBA3aHHbIMU C 3a60-
neBaHMWeEM, Ha OQHOM M3 caMbIX YA3-
BUMbIX 3TanoB nx xu3Hu. CoxpaHeHue
OTKPBLITOCTU 1 OOLWEHME HA PaBHbIX
C poaAUTEeNAMU N NNLAMU, OCYLLLECTBNA-
IOWMMN yXona, ABNAOTCA HEMPOCTbIMU
3ajayamMu; Ha JaHHOM 3Tane >XW3HKU
OHU MMeloT UHTepecobl, nanekme ot CF
n oT Tepanuun. BaxHo, 4To6bl nogpocT-
KW YyBCTBOBaNN MNOAAEPXKKY CBOEN
CeMbM U NUL, OCYLLECTBNAIOLMNX YXOA,
npu NPUHATUN UX COBCTBEHHbIX peLue-
HUN 1 NOBYXAanncb K KOPPEKTUPOB-
K€ U U3MEHEHUIO PELUEHU, ECNU OHU
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coBepLwnnm ownbky, He3aBMCUMO OT
nx nosepgenua. Nogpoctkn ¢ CF xoTAarT,
4TO6bl UX NEYMIN, KaK B3POCHbIX, U UX
poauTenu n paboTHNUKK 3apaBoOXpa-
HEeHWA OONXHbI 3HaTb 06 3TON NoTpeb-
HOCTU U pearnpoBaTb COOTBETCTBEHHO.

3.2. Pogutenu

Poauntenn asnaoTca HageXHoOW ono-
pow anAa ceoero pebeHka No mMepe co-
BEPLUEHUA MU Nepexoa KO B3pOCsion
MeauLUMHCKoM nomoluu. B TeyeHne atux
NIeT POAUTENMN UTPalOT BaXHYO poJib
B obecnevyeHun ceoero pebeHka meau-
LIMHCKOW NMOMOLLbIO.

Mocne nepBoro nonyyeHuA usse-
CTUI O TOM, YTO uUx pebeHoK cTpanaeT
CF, poautensam Takxxe NpuLLIOCh NPOW-
TN Yepes3 npouecc TpaHchopmaLunm.
OHM 6bINY BbIHY>[AEHbl HEe TONIbKO OT-
KJIOHUTb 3MOLMOHaNbHble acnekTbl,
HO M MPUBbIKHYTb K PONN NUL, OCY-
LeCTBAAOLWMNX yXoa U nevyeHne. 3ToT
npoLecc MOXeT CONPOBOXAATbCA pas-
JINYHBIMW 3MOLMAMU: ONaceHnem 3a
Oyayliee, YyBCTBOM BUHbI, HEYBEPEH-
HOCTbIO, MeYvanblo, THEBOM U OTpMULLa-
HueM. [lnA poauTenen BaXxHO pacnos-
HaTb CBOW 3MOLWM Ha paHHEM 3Tane
M cTapaTbCA pPerynnpoBaTb UX UHTEH-
CUBHOCTb, 4TOObl OHW He OoKa3blBanu
oTpMLAaTENbHOIO BAMAHNA Ha B3auMo-
OTHOLIEHMUA C peBEHKOM U HE OCNIOX-
HANW ero NyTb K CaMOAOCTaTOYHOCTH
1 ynpasneHuio caMmnum cobom.

lMepexop ¢ paeTcko MeguLMHCKOWN
NnoMoLM K B3pOCSION MeAULIMHCKOM No-
MOLLN ABNAETCA IOTMYHbIM 3Tanom ansa
noapocTtkoB ¢ CF. MauuneHT xo4eT ObITb
6onee He3aBUCMMbIM U B3ATb XMW3Hb
B cobCcTBEHHbIe pyku. lnA poautenen
3TOT 3Tan ABAAETCA 3IMOLMOHANbHbIM:
npexane oHu OblNN OTBETCTBEHHbI 3a
yxopn 3a cBouM pebeHKOM, a Tenepb
OHW OOJKHbI MOCTENEHHO NepepaTtb
3ab60Tbl O NOAPOCTKE EMY CaMOMY U pa-
60THMKaM B3pOCION MeaULMHCKOM MNo-
MOLLKM. ITO MOXET BbI3BaTb OnaceHus,
owyuieHne ytpaTbl HENPEPbLIBHOCTU
MeOMNUMHCKON NMOMOLLM N NOTEPU KOH-
TponA 340poBbA pebeHka. Taknum 06-
pasom, poauTeNn OOJSIKHbI 6bITb BOBJE-
YeHbl B Mpouecc nepexona, KOTopbin
BKJIlOYaeT afleKBaTHYIO POAUTENbLCKYIO
noaaepxXky m pykosoacTso. To, oT
Yero oHM A0JIKHblI ocBOOOAUTbLCA, NX
pebeHKy NpuxoamnTcA B3ATb Ha cebA.
O6ecnokoeHHOCTb cobnogeHnem pe-
XUMa MEeAULMHCKOW MOMOLLM CBOEMY
pebeHKy N 60A3Hb, YTO 3TOT PEXUM
YXYALWNUTCA, MOTYT NMPOTUBOPEYUTb TOWN
ponu, KoTopaa UM OTBeAeHa B nNpouec-
ce nepexopa. laHHOe onaceHue NOHAT-
HO, U poauTeNAM MOXET ObITb TPYAHO
ero npeogonetb. [AnAa HAX MOXET ObITb
npobaemMaTU4HbIM HE OTMEHATb pe-
LeHne, NpUHATOE X pebeHkoMm, ecnu
3TO pelleHne He coBnagaeT ¢ Ux cob-
CTBEHHbIM; BMECTO 3TOro UM Heobxo-
OUMO OKa3biBaTb pebeHKy NO3UTUBHYIO
noanepxky n obyyatb ero NnpuHMMaThb
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coOCTBEHHbIE peLleHna, Npu Heobxo-
OVUMOCTU yUYnTbiBaTb 0GCTOATENBCTBA
1 JoBOAUTb UX A0 pe3ynbraTa. Pogute-
NIV JOJIXKHBI C NI0GOBbBIO CONPOBOXAATb
cBoero pe6eHka B XXU3Hb BO B3POCIOM
MUpe, TaKOM, Kak OH CYLLECTBYET B pe-
anbHOCTU, Aaxe ecnu 3To He Bcerga
COBMajaeT C X XeNnaHWAMU 1 oXuaa-
HuAamK [2].

3.3. bpuraga negnarpuyeckon
nomMouLuu

MoarotoBka nauneHToB ¢ CF k nepexo-
Ly Ha B3POC/YI0 MEAVLIMHCKYIO MOMOLLb
OCYLLECTBJIAETCA B OCHOBHOM paboT-
HUKAMU OETCKUX MEeOULMHCKUX YYPedxx-
neHun [6]. B pencreButenbHocTu aToT
npouecc nepexoga Ha4MHaeTca ¢ Toro
MOMEHTa, Korga rnocrasneH avarHos CF,
1 B C/ly4ae CKPUHMHIAa HOBOPOXKAEHHOMO
3TO Npon3onaeT o4eHb paHo. Poantenu
N pebGeHOoK MOoCTynalT B y4YpexaeHue
3paBOOXPaHEHNA C CaMOro ero pPox-
nexHuna. OHK HyXaaloTca B pyKOBOACTBE
1 noanepXkKe co CTOpoHbl paboOTHMKOB
OETCKMX MeOAUUMHCKUX yYpexaeHumn
C Lefblo YCTaHOBNEHUA ONTUManbHbIX
OTHOLLEHMWI B3aUMHOIO YBaXXeHUs apyr
K Apyry [2]. PoguTtenun fomkHbl Hay4nUTb-
cA AoBepATb CO6CTBEHHOMY MHEHUI
N YMEHUIO OCYLLECTBNATL NMPaBUJIbHbIN
yxop 3a cBonMu aetbMu. OHU LONXKHbI
ObITb CNOCOBGHbI MOCTPOUTL HOpMasb-
Hble B3aMMOOTHOLUEHUA CO CBOUM pe-
GEeHKOM, M 9TV B3aMMOOTHOLUEHMA He

OOJKHbI 6bITb OCHOBaHbI Ha OMaceHMAX
n 6ecnokomncree. Cnocob, KOTOpbIM pe-
6eHOoK pearvpyeT Ha CBOe XPOHU4eckoe
naTonornyeckoe CoCToAHMe, TECHO 3a-
BUCUT OT peakuunn poauTenemn, a Takxe
6paTbeB 1 cecTep. BnevatneHua na-
LMEHTOB U UX poauTenen B npouecce
negMaTpuyeckon NOMOLLKU BAUAET Ha
UX BOCMPUATME BCEro npouecca nepe-
xopa [7].

Taknum obpa3om, 3apgada paboTHU-
KOB OETCKUX MeAULUHCKUX yypexae-
HWI COCTOUT B 6EPEXHOM U YBaXXUTENb-
HOM PYKOBOACTBE Kak POAUTENAMU, Tak
W 0eTbMU 1 B NPefoCcTaBieHU Meau-
LMHCKOW MOMOLLM COOTBETCTBEHHO
Bo3pacTy. PaboTHUKN petcknx menu-
LMHCKNX YYPEXAEHUN OCYLLECTBAAIOT
Ha NpakTyKe NeYeHue B COOTBETCTBUM
C pocTOM 1 pa3BuTueM pebeHka. Tem
He MeHee pPyKOBOACTBO poavTenamu
B npouecce ux o6yyeHUsa okasaHuio
MEAVLMHCKOW NMOMOLLM U MOCTPOEHUIO
XOPOLUNX B3aMMOOTHOLLEHUI CO CBOUM
pebeHKOM TpebyeT AOMNONIHUTENbHbIX
HaBbIKOB KOMMYHMKaLUM 1 aMNaTuu,
a Takke NPakTUYecKMx 3HaHUNM n 3aTpat
BPEMEHMU.

Pogutenn n pebeHOK AONXHBbI
YKPEnNATb CBA3b C MEAULMHCKMMU pa-
60THMKaMK, OCYLLECTBNAOLUMM yXO[,
N neveHue. BaxxHo, 4Tobbl paboOTHUK
3[paBOOXPaHEHUA yuuTbiBan TOT ¢akT,
YTO 3TU B3aMMOOTHOLUEHUA ABNAIOTCA
npodeccuoHanbHbIMY U BNOCEACTBUN
3aKOHYaTCA.
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Heob6xopumo, 4to6bl paboTHUKHN
30paBOOXPAaHEHUA MONIOXUTENBHO
OTHOCUJINCb K B3POCJION CUCTEME ME-
OVUMHCKOM nomowm, 4Tobbl poauTe-
N 1 peGeHOK MOTIN C YBEPEHHOCTbIO
nepexuTb npouecc nepexona [2]. Kor-
na pebeHOK CTaHOBUTCA MOAPOCTKOM,
poAUTENU OOJIKHbI OTONTU B CTOPOHY
1 O0aTb BO3MOXHOCTb CBOEMY PeGeHKy
B3ATb OTBETCTBEHHOCTb 3a Jle4YeHue Ha
cebn, a negnatpuyeckon bpurape He-
06X04MMO rpaMOTHO HanpaesATb NPo-
Lecc nepexopa.

lMpoTokon, oaobpeHHbIN BCceMU 3a-
WHTEPECOBAHHbIMY CTOPOHAMMU, MOXET
OblTb MONE3HbIM MHCTPYMeHTOM. OH
MOXET NPUMEHATLCA B KaYeCTBE PYKO-
BOJCTBA U MCMONIb30BaTbCA NPU OLEHKE
o6cNyXXuBaHUA U MOHUTOPUHIE Pa3Bu-
TnA pebeHka n poguTtenen.

YcTaHOBNIEHME ONTUMANIbHOrO CO-
TpyOHMU4YecTBa M KOHTaKTa CO B3POCJibl-
MU 6OJ'IbHI/ILI,aMI/I Ba>XHO He TOJIbKO AnA
COBEPLUEHCTBOBaAHNA MeTOA40B paboThbl,
HO TakXe anAa addekTUBHOro nHhop-
MWPOBaHMA APYyr Apyra n obmeHa onbl-
TOM. Bspocnaﬂ MeanumMHCcKaAa nomMoLllb
nmeeT 60JblUe onbiTa B Bonpocax 06-
pasoBaHuA, NaHNPOBaHNA Kapbepbl,
a TakxXe nnaHupoBaHuA cembu. Bpauu-
negmaTpbl MMEIOT CBOM MPEnMYLLECTBa,
1 nx 6puraga moxeT nHbopmMmpoBaTb
pooutenenm n pebeHka o nocnegHMx
pa3paboTkax BO B3POC/ION MegULUH-
ckon nomowm. LlenecoobpasHo Takxe
obMeHUBaTbCA MPOTOKONaMU.

Pa6oTHukam B3pocnon MmeaunumH-
CKOW NMOMOLLM BCTpeYya ¢ NOAPOCTKOM
c CF B petckom nevyebHOM yupexpgeHum
M yyacTue B ambynaToOpHOM MomoLu
MOFyT 6bITb NONE3HbI NPU 3HAKOMCTBE
C NauMeHTOM 1 ero ceMbei. ITO BEPHbIN
nyTb K Hayany obLeHNA B ceEMeNHOoN
obcTtaHoBke. [inA paboTHMKa B3pocno-
ro MeAULMHCKOTO y4YpexaeHna MOXeT
ObITb TakXXe Mone3eH OnbIT AETCKOro
MeAMLMHCKOro LLeHTpa Nno noaaepixke
NOAPOCTKOB, M €r0 MOXHO MCMNONb30-
BaTb B paboTe C IOHbIM B3pOC/bIM BO
B3POC/IOM Ne4YeOHOM yuYpexaeHuu.

BaxxHana ponb gonxHa 6biTb OTBE-
AeHa cpefHeMy MeOMLUMHCKOMY nep-
coHany — koHcynbtaHTy no CF vnu
koopauHaTopy no CF [4, 8, 9]. CpeaHun
MeOVLMHCKMI rnepcoHan, paboTatowmmn
C naymeHTaMu, MOXeT MOMOYb UAEHTU-
duumnpoBaTb N3MEHEHUA, CNPOBOLM-
poBaHHble 60Ne3HbI0, U HAWTU HOBbIE
BO3MOXHOCTMK nievyeHunsa [4]. 3agaum
cpenHero MeguLMHCKOro nepcoHana
no CF moryT BkJitoYaTh creaytoLlee:

e MoAAepXuBaTb TECHbIW KOHTaAKT
C poauTenammu n ux pebeHkom;

e ABNATbCA CBA3YIOLLMM 3BEHOM MEX-
Oy nedawumuy Bpavyamu OeTCKOWn
M B3POCTION MeANLUHCKOW NOMO-
LK, noaaep>XKmnBan CBA3N CO CBOMMMU
Konneramm — cCpefHUM mMepuLuH-
CKMM MepCOHaNoM — KOHCYJIbTaH-
Tamu no CF/koopanHatopamu no CF
0EeTCKOWN NONMUKINHUKN,
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e yyacTBOBaTb B Mpolecce nepexoaa
C camMOro Havana v noggepXxusaTb
poauTenen n neten/noapocTkoB
B UX nNepexoje K HOBOMY 3aTany
XXU3HU;

e rapaHTMpoBaTb, YTO Bce npodec-
CUOHanbHble paboOTHUKN, 0BCNYXU-
Bawowme 6onbHoro, paboTatoT no
BO3MOXHOCTU OAHUMWU U TEMU Xe
MeToAamu U B COOTBETCTBUU C Of-
HUMW N TEMU XK€ NPOTOKONaMu 1 py-
KOBOACTBaAMU;

e NoAdep>XUBaTb CBA3b C BpayebHbIM
PYKOBOACTBOM;

e KOOpPAMHUPOBATb 0ObEAVNHEHHYIO
[eTcKylo 1 B3pocnyto ambynaTtop-
HYlO MOMOLLb 1 NepeBoAnUTb Noa-
pocTka U ero poguTenen Ha B3poc-
NYI0 MeAMLMHCKYIO MOMOLLb;

e OblTb rOTOBbIM OTBEYaTb Ha BOMPO-
Cbl;

e [faBaTb COBETbl MOAPOCTKAM U UX
poauTenAam B Ux Bbibope 60NbHULLbI;

e BbICTpauBaTb CBA3M TaMm, rae cylue-
CTBYIOT pasfinyumaA B KynbType Mexay
0ETCKUMU 1 B3POC/bIMU LEEHTpamMu;

e ABNATbCA LOBEPEHHbIM NULOM
B NMpouecce nepexoaa.

3.4. bBpuraga B3pocnon MeauLMHCKON
nomMouLum

Cuctembl 30paBOOXpPaHEHNA OTKIINKHY-
JINCb Ha POCT Yncrna B3pOChbIX, CTpaja-
towmx CF. B pesynsrate B 60n1bLLINHCTBE

CTpaH OCHOBaHbl LeHTpanM3oBaHHanA
MeauLUMHCKaA NMoMOoLb U MHOFOMNpPO-
dbunbHble Gpuragbl 4NA B3POCHbIX,
cTtpagatowmx CF [1].

MoppocTkn B BO3pacTe OKOJMO
18 neT u MHor4a MnagLe nepeBoaATCA
BO B3POCJ/IYIO CUCTEMY MEOULUHCKOMN
nomMoLn, KotTopasa AONIXXHa Hagnexa-
wunmMm o6pa3om HeCcT OTBETCTBEHHOCTb
3a ygoBneTBopeHune ux notpebHocrten
[1]. PaboTHMKM 3ApaBoOOXpaHeHUA
B3POCSION MEAULUMHCKON nMoMoLm Bce
XXe He MOryT NlednTb NoApocTKa Kak
B3pOCJIOr0, a AOJIKHbI Npeanaratb Mme-
OVLMHCKYIO MOMOLb COOTBETCTBEHHO
BO3pacTy, OCYLLECTBAA NNaBHbIN Nepe-
XOA4 OT negmaTpuyeckon MeanLMHCKOM
nomoLyu.

®DopmanbHbIN Nepexon U3 ogHON
CTPYKTYpbl B Apyryto npobnemaTtmnyeH
BC/IeACTBME pas3nnyun mexay negua-
TPUYECKOWN N B3POCION MEAULIMHCKOWN
nomoubio. BaxxHo Ha3Ha4YnTb OAHOrO
Bpaya, OTBETCTBEHHOro 3a MeAULNH-
CKYl0 MOMOLb NOAPOCTKY B LLENIOM.
3TOT BeayLWwmin Bpay AonxeH ObiTb Npo-
deccnoHanbHbiM paboTHUKOM 3apa-
BOOXPaHEHMUA, C KOTOPbIM NOAPOCTOK
OyneT noaaepxXuBaTb CBA3b BO Bpe-
MfA CBOMX MocelieHni ambynaTopHon
KNUHUKN. O6bIYHO BO B3pOCNON Meau-
LMHCKOWM MOMOLLM 3TOT BeAyLmn Bpay
ABnAeTcA nynbMoHonorom. CpegHui
MeAVUUHCKUIA NepcoHan — KOHCYJb-
TaHTbl no CF/koopanHaTtopbl no CF Bo
B3POC/NON MEeAULUHCKON MOMOLMN —
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CHOBa MrpaeT BaXKHYO poJib Mpu KOop-
OVNHaUMN MHOTUX acrnekToB MeaULUH-
ckon nomowm, kacaowmxca CF. OHu
MOTYT B3ATb MOJ CBOIO JINYHYIO OTBET-
CTBEHHOCTb NMepBOe NoceLLeHne B3poc-
JIOrO LLeHTPa U NPUIIOXUTb BCE yCUnus,
4TOObI 3TOT BM3UT oKasancA KoMbopT-
HbIM AJ1f MOAPOCTKA U ero poauTesen.
KoHcynbranT no CF moxeT Takxe obe-
cnevynTb nepefady BCeN MeAULMHCKOWN
MHbOpMauUM U3 negmaTpu4eckoro
LleHTpa BO B3POC/bIV LIEHTP 3a40J1ro A0
rnepBoro noceuweHunda, 4tTobbl Gpuraga
B3pPOC/NION MEAULIMHCKON MOMOLLM MOT-
Jla BHUKHYTb B KOHKPETHbIE AeTaNv oKa-
3aHHOW paHee MeaVLMWHCKOW NOMOLLM
1 OCNoXHeHu, obycnosneHHbix CF [1].

HecmoTpa Ha obuiee yny4vweHue
dn3nMYecKoro 1 aMOLMOHaNbHOMO CO-
ctoaHua aeten ¢ CF, ponb meguumHcKkon
NMOMOLLM OCTaeTCcA BbICOKOMW, U ee 3Ha-
yeHue OyneT B OONbLUMHCTBE Clly4yaeB
ycunueaTtbcA ¢ Bo3pactom. B3pocnana
MeguuuHckaa nomMmollb 6ygeTt B 605b-
LUen CTeNeHn cocpefoToveHa Ha npeay-
npexaeHun 1 neYeHnm nporpeccupo-
BaHuA 3abonesaHuAa. OcnoxHeHunsa CF
cTaHoBATCA 6onee 4acTbiMU U BKJIO-
yatoT obycnosneHHbin CF gnabet, me-
Tabonnyeckoe 3aboneBaHne KocTen,
NMONMPE3NCTEHTHbIE NTEroYHble naTore-
Hbl, MHOXECTBEHHbIE JIEKAPCTBEHHbIE
anneprum, NeYEeHOYHY0 U NMOYEYHYIO
HeA0CTaTOYHOCTb U NcuxocoumanbHble
OCNOXHEHMA XXN3HU, Bbl3bIBaHHbIE XPO-
Hu4yecknm 3aboneBaHueMm. Ona XeHLnH

cTana BO3MOXHOWN 6epeMeHHOCTb, AnA
MY>XUUH — neyveHne 6ecnnoama, nosTo-
My ceMelHaA XX13Hb B 06CTOATENbCTBAX
XpoHuyeckoro 3abonesaHunA, Takoro
kak CF, ctana peanbHOCTbiO 1 BCTpeYa-
eTcA ¢ Bo3pacTalowen vyactoton [1, 2].
CnepoBaTenbHO, B MEAULIMHCKYIO MO-
Mowb npu CF Tenepb BOBNE4YEeHO
6onblue y3kux cneumanuctos. BaxHo,
4yT06bl OHU NoNyYanu obpasoBaHue No
MeauumHckon nomowm npu CF n no-
HMManu, 4YTo HM ofHa 3afadva HuKorga
HE CTOMT OTAENbHO, a BKITIOYAET MHOXE-
cTBO acnekToB. MexaucuunnmHapHasa
CBA3b MeXAy creuunanucramm CTaHo-
BUTCA CYLLECTBEHHOMW ANA NoApocTKa,
Hy>Xatoleroca B NOJy4YeHU oauHa-
KOBbIX I/IHCprKLLI/II;I n oANHaKoBOro oT-
HOLLUEHMA, KacaloLeroca Jie4eHus; aTo
0Cc06EHHO BaXXHO AJ1A MOAPOCTKOB, BCE
eLle HeOMbITHbIX B 0OLEHUN Henocpea-
CTBEHHO CO cleuManucTaMu B oTcyT-
cTBMe poauTtenen. Ecnu nHcTpykuun,
Kacatouwmeca nnaHmMposaHnAa megununH-
CKOW MOMOLLM, pasnnyaioTca, nauneHT
HaYyHEeT YyBCTBOBaTb ce6A HEYBEPEHHO
1N YA3BUMO, YTO MOXET nogopBaTtb ero
noBepue Kak K cucteme, Tak 1 K cBoemy
cobcTBeHHOMY koHTposnio CE Cneuua-
JINCT MOXET ObITb NPUBEAEH B 3ameLLa-
TeNbCTBO MOAPOCTKOM, KOTOPbIA XO4eT
obecyxaaTb BCE U UMEET ACHOE MOHU-
MaHUe TOro, YTO OH XOYeT. Takmne cutya-
LMy TpebyloT HaBbIKOB KOMMYHMKaLWK,
BPEMEHM 1 TeprneHuns, 4To He Bcerpa
BO3MOXHO. Cneunanuct JonxeH no-
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HMMaTb, YTO NMOAPOCTOK MOXET UMETb
GonbluUe CKPbITbIX 3MOLMOHANbHbIX Ha-
pYLWEHUI, HE NPOABNAOLWNXCA Cpa3y
[2]. Xopolaa komMyHuMKaLmA ABnseTcA
npobneMon v ana Tex, u ana opyrux.

TNeyenue nogpoctkos ¢ CF Bo B3poc-
JIOM cTaumoHape TpebyeT onpeneneH-
HbIX pecypcoB. TakTuka pasgeneHus,
Hanpumep, PeKOMeHAYeT OTAeNbHble
nanatbl C BAHHOW KOMHaTon. CTaHOBUT-
cA HeobxoaumbiM goctyn B MHTepHeT,
NMOCKOMNbKY MOAPOCTKM NPOBOAAT 60Mb-
Lyto YacTb gHA B cBoen nanarte. [Npa-
BUJIa BHYTPEHHErO pacnopajka HY>XHO
o6cyxaaTb ¢ NnauneHTaMu no Mepe mx
NoMbITOK pacnMpuTb 3TW rpaHnupl. Ce-
CTPUHCKUI NMepcoHan aonxeH obnagatb
ONbITOM U HaBblKaMW KOMMYHUKaLUK,
4TO6bl UMETH AENO C TakMM TUIMOM MOo-
BeAeHUA, a TakKe NoHMMaHne ocobeH-
HocTen CF; 3HaHMA npouecca nepexo-
na v ¢akTopoB, BANAIOWNX HA AaHHbIN
npoLecc, ABAATCA 06A3aTENbHbIMMU.

EBponeiickue Tpe6oBaHuA
K nepexoAy Ha B3pocnylo
MeAVLMHCKYIO MOMOLLb

B 2005 r. KOMUTET MO KOHCEHCYCY, Ha3Ha-
YeHHbI EBponerickum obLecTBoM my-
KkoBucumnpo3sa, paspaboTan ctaHAapThbl
MeauumHckon nomouwm naumneHtam c CF,
BkJ/llOYaloLwme TpeboBaHMA K nepexoa-
HOM MeaWLMHCKOM NMoMOLLM ¢ neguna-
TPUYECKOro Ha B3pOcnoe MeanLmnHcKoe

o6enyxusanue [10]. Ux knoyesbimun
nyHKTamMmun ABNAIOTCA cneayowme.

e [lepexop Ha B3pOCNyi0 MEAULUH-
CKYl0 MOMOLLLb AOJIXXEH MPOUCXO-
OUTb B paHHEM B3pOCNIOM BO3pacTe,
coctasnawowem 16-19 net.

e [loaxop Kk onpeneneHuto Bo3pacta
nepexopga AoJXeH 6biTb r’MOKMM, HO
nepexop 3aBepLuaercAa K 19-neTHe-
My BO3pacTy.

e B peakmx cnyyanax nepexon MOXeT
ObITb 3aMenNieH UM YCKOPEH Mo
NCUXONOTMYECKUM UNU MEeANLNH-
CKUM NoKa3aHuAM, HanpumMmep B CBA-
31 ¢ TpaHCcNaHTaumen unm 3agepx-
KOW pa3BuTuA.

e Wpena nepexopa Ha B3pocnyto me-
OVULMHCKYIO MOMOLLb JOMXHA BHe-
OPATbCA BCKOPE nocfie MOCTaHOB-
K1 pmnarHosa. Bce nmaumeHTbl n nx
pPOAUTENN [ONXHbI UMETb BO3MOX-
HOCTb BCTPETUTbLCA C B3POCon 6pu-
ragon nepen nepexonom.

e B petanax nepexofa AonXHa npwu-
CyTCTBOBaTb rMOKOCTb.

e Mexnay B3pOCnbIMK LEHTPAMM U CO-
OTBETCTBYIOWUMUN AETCKUMU KIN-
HUKamMu fosixxeH ObITb pa3paboTaH
COBMECTHbI CTPaxoBOW Nosuc.

e C 15-19-neTHUM NOAPOCTKOM LLONXK-
Ha paboTaTb 06beAnHeHHasa 6pu-
raja npeacraBuTenen neanaTpu-
YeCcKOW 1 B3POCION MeAULMHCKON
cnyx6bl. Bcemu npukpenneHHbIMU
yneHamu 6purap [oJXXeH OblTb
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npeacTaBieH OTYET MO Nepexoay,
BKJIlOYaOWMA noagpobHOCTN ana-
rHO3a W nnaHbl Ha nocnenyoLyio
MeAMLMHCKYI0 MOMOLLb, @ TakxXe
npo4ve BONpocbl 0coOB0M BaXXHOCTU
OJ1A nauMeHTa u poanTenen.

5 Mopenb npoTokona nepexoga

MpoTokon nepexoma MoxeT npep-
NIOXUTb CTPYKTYpYy NpefocTaBneHun
MeanumnHckon nomowm npu CF Takon
WHCTPYMEHT A0JXeH OblTb COOTBETCTBY-
IOLWMM BO3pacTy U MCYEPNbIBAOLWMM
KaK onAa nepguatpudeckon 6puragbl,
Tak U gnAa mHoronpodunbHon Gpura-
Obl B3pOCNON MeAULMHCKON MOMOLLN.
OcHoBHasA Lenb NpoTokona nepexoaa
ANA MEeANLUUHCKON NOMOLUM NaLmeHTam
¢ CF coctouT B 06neryeHnmn paspabotku
CUCTEMbI, FapaHTUpPYIOLLEN HEMPEPDIB-
HOCTb B Takux obnacrax, kak obyvyeHune
NCcMXONorMyeckon apantauum K usme-
HEeHWAM, npeacTaBneHne nHgopmauum
0 COCTOAHMUM 300POBbA 1 MEAULMHCKOMN
nomMoLuu, NoaaepXKa ceMbU U coumanb-
HbIX CTPYKTYpP U NOArOTOBKA PEKOMEH-
[auuin no okasaHMio caMOMOMOLLN.

5.1. KnioueBble anemeHTbl gnsa
AETCKUX MeAVLIMHCKNX Yy4YpeXXaeHui

B npoTokone nepexona AONXHbI 6bITb
chopmynupoBaHbl NpUOPUTETLI ANA
OGpuraabl negnaTpuyeckon nomowu,

BKJlOYaloLWMe ee nNapTHepcKkne B3au-
MOOTHOLLEHMA C MOJIOAbIM YENTOBEKOM,
ero poautenamu n 6puragon B3pocnon
MeANLIMHCKON MOMOLLIN:

e 00yyeHue pogutenen n ux pebeH-
Ka NpakTU4YeCKMM 1 TEOPETUYECKMM
HaBblkaMm, cBA3aHHbIM ¢ CF;

® MOHWTOPWHI CTpaTeru Ncuxono-
rmyeckon aganTtauuu, NPUHATBIX
poauTenaMun n pebeHKoM, 1 Npu He-
obxogmMmMmocTn 06cyxXaeHne ¢ HUMKU
3TUX cTpaTerun;

e CTUMynUpoBaHWe poauTenemn no-
CTEMNEHHO nepefaBaTb OTBETCTBEH-
HOCTb 3a MEAMLMHCKYI0 NMOMOLb
pebeHKy;

® MOMOLLb NOAPOCTKY B MPUHATUN UM
OTBETCTBEHHOCTU 3a CBOE JieYeHue,
peweHun npobnem; obyyeHue He-
3aBUCUMOCTM;

e KOppeKuusa obpasa >KM3HM NoapPocCT-
Ka (ankoronb, NekapcTBEHHbIE cpe-
CTBa, NUTaHUe n Ghr3nYeckyto akTuB-
HOCTb), 3a60Ta O ero cekcyasbHOM
30,0pOBbE, AETOPOAHON (hyHKLUY,
CcNocoBHOCTU K NPOJOJIKEHUIO 06-
pasoBaHuA U TPYAOYCTPOWNCTBY;

e conpoBoOXAeHue nogpocTka npu
ero nocewleHunsax neguatpa 6e3 po-
auTenen;

e nopAepxka U COBETbl POAUTENAM
1 pebeHKy npu Bbibope nMun B3poc-
nown 60NbHULLbI;

NMOMOLLb POAUTENAM U PeBeHKY Npu
NocCeLLEHNN B3POCSION KIIMHUKN.
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5.2. KnioueBble anemeHTbl gna
B3POCJIbIX MEAULMHCKUX YYpeXAeHUN

B npepnenax B3pocnoro ueHTpa nomo-
wmn 6onbHbiM CF B npoTokone nepe-
Xxofa cnefyeT yuuTbiBaTb cnegytoLimne
KJTl0YEBbIE 3/IEMEHTbI:

® yKpenneHvne NMEeLLMXCA NpakTnye-
CKMX N TEOPETUYECKMX HaBbIKOB, Ka-
catowmxca CF, n o6y4yeHune HOBbIM;

e BHMMaHUE K HOBOMY pacnpegene-
HUIO poneli: MeHbLUAA BOBJEYEH-
HOCTb poguTenen n 6onblan oT-
BETCTBEHHOCTb NMOAPOCTKa 3a €ro
COOCTBEHHYIO MEAWLIMHCKYIO No-
MOLLb U Tepanuio;

e MpoposXeHue Koppekuum obpasa
XW3HW (anKoronb, neKapCcTBEHHbIE
cpencTBa, NuTaHue n dusnyveckyio
aKTMBHOCTb), 3a60Ta O ero cekcy-
anbHOM 3[4,0pPOBbE, AETOPOLHOM
dyHKLMKM, cnocobHOCTM K NPOLOS-
XeHuto obpa3oBaHWA U TPy#oy-
CTPOWCTBY;

e [fanbHelillee pa3BUTMe HaBbIKOB
CaMOorMoMOLLM.

3aponro go AencTBUTENBHOMO Mne-
pexona 6purage B3pocnon npodec-
CUOHANbHON MEeAULWUHCKOWN MOMOLLMK
crnenyeT OTNpPaBUTb MUCbMEHHbIE PEKO-
MeHAaumMn, KOTopble JOJIKHbI BKJOYATb
ncToputo 601e3HU, OCNOXHEHUA, Focnu-
Tanusauuu, NeYeHne, OCNOXHEHUA Je-
YeHUA, TEKYLLMI NPUEM JIEKAPCTBEHHbIX
CPEeAcCTB, onepauum 1 BO3MOXHbIe OC-

NNOXXHEeHUA, a Takxxe ncuxocouunasnbHoe
pas3BuTUe nauneHTa.

6 BbiBoabi

MoapocTkn NpeanovYnTaloT KOMMETEHT-
HbIX U YECTHbIX PaGOTHNKOB 34pPaBo-
OXpaHeHuA, BHylwamwmnx gosepue
n 3aboTAawmxca 06 nx notpebHoCTAX.
Mockonbky OHM MOCTENEHHO BblpacTatoT
N3 [EeTCKOro OKPYXEeHWsA, OHW XenatoT,
4YTOGblI OTHOLLEHWE K HUM nepcoHana
CTano B MeHblIeW CTENEHN OETCKUM
n 6onee COOTBETCTBYIOLMM BO3PAcCTYy,
N NpUBETCTBYIOT obpalleHne ¢ HUMMK
KakK ¢ paBHbIMM MapTHepamu no meau-
umHckom nomowm. NpodeccrnoHanbHble
pPaboTHUKM 34paBOOXPaHeHUA AONKHbI
HaBOAUTb CMPaBKW, KacatoLmecsa aTux
npeanoyYTEHUN, U COOTBETCTBEHHO pe-

rynnpoBaTtb CTUJb OOLLEHMA.

B naHHOM npouecce nepexopa Bax-
HaA ponb OTBeAEeHa KaXXAOMY y4YacTHU-
Ky. [Mpobnema pnAa Bcex AeNCTBYIOLLNX
JIAL, COCTOUT B TOM, 4TOGbl MOCTOAHHO
npucnocabnunBaTbCcA K HENPepbIBHOMY
pa3BMTUIO U OCTaBaTbCA BOCMPUUMYN-
BbIMU K HOBbIM M3MEHEHUAM; npoLuecc
nepexona ABNAETCA MHAUBUAYANbHbIM
npoLeccom.

He Bce pmeTckue unu B3pocnble
cny>x6bl 34pPaBOOXPaHEHNA UMEIOT
Heob6XoA4NMble CUCTEMbI MOALEPXKKY,
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1 HopmanbHbIii pocT nerkoro

1.1. NpeHaTanbHoe pa3BuTue

MpeHaTanbHOe pasBUTUE CNOXHbIX
pa3BeTBNEHHbIX AbIXaTENbHbIX NyTEN
W anbBeoJsi, B KOTOPbIX MPOUCXOAMT ra-
3006MeH, TPaAWUMOHHO AENAT Ha Ye-
Tbipe dasbi [1].

1. 9m6puoHanbHaa das3a (Hegenu
0-6): B TeyeHMe gaHHOro nepuona
opraHoreHesa Jierkoe BbIMAANT Kak
BEHTpasbHbIN 3a4aToK NULLEBOAA.
[oneBble 1 cerMeHTapHble y4acTKu
LMAnHApuyeckoro anutenua dop-
MUPYIOTCA MO Mepe pa3BUTUA Obl-
XaTeNbHbIX NyTEN.

2. TcepoxenesuctanA ¢asa (Hegenn
6-16): HaunHaeTcA cybcermeHTap-
Hoe pa3BeTB/IEHMe, HanpaBnAeMoe
Me3eHXUManbHbIMU CUTHaNlAMU;
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BCe AbIXaTeNibHble MyTH, B KOTOPbIX
He NpoucxoauT ra3oobMeH, 1 co-
CyAucTbie CTPYKTYPbl MOJIHOCTbIO
¢opmupyloTCA K KOHLYY AaHHOTO Me-
prnopa. B TeueHue aton dasbl anu-
TenuanbHanA kKnetoyHasa anddepeH-
LMaumA Ha4nHaeTcA NPOKCMMaNbHO
M pacnpocTpaHAeTcA AUCTaNIbHO;
HauYMHalOT MOABNATLCA CNN3UCTbIE
Xenesbl, N B CTEHKAX AbIXaTeNbHbIX
nyTen 3aknafbiBaeTcA XpAlleBan
W rnagKomblleyHan TKaHb.

KananukynapHaa ¢dasa (Hegenwu
16-24): xapakTepHbIM NMPU3HAKOM
naHHon ¢asbl ABNAETCA pa3BuTue
NIEro4HOM NapeHXmmbl, Kotopas Oy-
net anddepeHunpoBaTbcA B ajibBe-
onbl, U NapannenbHoe yBenndeHne
KanunnapHbIX CTPYKTYpP. nutennn
npeobpasyetca n3 Kybuyeckoro
Buaa B 60nee NAOCKNE CTPYKTYpPbI
B TECHOM KOHTaKTe C MENKNUMU CO-
cynamu. B otnnyme ot passutua
OblXaTesNibHbIX NMyTen, obpasoBaHue
anbBEON HayMHaeTcA Ha nepude-
pvn nop BO3L4ENUCTBUMEM POCTOBBIX
¢dakToOpoB M CUTHANOB 3NUTENU-
anbHOro NMPOUCXOXAEHWA U pas-
BUBaeTCA NPOKCUMalbHO; pacnos-
HaBaeMble nHeBmouuTbl Tuna | n ll
npucyTcTBYIOT K 20-M HegenAm, XoTa
npoayunpoBaHue cypdakTaHTa He
Ha4yMHaeTcA [0 6onee NO3LHUX 3Ta-
nos 6epemeHHoCTU. K KOHLY 3TOro
nepuoga anbBeoNApPHbIe CTPYKTY-
pbl, B KOTOPbIX MPOUCXOAUT ra3o-

oOMeH, ABNAIOTCA TOHKOCTEHHbIMY,
obecneynBan ahdEKTUBHYIO CTPYK-
Typy razoobmeHa KpoBu, un cypdak-
TaHT HaYyMHaeT nNpoayuMpoBaTbeA
Ha MOBEPXHOCTU AaNUTENMA.

4. MewoTyaTana dasa (Hegena 24 —
OKOHYaHMe cpoka): AaHHbIA nepu-
op npepctasnAeT cobon nepuop,
B TEYEHME KOTOporo obpasytoTcA
anbBeONAPHbIE XOA4bl Y MELIOYKM,
4YMCNO KPOBEHOCHbIX COCYAO0B pe3-
KO yBENU4YMBAETCA, U 3HAYUTENIbHO
yBeNM4YMBaeTca nioLaib noBepx-
HocTu nerkoro. MNpoayunpoBaHue
cypdakTaHTa BOo3pacTaeT, 4ToObl
CNnoco6GCTBOBAaTb BbIXXMBAHUIO BHE
MaTKu.

K HacToAwemy BpemeHn 60nbLINH-
CTBO U3 UMEIOLLUXCA faHHbIX MO3BONA-
€T NPeanonoXuTb, YTO 3TN MEXaHWU3Mbl
XOPOLLO COXPaHAITCA 1 ABMATCA HOP-
MasNibHbIMW Yy NjoAa ¢ MyKOBUCLMAO-
30M. AyToncuyHble o6pasLbl, B3ATbIE
HECKONbKO OECATUNETUN Hasap, rnoka-
3a5M HEKOTOPYIO CTerneHb 06CTPyKLUMM
NOACNN3NCTBIX XeNne3 Uin paclumpeHme
aUWHYCOB MOACNU3UCTbIX Xenes [2-4],
HO B OCTaJlbHOM — HOPMabHYlO MOpP-
¢onoruio nerkoro; B Apyrux muccrnepo-
BaHWAX He CMOIMIN 0GHapyXUTb Aaxke
3Ty aHomanuto [5]. B uccnegosaHuax
TPaAH3UTOPHOM, BHYTPUAMHUOTUYECKON
reHoTepanuun CF perynaTtopa TpaHc-
mem6paHHON npoBoaumocTu (CFTR;
oT aHrn. transmembrane conductance
regulator) Ha mbiwax CF BbigBMHYTa
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runotesa, 4to CFTR AaBnAeTcA BaXHbIM
perynatopom anddepeHumaumm nerko-
ro aHTeHaTaNbHO M MOCTEMEHHO M3Me-
HAET NeTaNibHbIN KULWEYHbIN heHOoTUN
[6], xoTA aTn pe3ynbraTbl HE GblAK MNo-
BTOPEHbI B NMocneayoLeM 1ccsieqoBa-
HUW C UCMOJIb30BaHMEM aHaNIOrMYHbIX
meTonos [7].

1.2. NocTHaTanbHoOe pa3BuTue

Yucno pbixaTenbHbIX NyTen u cucrema
pa3BeTBIEHNA NONHOCTbIO hopmMupy-
I0TCA K OKOHYaHUIO cpoka 6epemMeHHo-
CTU, HO Nepudepryeckne abixaTenbHble
nyTW ABNAIOTCA KOPOTKNUMU, U NapPEHXU-
Ma CoAepXUT MHOIrOYUCIIEHHbIE TPaH-
3UTOPHbIE NPOTOKM U MeLLIOYKU. Tenepb
M3BECTHO, 4YTO Bonbluan YyacTb anbBeO-
nApu3aummn, NocpeacTBOM KOTOPON aTu
CTPYKTYpPbl BbipacTaloT O MHOro4Yuc-
JIEHHbIX, MONHOCTbIO CHOPMUPOBAHHbIX
anbBeos, NPOUCXOAUT nocne poxae-
HuA. [lepBOHaYanbHO cYUTann, Y4To oHa
3aBepLuaeTcA B npeaenax nepsbix 2 net
>KM3HW, XOTA B HEKOTOPbIX paboTax, Ha-
ymHaA ¢ 1960-x rogos, NPennonoXnu,
YTO OHa MOXET NPOAONXATbLCA BMIOTb
[0 npumMepHo 8-neTHero Bo3pacTa [8].
HepasHo Narayanan et al. npumeHu-
1 meTopA BM3yanusauuu ¢ NOMOLLbIO
rmnepnonApmn3aumoHHOro MarHMTHOro
pe3oHaHca Ha OCHOBe renuA, 4Tobbl Uc-
cnefoBaTb anbBeonApmMsauuto nocne
aToro Bo3pacTa [9]. B aTom uccneposa-
HUW MONy4YeHO NepBoe CBUAETENIbCTBO

TOro, YTO 3TOT MPOLECC He MpeKpaLlla-
€TCA B PaHHWUN Nepuop Xn3Hu, BEPOAT-
Hee, OH MPOAOIIKAETCA Ha NMPOTAXEHUN
BCEro NoApoCTKOBOro nepuopa Ao paH-
Hero B3pOCnoro Bo3pacta. 3T faHHble
OTHOCATCA K paHHen ctaguu 3abonesa-
HuA nerknx npu CF n asnAaioTcA 6onee
Ba>XXHbIMW, eCNN HeoBpaTMoe NoBpeXx-
[eHve Nerkoro npovucxoanT B Nepuog,
He3aBepLUEeHHOro pocTa Nerkoro.

MexaHu3mbl noBpeXxaeHUA
1 NMopa)XeHUA AbiXaTesNbHbIX
nyTen npu CF

2.1. Undekuuna n o6ocTpeHns
3aboneBaHUNA Nerkmx

OcHoBoW NaTtohun3nonorun abixaTesnb-
HbiX NyTen npu CF ABnAeTcA aHOManb-
HbI MOHHbIV TPAHCMOPT Ha MNOBEPXHO-
CTW 3aNUTENuA, NPMBOAALLUN K HU3KOMY
00beMY MepULUIMAPHON XUAKOCTU
(PCL; ot aHnrn. periciliary liquid), neru-
OpaTUpoOBaHHOW BblleNexalen cnu-
31 N HapYLWEHHOMY MYKOLUIMapHOMY
knupeHcy (MCC; ot anrn. mucociliary
clearance) [10]. Tem He meHee in vivo
camo no cebe OTcyTCTBME HOPMAaNIbHOTO
reHa CFTR moxeT 6bITb HeOCTaTOYHbIM
ana cHuxkeHna MCC. B mogenu Ha Kysnb-
Type, NoABepPrHyTon Bo3aencTemio ga-
30BOr0 ABUXEHWA, NpefHa3HavYeHHON
ONA MoaennpoBaHuA JIerkoro in vivo,
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B PCL npucyTtcTBOBaNu BbiCOKNE YPOB-
HW ageHo3uHTpudocdata (ATD), koTo-
pble KOPPEKTUPOBANUN MOHHbBIN TPaHC-
MoOpT U 3a CYET 3TOro NoAAepXuBanu
BbicoTy PCL u MCC [11]. JaHHOE uc-
cnefoBaHue nogpasymeBano Heobxo-
AMMOCTb «BTOPOro yaapa», B AaHHOM
cnyyae B hopme BUpPYCHOWM nHbekLmn,
koTopana nosblwaeT ATO-dasbl 1 Ha-
pyLUaeT XOpoLLOo noanep>Xxmsaemblii 6a-
naHc. Nockonbky HU ogHOMY pebeHkKy
HEBO3MOXHO M36exaTb Takux UHGeK-
umn, MCC, BepoATHO, CTAaHOBUTCA aHO-
MaJibHbIM Ha KakoM-nnbo aTane mexay
pOXAEHMEM U MOJIHbIM CO3pEBaHNEM
nerkux. OTHocuTenbHaA yacTtoTa 6akTe-
puanbHbIX MHDEKLMIA N TAryYan Cnu3b,
BblAenAowancA y pebeHka mnagLlero
BO3pacTa, HECOMHEHHO, NoATBepXaana
Obl 3TO MHEHME.

B Bo3pacTe oT Mnagwero WKoOb-
HOro [0 NMOAPOCTKOBOro, HECMOTPA Ha
COBPEMEHHbIE, arpeccuBHblE CTpaTe-
rmm apagukaumm, 60NbLIMHCTBO OeTen
¢ CF nmetoT B aHaMHe3e nepeHeceHHble
OakTepuanbHble NMHMEKLUN HUXKHUX
OblXaTeNbHbIX NMyTEN, U Yy 3HaYUTENb-
HOW MUX YacTu MHdekKLMA cTaHOBUTCA
XpoHunyeckon. Hanbonee pacnpo-
CTpaHEeHHbIM OpraHM3mMoM fABNAeTCA
Pseudomonas aeruginosa, xoTa Hepea-
KMMU ABJIAIOTCA XPOHUYECKME UHbEK-
umm Staphylococcus aureus 1 HoBble
rpamoTpuuaTesnbHble NaToreHbl, Takme
kak Stenotrophomonas maltophilia
n Achromobacter xylosoxidans [12].

Ecnu B paHHeM peTcTBe aTUMUYHbIE
MuKobGakTepumn ABNAIOTCA pPeaKu-
MW, OHU cTaHOBATCA 6oNiee YacTbiMU
C yBenu4yeHuem Bo3pacTta, Npuyem
Mycobacterium abscessus npepcraB-
nAeT cobon opraHuam, obnapatowmn
HanbonbWwnM noTeHumanom Hebna-
rONpPUATHbLIX KJIMHWYECKUX nocnep-
CTBUIN 1M Hanbonee nNpobremMaTUyHbIN
ana nedvenua. OTyacTu Bo3pacTatoLan
pacnpocTpaHeHHOCTb 3TUX OpraHus-
MOB napanfiefibHO ¢ TaKuMu BMaamMu
rpnbos, kak Aspergillus fumigatus, no-
BMAUMOMY, CBA3aHa C KYMYJATUBHOMN
Harpys3kon aHTUOMOTUKOB, KOTOpbIE
NONy4aloT 3TU IOHble NaLUeHTbl, XOTA,
BEpPOATHO, Apyrune dakTopbl Takxke AB-
nATCA peneBaHTHbIMU. Bo3pacTatowwan
COCPenoOTO4EHHOCTb Ha MOJIEKYNAPHbIX
mMeToaax ANA uccnefoBaHnA BCEro «Mu-
Kpobuoma», BEpPOATHEE, YEM TOJIbKO
cenekTUBHaA KyNbTypa MUKPOOPraHn3-
MOB, NpuBena K 0CO3HaHMUIO TOro, YTO
B AbixatenbHbix nyTax npu CF npucyT-
CTBYIOT MHOTouYMcneHHble Buapl [13, 14];
ocTaeTcA onpenennTb, Kakne U3 HUX
ABnNATCA Hanbonee peneBaHTHbIMU
KIMHUYECKM, a Kakne U3 HUX Mornm Obl
ObITb AENCTBUTENBHO NONE3HbIMMU.

Y70 KacaetcAa P. aeruginosa, B yacT-
HOCTU, TeMepb CTasio MOHATHee, Kak 3Ta
6akTepuAa npucrnocabnueaeTcA K Nerko-
my npu CF n nepexogut B XpoHuye-
ckoe cocTtoAHue [15]. AnbruHaTt cuH-
Te3npyeTcA B pe3ynbraTte CMOHTaHHbIX
MyTauun B reHe Muc A, npueoaAmx
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K MykongHomy dheHoTuny. MexaHusm
6akTepuanbHOM YyBCTBUTENbHOCTH,
NOCPEACTBOM KOTOPOro pacTBOpUMbIe
MOJNEKYbI, TaKNE KakK auuyiroMmocepu-
HOBble NakTOHbI, cBOOOAHO AN dyHAN-
pytoT Yepes 6GakTepuanbHble KIETOYHbIE
cTeHKn, paboTaeT Takum o6pas3om, 4To
MX KOHUEeHTpauma, ABNAOWaACA NHAN-
KaTopom GakTepuanbHOW MAOTHOCTH,
3anyckaeT o6pas3oBaHne BUOMNNEHOK,
BHYTPW KOTOPbIX GaKTepun n3onmpo-
BaHbl Kak OT 3aWUTHbIX MEXaHU3MOB
X03AMHA, Tak U OT aHTUOMOTUKOB.
Baktepuun BHyTpu 6mMonneHok metabo-
JINYECKN HEeaKTUBHbI, AENIATCA OYeHb
MeAJIeHHO, U B 3TOM COCTOAHWUW aHTU-
OVOTUKM, flaxe ecii OHU NPUCYTCTBYIOT
B OKpYy>KaloLeM NpocTpaHcTBe, OyayT
HeaddekTMBHbIMU. Ha nuke gaHHOro
XPOHUYECKOTO COCTOAHUA NHMbEKLNMN
nauneHTbl UCMbITbIBAOT 060cTpeHUA
ee CMMNTOMOB (yCUNeHHbI Kawenb,
BblAeNIeHNEe MOKPOTbI, UBMEHEHWNE KOH-
CUCTEHLMM UK LBETA MOKPOTbI, OAbILL-
Ka, Cyxue CBUCTALLME XPUMbl U pexe
Nnxopagka) npu conyTCTBYIOLLEM CHU-
xeHuun pyHkumm nerkmx [16]. Mpuunna
(NpuymrHbI) 3TUX 06OCTPEHUI He Mnon-
HOCTbIO MOHATHA. Bupycbl BoBReYeHbI
[17] » moryT 6GbITb BaXxHee B AETCTBE,
4YeMm BO B3pOCnoM Bo3pacTte. bonblwimnH-
CTBO AaHHbIX CBUAETENbCTBYET Mpo-
TUB HOBOrO MaToreHa WM MaccoBOro
yBenn4yeHnsa 6akTepuanbHON Harpysku
B 60JIbLUMHCTBE cry4yaeB. Bo3amoyHble
anbTepHaTUBHbIE OGBACHEHUA BKIIO-

YaloT He3aMeTHOe U3MeHeHue B OT-
HOCUTENbHbIX MPOMNOPLMAX KOJIUYECTB
GakTepui B npegenax mmkpobuoma,
M3MeHeHUA B peHOTUME U CEKPELMHN
9K30MpPOAyKTa OCHOBHbIMMK HGakTeprAMM
NN gaxe U3MeHeHWe BOCNannTeNnbHOM
peakumn. Kakon 6bl HM Gblna nexatiasn
B OCHOBE Mpu4MHa, Takne o60CcTpeHmna
paneky ot Jo6poKavyecTBEHHbIX, MO-
CKOJIbKY COMpoBOXAaloTcA ANUTENb-
HbIM yXyaweHunem QyHKUUN Nerknx
[18], n pencTBUTENBHO, NPUBNN3NTENb-
HO Yy 25% nauneHTOB OHU NMPUBOAAT
K pe3komy nageHuto yHKuMmM nerkmx,
He crnocobHOW BepHYyTbcA K 6a3oBOMY
ypoBHto [19, 20].

2.2. BocnaneHue gpixaTesbHbIX nyTen

Ha BocnaneHnue npu CF npeo6napgato-
Liee BINAHNE OKa3blBaAET yBeNnyeHune
KonunyectBa HenTpodunnos, Npoxoan-
LWKMX B MPOCBET AbIXaTeNbHbIX NyTEN.
XoTA B MOLeNAxX KCeHOTpaHCMIaHTaToB
nosnyYeHbl HEKOTOPble AaHHble O TOM,
4yTO camu no cebe myTtauum B reHe CFTR
MOTYT OblTb MPOBOCMANUTENbHbIMY,
GONbLWNHCTBO AaHHbIX KINUHUYECKUX
nccnenoBaHun [22] n 6onee HepaBHUe
OaHHble, noNly4yeHHble Ha mogenun CF
y cBUHeMn [23], yka3bIBaloT, MO MHEHUIO
aBTopa, Ha BOoCrMaseHune Kak Ha BTOpUuY-
Hoe ABneHue. NyckoBbIM MEXaHU3MOM
MOryT 6bITb BUpPYCHble, GakTepuanb-
Hble UIKn rpubkoBbie MHGEKLUN Unun,
BO3MOXHO, laXke BAbIXaHUE BeLLecTBa
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B BUAE YacTuy B 3arpA3HEHHOM BO3-
ayxe. ANUTenun n pesmaeHTHble Ma-
Kpodaru npoayumpyioT pag nposocna-
JINTENbHBIX MEANaToOPOB, ABNAOLMNXCA
XemoaTTpakTaHTamun AnAa HenTpodu-
no.. VIHTepecHo, 4To, flaxe CKOpPpPEeKTU-
pOBaHHbIe MO YKCY NaTOreHOB, YPOBHM
HENTPOMdUIOB 1 COOTBETCTBYIOLLNX Me-
amatopoB ABnAoTcA 6osiee BbICOKMMM
B HUXKHUX AbIXaTesbHbIX MNyTAX nauu-
eHToB c CF, yem y neten c 6aktepuanb-
HOW MHMEKUMEN HUXHUX AblXxaTenb-
HbIX NMyTeun, He cTpagatowmx CF [24].
MpepnoxeHo HECKONbKO MEXaHU3MOB,
BKJIIOYAlOLMX MOBbILLEHHOE CBA3bIBA-
HMEe NnaToreH-acCoLuMUPOBaHHbIX MO-
JIeKyNIAPHbIX MNaTTepPHOB C UX NaTTePH-
pacnosHawowmmn peuentopamm [25],
Gonee BbiCOKME YPOBHU akTUBaLUU
KanbLMN-3aBUCMMON NepeaaYvn cmrHana
[26] n neperpys aHaoonnasmaTM4eckoro
peTukynyma HenpaBWUJIbHO MpoOLEeccu-
poBaHHbIM 6enkom CFTR [27].

Y7066l BOCNAnUTEeNbHbIN OTBET
Obin Hanbonee Nose3HbIM AJIA X03A-
MHa, Heob6xoanmo, 4YTobbl OH Obin ”
WHULUNPOBAH U OCTAHOBJIEH MPaBUb-
Ho. YTo KacaeTcAa nocrnefnHero, oTBeT
npu CF oka3biBaeTcA HEAOCTATOYHbIM.
NuTtepneriknH (UJ1)-10, oanH 13 ocHOB-
HbIX MPOTVMBOBOCMNANMNTENbHbIX LUTO-
KWHOB, CHMXEH B AbIXaTesIbHbIX NMYyTAX
npu CF [28], n noka3zaHo, 4YTO YpPOBHMU
JINMOKCVHOB, ABNAIOLWMXCA OCHOBHbI-
MW MegMaTopaMu paspelleHua BoC-
nasieHna, TakXe ABNATCA HU3KUMU

[29]. Heckonbko uccnenosaHuii nop-
TBEPXAAET KOHLEeNUUio 3aMeaJIeHHOro
anonTo3a B HenTpodunax npu CF [30].
3Tu 1 gpyrue mexaHu3Mbl MOTYT 06b-
ACHUTb TPYAHOU3NIEYMMOE BOCNaneHue,
Habniogaemoe B AbIXaTeNIbHbIX MyTAX
B cny4vaax CF npu oTcyTcTBUM ABHOM
UHOULMPOBAHHOCTU. XOTA HEKOTOpPbIE
WUHTEePNPETUPYIOT 3TV AaHHbIE KaK Mof-
TBepXAaloLime runotesy nepBUYHoOro
BOCManeHun, aBTop Npeanonoxun 6Gbi,
4YTO NOCPenCcTBOM 3TUX MEeXaHU3MOB
pPaBHOBEPOATHO [OCTMraeTcA LMTonun3
6akTepuin, HO UX HopMalsibHOe ypane-
HWe 13 OblXaTeNbHbIX NyTeW 3aMeANneHo
B pe3yfbTaTe HapyLeHHOro anonTtosa
WU HeQOCTaTOYHOCTU MPOTUMBOBOCHA-
JINTEeNbHbIX MEXaHW3MOB MepeksoYe-
HUA.

Kak Tonbko HenTpodunbl nonaga-
0T B AbIXaTesibHble NyTU, UX [EeATeNb-
HOCTb COCTOUT B TOM, 4TO6bI cnocob-
CTBOBAaTb YCTPaHEHMWIO UHMULMPYIOLLNX
OpraHn3MoB, U [aHHbIN MexaHn3m
XOpOLUO AEeNCTBYET Y XO3A€eB, He CTpa-
natowmnx CF, npu nHdeKuMAX HUXIHUX
ObixatenbHbix nyten. OH MoXeT 6bITb
NONHOCTbIO 3(PPEKTUBHLIM Ha paHHEN
ctagun CF n ycnewHo ycTpaHATb MuU-
KPOOpraHM3mbl, B 4HaCTHOCTU NMpPU no-
MOLLM NPaBUIbHOTO pacno3HaBaHuA
WHdEKUUN 1 HanpaBNeHHOro BBeAEHUA
aHTU6MOTNKOB. Tem He MeHee Ha Gonee
no3gHMX ctagmAax 3abonieBaHMA U KOH-
KPeTHO K MoApOCTKOBOMY BO3pacTy
NPUCYTCTBUE XPOHMYECKON MHbEKLNN,
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HECMOTpPA Ha 3HA4YMTEJIbHYIO HENTPO-
dunuio, nogpasyMeBaeT, 4TO 3aLUMTHbIe
MEeXaHU3Mbl XO03AMHa TeMNepb He MNOJIHO-
cTbto adpdekTnBHbI. CyLlecTBylOT He-
KOTOpPblE AaHHble, MO3BONAOLNE Npea-
NMONOXWUTb, YTO, MOCKOJIbKY NENKOLMTBI
akcnpeccupytoT CFTR, nx dyHkuna npum
CF aBnaeTcA HacneocTBEHHO aHOMalb-
HOW; 3TO NoATBepPXAaeT paboTa Ha Mbl-
LWNHBbIX MOAENAX, MepeHecLUnx TpaHe-
njaaHTaumio KOCTHOro mMo3ra (kak 1 pag,
KNUHUYeckux uccnepgosaHuim) [31].
Kpome Toro, kak Tonbko NpucyTcTByeT
3HauYUTenbHOEe BOCManeHue, npoTeasbl
HENTPOMUNBLHOIO NPOVCXOXAEHNA pac-
LWennAlT peuenTopbl, BOBJIEYEHHbIe
B KnupeHc 6akTepuin ¢ MOBEPXHOCTH
cocefHUX HENTpodUNoB, YTO AenaeTt
nx HeakTuBHbIMYU [32]. Taknum o6pasom,
Ha paHHUX cTaguMAax 3aboneBaHuA 3a-
LWMTHbIE MexXaHW3Mbl X03AMHa/Bocna-
JNINTENbHBIA OTBET MOFYT AOCTAaTOYHO
XOPOLLO COXPaHATbCA, HO Ha NO34HUX
cTagmAx, B NOAPOCTKOBOM u Gonee
cTaplueM BO3pacTe, OHM MOFyT Ha4vaTb
cTpafaTb B pe3yfibtate MX COOCTBEHHON
M36bITOYHOCTU. DTO ABNAETCA KIUHU-
YeCKM 3Ha4YMMbIM, MOCKOMbKY, MOMUMO
HecnocobHOCTM OCYLLECTBAATb CBOIO
OCHOBHYI0 DYHKLMIO, BOCMANUTENbHbIN
OTBET NPUBOAUT K BbICOKUM JIOKasb-
HbIM YPOBHAM (DEpPMEHTOB, TakMX Kak
HenTpodun-anacrasa, MaTPUKCHbIE Me-
TannonpoTenHasbl U kaTencuHbl [33].
3TN hepmeHTbl HapywalT QyHKLUIO
BHOBb BOBJIEYEHHbIX BOCNANNTENbHbIX

KNEeToK, HO TakXe, BEPOATHO, ABNAIOT-
CA OCHOBHOW MPUYMHOW AeCcTPpyKUnmn
CTEHOK AblXaTeNbHbIX NyTeln, KoTopasa
NnepexoauT B PEHTreHONOrMYeckn BUAN-
MbIl GPOHX03KTa3 U B KOHEYHOM cyeTe
BeAeT K COKpaLLeHHOW NPOAoNXKUTENb-
HOCTM XU3HMW.

2.3. PemogenupoBaHue n pectpykumsa
CTEHKMW AbIXaTeNbHbIX NyTei

Jlerkue oT naumeHTOoB, ymepLwux ot CF,
WNW ydaneHHble nepen TpaHcnnaHTa-
umen (B HaWwm OHU, K CHACTbO, NULLb
HEMHOTMEe M3 HUX OT NMOAPOCTKOB),
XapakTepua3yTcA MacCUBHON OPOH-
XWanbHOW AunaTtauuen, yTosnweHnem
CTEHOK AbIXaTeslbHbIX NyTen, o6CTPyK-
LMEen CIN3UCTbIX Xene3 U Huxenexa-
wmm punbposom. OTHOCUTENBHO ANU-
TeNbHbIN Nepuon BPeEMEeHU, B TEYEHNE
KOTOPOro nponcxoauT aTo npeobpaso-
BaHMe 340POBbIX AblXaTeNIbHbIX MNyTeN,
KaKOBbIMW OHW OblNn NMpPU POXAEHUN,
M OrpaHMYEHHOE YUCNO [OCTYMHbIX
MeTo40B AeflaeT 3aTPYAHUTENbHbIM
nccnegoBaHue atoro npouecca. C uc-
nonb3oBaHneM GPOHXOCKOMUYECKOro
naBaxa u aHpobpoHxmnanbHon 6uon-
CUM NoKasaHo, YTO peMoLenMpoBaHue
HauYMHaEeTCcA y>Xe B AeTCTBE: yToNeHne
PETUKYNAPHON NnaacTuHky 6asanbHom
MeMbpaHbl, YBENIMYEHHOE KONTIMYECTBO
rnagkoMblLLUEYHOW TKaHW U NOBbILWEH-
Hble YPOBHW MNKO3aMWHOTINKaHOB
ABNAIOTCA NOKa3aTeNnAMM paspyLieHunsa
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TkaHu [34, 35]. pyrue rpynnbl uccne-
posaresielt coo6LWmUAM O NOBbILLEHHOM
YPOBHE TaknX NpoAyKTOB paspyLleHuns,
Kak ecMo3uH, B moYe [36]. HekoTopbie
13 3TUX NPOLLECCOB, NO-BUAUMOMY, He-
NoCpeAcTBEHHO CBA3aHbl C BOCMNAaJieHU-
€M B AbIXaTes/ibHbIX NyTAX, HO Apyrue
Ka>yTcA He CBA3aHHbIMW C HUM, 4YTO
No3BoNAET NPeanoNoXuTb Napannienb-
HbIV Mpouecc; ToT (akT, 4YTo BOcnanu-
TeNnbHbIN MHMUNBTPAT B CAMOW CTEHKE
OblXaTesSibHbIX NyTen B 3HaYNTENbHON
cTeneHun coctouT us3 T-knetok [37],
BKJIIOYAOLWMX BHOBb OMNMCaHHbIN de-
HoTun Th17 [38], moxeT 6bITb cBA3aH
Cc 3TUM n TpebyeT fanbHeNLWero uc-
cnefoBaHuUA.

HopmanbHbie MexaHU3MbI
penapauum nerkux

[Mockonbky nopgasnawowee 60NbLWNH-
CcTBO naTtoniornyeckmx npoueccos CF
BCTpevyaeTcA BepoATHee B AbixaTenb-
HbIX MYTAX, YeM B anbBeoNApPHON 06-
NlacTu, aTOT pasgen onucbiBaeT mMexa-
HU3MbI penapauuu.

3.1. Murpauusa kneTok

Mocne noBpexaeHnsa abixaTeNbHbIX My-
Ten, NpPUBOAALLEro B pe3ynbraTe K 06-
pa3oBaHuio BpeLLn B LLEENOCTHOCTU 3Nu-
Tenuna, coyeTaHne pacnpocTpaHeHusn

N MUrpaumn KJIeToK UHULUUPYET Npo-
uecc penapauun. Murpauma kneTok
npeactaBnfaeT co60M KOMMNAEKCHbIN
npouecc, KOTOPbI MOXHO pa3fenuTb
Ha nAaTb aTanos [39, 40].

1. Mopdonornyeckaa nonapusayma:
KNeTKN-npenLecTBEHHNKN, pacno-
JNIOXKEHHble BIM3KO K Kpato paHbl,
npuobpeTaloT opuveHTaLUuto B Ha-
npaBfiEeHUN paHbl; 3TO BaXXHO Mpwu
ob6pa3oBaHUM KJIIETOYHbIX BbINAYMBaA-
HWUW, NamennMnoann n unonoanin.
3TOT npoLecc, BEPOATHO, 3anycKaeT-
cA B pe3ynbrate OTCyTCTBUA KOHTaKTa
MeXxnay KnetkaMmu uinm mMexay Knet-
KOW N BHEKNETOYHbIM MaTPUKCOM
Mo Kpato paHbl U OTYaCTU Hanu4mA
LINPOKOro pAfda CeKpeTupyemblx
CUrHanbHbIX MONEKyNn U ¢akTopoB
pocrTa.

2. PacwupeHue memb6paHbl: nonume-

pu3auma akTMHa NPUBOAUT B pe-
3ynbTaTe K KNeTOYHbIM BbliNAYMBa-
HWAM Ha Kpae KNeTkun, 06paLLeHHbIM
B NMPOCBET AbIXaTefibHbIX NyTeW.
B aTux npoueccax TecHo 3aAeNcTBO-
BaHO CEMEWNCTBO CUIHaNbHbIX MoJie-
kyn Rho/Rac.

3. O6pasoBaHue agres3unii: nnasmaTu-

YeckaA MeMmbpaHa 3TUX BbINAYMBa-
HUI NPOYHO NpuKkpennAeTca K cyb-
CTpaTy NOCPEACTBOM TPaH3UTOPHbIX
KOMMJIEKCOB afre3nu, CoaepKaLLmx
peuenTopbl, KNHa3bl U CTPYKTYPHbIE
MOneKynbl.
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4. BbITATMBaAHME U COKpaTUTENbHaA
€nocobHOCTb: BbITATMBaHME Ha 3TUX
BbINMAYMBAHNAX U COKpPALLEHVE MU-
03WHa [JaeT BO3MOXHOCTb KieTke
ABuratbcA Bnepen. BoeneyeHHble
CUTHanbHblE MOMNEKYJIbl, BEPOATHO,
nepekpeLLnBaloTcA ¢ MOJIeKyamm,
BOB/IEYEHHbIMW B pacwimpeHue
MeMG6paHbl, MOCPeACTBOM peryna-
unn pochopunupoBaHuna nerkomn
Luenu M1o3uHa.

5. PaspylueHue agres3nii: paspyLueHue
afres3uit B YacTu KJIETKU, KOoTopas
obpauweHa kK membpaHe, faeT BO3-
MO>XHOCTb 3aBepLUEHUA ABUXKEHMA
Bnepen; 3TO NPOUCXOAUT Nocpes-
CTBOM pAfa NpoTEOSIUTUYECKUX
dhepmeHTOB.

AnuTtenunanbHbie KNeTKn MOTyT Npo-
XOAMTb 3TN NPOLLECCbl MAaccoBO, COXpa-
HAA KOHTAKT C coceaHnMU KneTkamu no-
CpencTtBoOM KOMMJIEKCOB MEXKNETOYHbIX
KOHTaKTOB, 1, cllefoBaTe/lbHO, BEPO-
ATHee OBWUXYTCA B BUAE MNjacTa, Yem
B BUae N30JINPOBaHHbIX KNETOK. Takum
obpa3om, ux pacnpocTpaHeHue 4o no-
KPbITUA NOpaxeHHOW obnacTu npowc-
XoanT aphekTUBHO 1 BbICTPO.

3.2. NMponudepauua

Kak Tonbko npousoluna Murpauus Kne-
Tok (nepBble 12-24 vaca), 3TV KNeTku
nponudepupyoT n anddhepeHumnpy-
I0TCA C BOCCTAHOBNEHNEM CTPYKTYpPbI

1 DYHKLMN ObiXaTeNbHbIX NyTeu; aToT
NnpoLecc MOXET 3aHMMaTb OT CYyTOK A0
Hefenb, HO MOJIHOE BOCCTAHOBJIEHUE
He Bcerga BO3MOXHO, ec/iv NoBpexae-
Hue nepcuctupyeT. BasanbHblie kneTku
B MPOKCMMalbHbIX AblIXaTeNbHbIX MyTAX
n knetkn Knapa B ucranbHbixX oTAenax
ob6bnapaloT cnocobHOCTbIO K Andde-
peHuMaumy B NOBEPXHOCTHbIE LNU-
apHble anuTenuanbHble KNeTku 1 no-
BTOPHO 3acenAloT NOBpPeXAEHHbIE UK
NONHOCTbIO 0GHaxeHHble obnacTu [41].
HepnaBHO nonyyeHbl gaHHble, NO3BO-
nAlwme NpeanosioXnTb, YTO, B NPoO-
TUBOMOIOXHOCTb BCEM NMPEALLECTBYIO-
WMM HabnogeHNAM, caMu LMnapHble
anuTennanbHble KJIETKU MOTYT AENCTBO-
BaTb KaK NpeaLecTBEHHUKUN, BEPOATHO,
3a cyeT geamddepeHunaunmn B KNeTku,
nofo6Hble 6a3anbHbiM KneTkam. Mpea-
noJsiaraemMble KJIeTKU-NPeALIEeCTBEHHUKN
TaKKe MAeHTUdULMPOBaHbI B NPOKCU-
MalibHbIX MOACNM3UCTbIX Xenesax [42]
1 B HEMpOoanuTenuanbHbIX TefbLax Ha
GpoHxuonapHom yposHe [43]. B anb-
Beonax knetku Tuna ll anaoTcA npea-
LwecTBeHHUKaMum kneTtok tuna | [44].
OnucaHa Murpauuma B nerkve u no-
cneayowan auddepeHunauma B anb-
BEOJIAPHbIE KNETKM CTBOJIOBbIX KIIETOK
KOCTHOro moa3ra [45], xoTAa MeHee ACHO,
NPOUCXOAUT NN 3TO B CKOJb-HUOYAb
3HAYUTENbHOW CTEMEHU B AblXaTENbHbIX
nyTAX, B KOTOPbIX HE MPOUCXOAUT ra-
3006MeH, TO eCTb B OCHOBHOM acnekTe
natonoruu npu CF.
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3.3. Ponb BHEKNETo4HOro maTpukca
n ¢dakTOopoB pocTa ¥ penapauuuv

BHekneToYHbIN MaTPUKC MPUHLUMKN-
anbHO BaXKX€H MPU MUTpaLuM KNeToK,
CEKPETUPYIOLLMX MOJIEKYSbl, TAKME KaK
pnbpoHekTNH. OHKM ABNAIOTCA XEMO-
Takcuyecknmm daktopamu gna 6GpoH-
XWaNbHbIX 3NUTENNaNbHbIX KJETOK.
MaTpukcHaa meTannonpoTtenHasa-9
HakanJnBaeTcA Ha Kpae MUTPUPYIO-
wero anuTenua, o6palleHHoro B Npo-
CBET MPOBOAHbIX AbIXaTeNbHbIX NyTen
[46], n ee akTUBaUUA BHEKNETOYHbIM
MaTpUKCOM CyLlecTBeHHa AnA addek-
TUBHOW penapawmu paHbl, Kak U MoJie-
Kyna akTuBaTopa nja3mMMHOreHa ypo-
KuUHa3Horo Tuna [47]. Take BOBNeYE€HO
60onbLIOE YNCNO PacTBOPUMbIX HaKTo-
pPOB aNUTENNANBHOMO NPONCXOXAEHNA,
BKJTIOYAIOLWNX anuTenmanbHbi hakTop
pocTa, pakTop pocTa KepaTUHOLMTOB,
¢hakTop pocTa renaTounTOB, CEMENCTBO
nenTnaoB ¢dakTopa «TPUIUCTHUKAY,
MHCYNIMHOMO[o6GHbIN (hakTop pocTa,
TpaHchopmupyowmn paktTop pocta B,
LMTOKUHBI 1 BOCNanUTeNnbHble Meana-
TopbI [39].

Bnuanue gucoynkumm CFTR
Ha penapauuio JIerkoro

CyLLecTBYIOT HEKOTOPbIE AaHHbIe B NMOA-
TBep>aeHue Toro, 4to CFTR BoBneueH
B penapaumio paH anuTenua AbixaTenb-

HbIX MyTen, N 4YTO 3TN MEXaHU3Mbl MO-
ryt 6biTb, cnefoBaTeNibHO, HapyLUEHbI
npu CF. Hajj et al. ncnonbsosanu mo-
OeNlb KceHoTpaHcnnaHTaTta uMMyHoe-
(DULUMTHBIX MbIlIEN OnA uccnenoBaHusA
npoueccoB penapaunmn B TpaxeasbHbIX
uMnnaHTaTax u Habnoganu saHa4nTeNb-
Hble pa3nnynA Mexay anuTenuamMu au-
koro Tuna n CF; nocnegHun nponude-
pupoBan ¢ 6osiee BbICOKOM CKOPOCThIO,
HO 3aTem aunddepeHunpoBanca mea-
JNIeHHee, YTO NPUBOAMUIIO K aHOMallb-
HO rny6oKOMY runepnnasnpoBaHuio
anutenus [48]. [laHHble, NpuBeAeHHbIe
B 9TOW CTaTbe, NapannefibHo ¢ ApyruMu
OaHHbIMMW 3TON rpynnbl uccnegoBaTe-
e nokasanu, YTo aKcnpeccuA Bocna-
JINTENbHBIX LMTOKUHOB M MaTPUKCHbIX
MeTannonpoTtenHas Obina TakXke Mo-
BbllWEHA B AblXaTefbHbIX NyTAX, Npe-
TepneBatowmux penapauunio, npu CF
B HekoTOopoM mpoTvMBOpEYUUn ¢ aTUMMU
naHHbiMu, Trinh et al. coobwmnm o Hop-
ManbHbIX CKOPOCTAX nponudepaumm,
HO CHMXKEHHOW MUrpauuu B anuTenum
npu CF; aTn aBTOpbI ONpenennunn, 4To
3TO cBA3aHO ¢ gedekTamu B nepepayve
cUrHana Mexay anuTenvanbHbiM dak-
TOpPOM poOCTa U ero peuenTopom, co-
NPAXEHHbIMU CO CHMXXEHHOMN PYyHKLUMEN
kanuesoro kaHana [49]. Schiller et al.
coobwwmnu, yto knetkn CF, nu6o knetku,
obpaboTaHHbleE XUMUYECKUM UHTUOU-
Topom CFTR, CFTRinh-172, nu6o knet-
KW € cynpeccuMpoBaHHOM aKcrnpeccuen
CFTR nocpeactBom canneHcuHra PHK,
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NPOABNANMN 3HAYUTENBHO 3aMeAJIEHHYIO
penapaumio paHbl B MOAENN KINETOYHOMN
KynbTYpbl.

LJaHHbI MexaHn3M ocyLLecTBAAN-
cA NOCPEenCTBOM MOHUXEHHOTO Bbl-
nAYMBaAHUA NaMennonoauin Ha Kpae
MUTPUPYIOLLMX KNTEeTOK, o6paLleHHbIX
B MPOCBET NPOBOAALLMNX AbIXaTeNbHbIX
nyTen, n 6bin cBA3aH C TPAHCMOPTOM
XnopugHoro noHa. HegaBHo Nogo6Hble
pesynbtaTbl onucaHbl Trinh et al. Pe-
napaumna paHbl knetok Phe508del CF
MOXEeT ObITb 3HAYUTENbHO YJyylleHa
KOPPEKTUPYIOLWMM cpeacTBom dapma-
ueBTUYeckon komnaHum Beptekc, VRT-
325 [51]. B3aTble BMecTe, 3T pe3ynbra-
Tbl NOATBEPXKAAIOT NEepPBUYHbIN aedekT
B penapaunun anuTenuna AblXaTeNbHbIX
nyTten npu CF, koTopbin, BEPOATHO, AO-
NOSIHUTENBHO OCNOXHAETCA BOCNaneHu-
eM, NPUCYTCTBYIOLUM in Vivo.

[eiictBue 6aKkTepuanbHOM
cynepuHdekuumn
Ha 3a)XUBJIEHME 3NUTEeNVA

OO6HaXKeHHbIN 3NUTENUA MOXET npen-
cTaBnATb cobon GnaronpuATHYIO cpe-
Ay ANA MUKPOOPraHM3MOB; B TakKux
ob6nacTAX OTCYTCTBYIOT HOpPMaJlbHble
MexaHU3Mbl MYKOLMIIMAPHOTO KIUPEH-
ca, 1 oHu 6oraTbl MOneKynamu, TakumMm
Kak GUOPOHEKTUH, C KOTOPbIMU MOTYT
cBA3bIBaTbCcA GakTepuun. Kpome Toro,
nokasaHo, 4To penapupyoLime, MUrpu-

pyioLLme anuTennanbHble KNETKA UMEIOT
NMOBbILEHHOE KOJINYEeCTBO acuanunnu-
POBaHHbIX FIMKONUMUAOB, ABNAOLMNX-
cA peuenTtopamu ana paga baktepun,
Takux kak S. aureus u P. aeruginosa
[25]. 3TO MOXeT 06BACHATL YacToe 06-
Hapy>XeHne NoJIOXUTeNbHON BakTepu-
anbHOW KyNbTypbl Mocne TAXENON BU-
PYCHOW MHGEKLUM 1 NOCTIPUNMNO3HbIX
6akTepuranbHbIX NTHEBMOHUI. Penapa-
LMA MOXeT 3aMefnATbCA HEKOTOPbIMU
aK3onpoaykramu 6aKkTepun, TakKMMm Kak
npoTeasbl, KOTOPblE HAPyLIAlOT TECHO
c6anaHcMpoBaHHblE MEXaHW3Mbl aare-
31K/BbICBOOOXAEHMA NpU penapaumm
paHbl.

Mouyemy nogpocTKu ABNAIOTCA
npo6nemomn?

MoppocTkoBbIN BO3pacT ABNAETCA YHU-
KanbHbIM NepuoaoM B pa3BUTUK: Obl-
CcTpoe yBeNIMYeHne IMHENHOro pocTa,
nybepTaTHble FOPMOHasIbHble U3MEHE-
HWA, NCUXONIOFMYECKOE perynnposa-
HUE M NOTEeHLMaNbHO paspyLUnUTENbHbIe
MOZenu NoBeAeHUA MpUcyLLm NpakTu-
Yyecku BceM nogpoctkam. B cutyauunm
CF Takme Momenu mMoryT oka3blBaTb
0coBeHHO TAXeNoe BO34eNCTBME Ha
300pOBbe (HanpumMep, KypeHne unn He-
cobniopeHune pexuvma nedeHus). Kpome
TOro, CYLLECTBYET MOBbILLEHHbIA PUCK
HOBbIX OCNOXHEHUI, TaKMX Kak caxap-
HbI AnabeT, KOTOPbIN AONONHUTENBHO
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BJIUAET Ha COCTOAHUE 3[0POBbA AbiXa-
TeNbHbIX NyTEN.

6.1. ®Pusnonornyeckmne Nnpobnemobl

B TeuyeHue HeckonbKUX gecATUNETUN
Bpauu u uccneposatenun CF Habnoga-
IOT, 4TO B3POC/bl€ XEHLLUNHbI OKa3blBa-
I0TCA B KNIMHUYECKN HeGNaronpuaTHOM
COCTOAHMW MO CPaBHEHUIO C UX CBEp-
CTHUKaMU-MY>X4YUHaMU B OTHOLLUEHUN
pacnpocTpaHeHHOCTN XPOHUYECKON
nHdekumn, GyHKLUN NEerkmx u BbIXKU-
BaemocTtu [52, 53]. 3To ABNeHne MeHee
04YeBUAHO UM OTCYTCTBYET B AeTCTBe
[54], xoTA neguaTpbl 3HAIOT, YTO HYXHO
onacaTbcA, Koraa AeBOoYKe-NnoapocTKy
CTAHOBUTCA «XY>€», MOCKObKY 4acTo
3TO NpepLwecTByeT CTPEMUTENIBHOMY
yxyaweHunto. HepgaBHO nonyyYeHHble
OaHHble, CBA3bIBalOLWME XEHCKUIA MOo-
JIOBOW FOPMOH 3CTPOreH ¢ cuctemamm
pocTta 6akTepuin 1 060CTPEHNEM, MOTYT
NPONUTb HEKOTOPbIN CBET HA OCHOBY
atoro asneHusa. Chotirmall et al. npo-
OEMOHCTPUpOBanu, 4To MyKOugHoe
nepekntoveHune B P. aeruginosa moxeTt
3anyckaTbcA pocToM B cpefe ¢ fobas-
JleHVeM 3CTPOreHoB, HO 3TOrO He Mpo-
NCXOANT B cpefe C TECTOCTEPOHOM.

[MayneHTbl XXeHcKkoro nona 6onee
noABepP>XXeHbl XPOHUYECKOMY UHOULN-
pOBaHMIO MYKOMAHbIM LWITAMMOM Opra-
HM3Ma, YeM NauNEHTbI MY>XXCKOrO Mona,
N cTeneHb BEPOATHOCTM 3apaxeHuna
MHdeKuMen 3HaYnTesIbHO MOBbILWAET-

cA BO BpeMA donnukynapHon dasbl nx
MEHCTPYyasibHOro LMKJa, KOraa YPOBHMU
3CTpOreHa ABNAOTCA CaMbiMU BbICO-
KUMU. DTO HabnoJann y XeHwmuH npu
npviemMe nepopanbHbIX KOHTPaLLENTUB-
HbIX TaBNETOK, U 3TU OTKPbITUA MOTYT
npueecTn K pa3paboTke AanbHeENLWNX
KITMHUYECKUX UCTbITAaHUHUN.

CaxapHblii anabeT ABNAETCA OTHO-
CUTENbHO PeaKUM y aeTert Maaglero
LWKONIbHOrO BO3pacTa, HO K B3pociiomMy
BO3pacTy OH NopaaeT NpubnansnTenb-
HO TpeTb nauymeHToB ¢ CF [566]. MHorue
M3 3TUX HOBbIX C/ly4aeB BO3HMKAIOT
B Te4yeHMe NoapoCcTKOBOro nepuoga
no NpuYMHaM, KOTOPblE HEACHbI, HO,
no-BUAMMOMY, CBA3aHbl C MOPOroBbIM
3HAYeHMeM, KOTOPOro AOCTUraeT Yuc-
no 6eTa-kKneTok, obecrnevynBaloLLnX Oo-
CTaTOYHOE KOJINYECTBO MHCYNMHA ANA
afeKkBaTHOrO MNKEMUYECKOTO KOHTPO-
na. Fnoko3a cekpeTnpyeTca Ha Obixa-
TeJibHble MYTU NPU HanU4YuKU runep-
rMUKEMUN U MOXET BbiTb cybcTpaTom
nnAa 6aktepuanbHoro pocta [57], uto
MOXET CTaTb MPUYMHOW TAXKESbIX MHEB-
MOHUWI W Fpunmna y nauuMeHToOB ¢ gua-
6eTtoM. B TeuyeHue net, npowenwnx
[0 NMOCTaHOBKM OKOHYaTeNbHOro aua-
rHosa auabeTta, y naunmeHToB 06bIYHO
npoABnAeTcA He ToJbko cnabbln pocT
N CHUXEeHWe anmneTuTa, HO TakXe ce-
pbe3Hoe yxyaweHne dyHKUUN Nerknx.
Hanunuyne gnabeta, obycnosneHHoro CF,
naxke Npu afeKkBaTHOM Jie4yeHun, faeT
HebnaronpuATHbLIA NPOrHO3.
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6.2. MpoGnemsl, cBA3aHHbIE
c noBeAeHuem u cobniogeHnem
peXxxuma neyeHus

HopmanbHbIN NOAPOCTKOBbLIN BO3pacT
ABNAETCA AJ1A MONOAOro YenoBeka rne-
pPVOAOM CTaHOBNEHWUA HE3AaBUCUMOCTM,
ONA KOTOPOro XapakTepHO oTpuuaHue
OrpaHNYeHUN N NPUHATUE COOCTBEHHbIX
peweHuin. Monogple niogu, npowealuve
yepes getctBo ¢ CF, ¢ ero ncuxonoruye-
CKUMM (B OTNIMYME OT POBECHUKOB, OHM
0OCO3HAlOT XPYMNKOCTb U CKOPOTEYHOCTb
XXU3HUN) N NPaKTUYECKUMU Harpy3kaMmm
(nevyeHvem, NoceweHNAMN KINHUKHA,
rocnuTanusauuaMmn), pUckyoT cTaTb
C/INLLIKOM arpeccuBHbIMU MO OTHOLIE-
Huto kK apyrum. K coxaneHuio, pnAa aTux
nauMeHToB BINAHUE «0ObIMHOIO» Noa-
pPOCTKOBOro noBefeHnA MoXeT ObITb
3HauYnTeNnbHO cunbHee. HecobniopeHune
pexxMmoB neyveHus, Tpebyowmx 3aTpaT
BpeMeHUn, BecbMa HebnaronpuaTHo,
1 BO3MOXHO, eLle 6onee Hebnaronpwm-
ATHOE BNWAHWE OKa3blBaeT KypeHue.
Y neBOYeK-NOAPOCTKOB, B HaCTHOCTH,

XenaHue 6biTb cTpoliHbiMu [58] B He-
KOTOPbIX Cly4aAX MOXET NPUBOAUTb
K HecobniofieHWo Npuema npenapaTos
naHkpeaTm4yecknx GepMeHToB U UTHO-
pPUPOBaHMIO peKoMeHOaL N Mo pexmmy
NUTaHVA; NOCKONbKY CyLLECTBYET TecHan
CBA3b MeXAy NMUTaHUEM U COCTOAHU-
€M 340pO0BbA NEerknx, aTo MOXeT UMEeTb
3HaYMTENbHbIE OTpULATENbHbIE NOCnea-
cTBUA.

Mepexop k B3pocnomy MeauLMHCKO-
My 06CNy>XMBaHUIO MOXET GbITb CTPEC-
COBbIM MEPUOAOM, Kak Asa MOJIOAOro
YyenoBeka, Tak U ANiA ero poanTenen;
TWATeNbHO CTPYKTYPUPOBaHHbIe MpPOo-
rpamMmmbl, BEPOATHO, MO3BOJIAT CHU3UTb
cTpecc U nNpuBeayT K MOBbIWEHUIO
ypoBHel ynosneTBopeHHocTu [59]; Bo
MHOFUX Clyyanx, ecivi NOAPOCTOK Ha-
6niopaetcAa B3pocnon 6puragomn u ne-
YNTCA KaK HE3ABUCUMbIN B3POCIbIN
YernoBek, AJiA HEro 3TO YacTo ABNAETCA
cTumynom kK opmupoBaHuio Gonee oT-
BETCTBEHHOI0 OTHOLWEHUA K cobniofe-
HUIO pexXnma neyveHus.
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1 BeeneHue

MykoBucumpos npencraBnaeT cobon
KOMTMJIeKCHOe MOHOreHHoe 3aboneBa-
Hue, BbI3BaHHOE MyTauuAMU B 06eunx
annenax CF peuenTtopa TpaHcmeMm-
6paHHon nposogumocTtu (CFTR; oT
aHrn. cystic fibrosis transmembrane
conductance regulator). 3To 3a60-
NneBaHue MOXeT 6biTb NPeAcTaBNeEHO
LWMPOKMUM pAAOM (heHOTUMOB, OTYaCTh
Bcneactene moanduumupyowmnx ad-
¢ekToB (hakTOPOB, OTNNYAKOLUXCA OT
CFTR (reHeTuuyecknx dakTopoB u/unu
¢akTopoB OKpyxXatowen cpenbl). Bbi-
cokaA 3a60neBaemMoCTb U CMEPTHOCTb,
obycnosneHHanA CF, npeumyuwiecTBeH-
HO ABNAETCA CNeACTBUEM JIEFOYHbIX OC-
NIOXHeHU. TeM He MeHee [LOCTUXEHUA
B AMeToTepanuu u nynbMOHONOrnYe-
CKOW Tepanuu yBenUYunu nponosxu-
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TeNbHOCTb XWU3HU W, CefoBaTeslbHO,
BbIABUJIM BO3pacTaloLLy0 3HaYNMOCTb
OpYyrux opraHoB, nopaxeHHbix CF,
BKJIlOYanA ne4veHb. [loapocTKOBbIV Ne-
puop npencrtaBnAeT cob60n BaXKHbIN
3Tan, Kkacamouwuinca Toro, BEPOATHO
nn passutune y naymeHToB ¢ CF knu-
HUYEeCKN 3HAYMMbIX MOCNEeACcTBUN
CF-accounmnpoBaHHoOro 3aboneBaHuna
neveHun (CFLD; ot aHrn. cystic fibrosis-
associated liver disease).

CnekTp renato6unuapHoro
3a6oneBaHuA npu CF

CFLD aBnAaeTcA TpeTben BeayLLen npu-
ynHown cmepTtu npu CF n HacumTbiBaeT
3-5% o6wen cmeptHocTy [1]. Kak 1 gna
APYTNX CUCTEM OpPraHoB, MOPa>KeHHbIX
CF (Hanpumep, CUMHYCHO-MYyJNIbMOHaNb-
HOro TpakTa), CyLlecTBYyeT LUMPOKMUNA
cnekTp renatobununapHbix MaHudecTa-
LM, oTpaxalwLwmx KOMMNieKcHble B3a-
umopencTeuna mexay mytaumamu CFTR
n apyrumun gaktopamu. Tem He MeHee
60NbLWINHCTBO renatobunmapHbiX mMa-
HudecTaunn He ABNAIOTCA KIIMHUYECKU
3HaYUMBIMU.

[encTBnTENnbHaA pacnpocTpaHeH-
HocTb CFLD u ero pasnunyHbix MaHu-
decTaumim octaeTcA HEACHON MO He-
CKONbKUM NpuynHam: 1) He cyluecTByeT
YHUBEpPCalibHO NMPUHATOrO onpeaene-
HuAa gnAa CFLD; 2) y 6onblwunHcTBa Na-
uneHtoB CFLD aBnAaetca 6eccumntom-

HbIM, BKJTI04aA MaLMeHTOB C LMPPO30OM
M nopTaJibHOW runepTeH3ven; 3) oT-
CYTCTBYIOT BbICOKOYYBCTBUTEJNIbHbIE
u cneundryHble HEMHBA3UBHbIE TECTbI
Ha CFLD.

DoKaNbHbIN GUANAPHBIA LUPPO3
neyeHun, guddepeHymanbHbIi KNNHN-
YeCcKU MPU3HaK MOBPEXAEHNA NEYEHU
npwu CF, xapakTepuayeTtca nporpeccupy-
loWwmnM chokanbHbIM NepPUNopTasibHbIM
¢bhn6po30M, BTOPUYHBIM MO OTHOLUE-
HUMIO K 3aKynopKe XEeN4YHbIX MPOTOKOB
(puc. 7). Y MeHbWNHCTBA NauMeHTOB
(5-7%) kNUHMYeckn «MonYawmnin» do-
KanbHbIN GUANAPHBIA LMPPO3 NEeYeHun
nporpeccupyeT Ao fonb4yaToro unuap-
Horo uMppo3a ne4venu [2, 3]. HecmoTpAa
Ha Hann4yMe UMppo3a, NevYeHo4YHas He-
[OCTaTO4YHOCTb ABMAETCA Peakon B AeT-
ckoWn/nofgpocTKkoBOM nonynAaunun. Tem
HEe MeHee XMpPOoBOW renaTo3s (pacnpo-
cTpaHeHHOCTb 20-60%) 06bIYHO MpuU-
BOAUT K KJIMHUYECKOMY MPOABIEHUIO
B hopme renatomerannm, aHomanbHoOM
6GMOXMMUN NEYEHN M aHOMaNIbHOMY pe-
3ynbTaTy yNnbTPas3ByKOBOro UcciefoBa-
HuA [4].

MoryT Takxe npucyTcTBOBaTb BHeE-
nevYeHoOYHble aHOMaNN XenyHbIX NPo-
TOKOB [4]. Y nauMeHToB, YMCNO KOTOPbIX
coctaBnAaeT BnioTb go 10%, passuBa-
IOTCA XeN4YHble KaMHK, Y 5-20% — He-
DYHKLNOHMPYIOWNIA MUKPOXKENYHbIN
ny3bipb, 1y 3-20% — 3aKynopeHHbIN
pacTAHYTbIN XeN4YHbIN Ny3bipb. Peako
TakXXe OnvcaHbl U3MEHEHWA, HaNoOMu-
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HaloLe NepBUYHbIN CKIIEPO3UPYIOLLNIA
XONaHruT Npu BU3yanusauum, Hanpum-
Mep yTonLeHnA, 1 06pa3oBaHNe CTPUK-
TYp Xen4HbIX NpoTokoB [5].

3 OnpepgeneHun

XoTA yHMBepcanbHO NPUHATOE onpene-
nenue gna CFLD otcyTcteyerT [3], BaXHO
henatb pasnuune mexay KJINHUYecku
N He KNnHu4veckn 3Hauyumbim CFLD.
CnepoBaTenbHO, ANA Lenen AaHHOro
06CyXAEHNA KNMHUYECKM 3HAYUMOE,
unu Taxenoe CFLD onpegenatoT kak
LUMPPO3 C NOpPTasibHOM FTMNepTeEH3nen
npu OTCYTCTBUM APYron NpUYUHbI 3a-
6oneBaHUA NevYeHu.

4 MatoreHes

Benok CFTR ¢yHKkUMOHUPYET B Kayve-
CcTBe uuknoapgeHo3nHmMoHoddocohar-
3aBUCUMOro XJIOpUAHOro kaHana, 6u-
KapboHaTHOro KaHana u B KayecTBe
MoAynAaTopa APYrMX NOHHbIX KaHasnoB.
Manudectaumm CF 06bI4HO BO3HMKaA-
10T B pe3ynbrate 3aKynopKu XenyHbIX
NPOTOKOB M MPOTOKa XeNe3bl Bcnea-
CTBME HecnocobHOCTM K rupgpataunm
MaKpOMONEeKYn BHYTPU NMPOCBETOB
npoTokoB. B npepenax renatobunu-
apHon cuctembl CFTR akcnpeccupy-

€TCA BO BHYTPUNEYEHO4YHbIX U BHENE-

YEHOYHbIX XOoNlaHrnmoumnTax (Bkioyan
XEeNn4YHbIN Ny3bipb), HO He aKcnpec-
cupyetca B renatoumnTax [4]. CFTR
urpaeT pojib B CUCTEME TpaHcnopTa
xonaHrunoumTos. CnepgoBaTtenbHO, ANC-
¢dyHkuma CFTR Bbi3biBaeT 3agepxKy
TOKCUYHbBIX XENYHbIX KNCNOT, MPUBO-
OALYI0 K MOBbILWEHHON 3Kcnpeccumu
GnbporeHHbIX N NPOBOCNANNTENbHbIX
LUTOKMHOB, akTUBaLUUM 3Be344aTbIX
KNIETOK MeYeHn M BO3MOXHOMY ne-
pubununapHomy dpunbporeHesy [6, 7].
MpoponxatoLieeca BocnaneHmne MoxeT
MPUBECTU K BO3HUKHOBEHUIO APYruUx
BOCManunTeNbHbIX KIETOK, KOTOPble A0-
NOMHUTENbHO 06Pa3yloT LUTOKUHBI,
OTBETCTBEHHble 3a BO3HUKHOBEHUE
N aKkTMBauUMIO 3Be3[4aTbIX KNETOK ne-
YeHU. DTOT 3aMKHYTbIA Kpyr ¢hubpo-
reHesa, NnpuBOAALWNINA K A0NbYATOMY
LMPPO3Yy MeYeHun, BCTpevaeTca TONbKo
Y MEHbLUNHCTBA NaLMEHTOB.

5 FeHeTuka

Taxenoe CFLD o6ycnoBneHo ¢yHKUMO-
HanbHO TAXenbiMu MyTauuamu CFTR
(Hanpumep, knaccos I-1ll). Takum 06-
pasom, B nogaBnaoLLeM 60bLIMHCTBE
c/lyyaeB y naumneHToB ¢ Taxenbim CFLD
MMEETCA HEAOCTAaTOUYHOCTb MOAXENY-
po4yHon xenesbl [3]. K HacToAwemy
BpeMeHU ybeanTenbHO NPOAEMOH-
CTPUPOBAHO, YTO TOJIbKO Z-annenb
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SERPINA1 (a1-aHTUTpUNCUH) ABNAeTcA
reHeTn4yecknm hakTopoMm pucka pas-
BuTUA TAXenoro CFLD; oTHoweHMe
LWaHCOB AN1IA accoumauumn ¢ TAXENbIM
CFLD AaBnaetcA BbICOKMM M cOCTaBnAeT
npubnnsntensHo 5 [3].

6 IOwuarHocTtuka Taxxenoro CFLD

6.1. KnuHnyeckune npusHakun

OunarHo3s taxenoro CFLD moxeT 6bITb
06bIYHO MoOcCTaB/ieH K MOMEHTY AO-
cTUXeHnA pebeHKOM NoAPOCTKOBOrO
Bo3pacTa. B camoin 6onbLion Boibopke
TwaTeNbHO OTOOPaHHbIX NauneHToB
¢ Taxenbim CFLD [2, 3] 90% nauueH-
T0B ¢ CFLD gmnarHo3 6bin1 noctaBsieH
K 20-neTHeMy BO3pacTy, CPeAHUN BO3-
pacTt gnarHo3sa coctasnan 10-11 net.
MeHee 4yem 3% nauneHTOB AMarHos3
6bin nocTtaBneH nocne 30-neTHero
Bo3pacTa. BepoATHO, 4TO nauneHThl,
ANarHOCTUPOBaHHbIe BO B3POC/IOM BO3-
pacTte, umenun Hepacno3HaHHoe CFLD
B TeYyeHue AeTCKoro/nogpocTkoBOro
Bo3pacta. Taxenoe CFLD 6b1no 6onee
pacnpoCcTpaHeHHbIM Yy NaUMEHTOB MyX-
ckoro nona c 6onee paHHUM BO3pacTom
nuarHosa CFLD (manbuynku — 8,5 ner,
nesoykn — 10,5 net; p=0,007).

3aboneBaHue NevYeHn y naumeHToB
¢ CF yacTo AaBnAetcA cyOKINHUYECKUM
paxe npu tAaxenom CFLD. Pacnpo-

CTPaHEHHOW KJIMHUYECKOWN KapTUHOM
ABNAETCA renaTtoMeranus, 4acTo ABMA-
lowanacA cneacTenem crteaTtosa. Pas-
Mep MeYeHU MOXHO U3MEPUTb NMyTeM
NepKyccum, HO criedyeT y4uTbIBaTb, HTO
Kpan nevyeHu MOXeT npoposnxaTbcA
Huxe pebepHoOro kpana BcneacTBue ru-
nepuHodnauun nerkmx. MsonmposaHHans
renaTomeranua ABNAETCA pacnpocTpa-
HeHHoOW n BcTpeyaeTca y 6-30% 6onb-
Hbix CF, HO pefko nmeeT kKnnHU4Yeckune
nocneacteuA. HanpoTtus, TBepaas unu
JonbyaTaf rneyeHb NMO3BONAET Npen-
NoJIOXUTb LMPpPO3, a o6HapyxeHue
cniaeHoOMeranmm — nopTanbHYIO T1-
nepteH3uio. CnenyeT nckatb NpU3HaKu
XpOHMYeckoro 3aboneBaHuA NevyeHu
(nagoHHylo apuUTEMY UK Naykoobpas-
Hble HEBYCbI), HapyLleHUA NUTaHuA
n peduunTa XMPOPacTBOPUMbIX BU-
TaMUHOB.

6.2. AHanun3bl KPOBM

AHOManuun B 6MOXMMUYECKUX aHanu-
3ax fneyvyeHu, Takne Kak MoBbllIEHNE
anaHuHaMmuHoTpaHcdepasbl, acnap-
TaTamuHoTpaHchepasbl MAM ramma-
rnytTamuntpaHcdepasbl, ABnATCA
pacnpocTpaHeHHbIMU. Tem He MmeHee
3TN Guoxmmmnyeckne aHanunsbl cnabo
npepckasbiBatoT TAxenoe CLFD [3, 8].
LenictButenoHo, no 25% 6onbHbix CF
MMEIT aHOManbHYl BMOXUMUIO ne-
YEHU MPU OTCYTCTBUU ABHbIX MMCTONO-
rMYecKnX OaHHbIX renatobunmapHoro
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¢dunbposa. Kpome Toro, cnegyet npo-
BOAMTb Pa3BepHYTbI aHanm3 KpoBw,
KoarynorpamMmy v U3MepATb YPOBHMU
XXMPOPaCTBOPUMbIX BUTAMUHOB. TpoMm-
6oumTOoneHnA BCneacTBMe runepcnne-
HM3Ma HabnopaeTca Npu nopTanbHON
runepteHsun, u MexayHapopHoe
HopmanuaoBaHHoe oTHoweHne (MHO)
obecneynBaeT nokasaTenn OLEHKMU
cUHTETMYeckon yHKUUmM neveHu. lMo-
BbiweHna MHO BepoAaTHee moryT 6bITb
cnencteuem geduuymta ButammHa K,
YyeM AMChYHKLUN NeYeHn; peKOMeHAY-
eTcA goTtaumnA sButamuHa K.

6.3. YnbTpa3sBykoBoe uccnefgoBaHue
(Y3W) opraHoB GplowwiHoOi nonocTu

YnbTpa3BykoBOe ckaHMpoBaHWe opra-
HOB OPIOWHOM MOJIOCTM C MOMOLLbIO
MeTona [onnnepa AnA mamepeHun
nopTasibHOro BEHO3HOIo KPOBOTOKA MO-
>KeT ObITb MNONIe3HbIM ANnA 06Hapy>KeHMUA
CFLD. B wactHoCcTM, 06HapyXeHHble
Yy3€enKoBble YNJIOTHEHWNA U CNeHOMe-
ranuu npeacTaBnAoT cobor HafgexXHble
Mapkepbl Taxenoro CFLD [9]. Tem He
MeHee HopMalbHble pe3ynbraTbl Y3U
He uckntovatoT TAxenoe CFLD. MoB.bI-
LeHHaA 3XOreHHOCTb ABNAETCA Hecre-
unduryeckum npusHakom, obwmMm gna
cTeaTo3a u ana ¢mnbposa. Kpome Toro,
Y3W obnapaet cnabon npepckasatenb-
HOW cnoco6HOCTbIO AnAa byayuiero pas-
sutua CFLD [8].

6.4. Buoncua nevyeHn

Buoncua neyeHn octaetcA 30/10TbIM
cTaHAapTOM MpWU AMarHoCcTUKe ycTa-
HOBNeHHoOro uupposa. Kpome Toro,
coobuwaetcA, 4To HPMOPO3 NeyYeHu Ha
6uoncun peTpocnekTUBHO ABNAETCA
eOVHCTBEHHON MofAenblo, Npeackasbl-
Batowen passutue taxenoro CFLD [8].
Tem He meHee BcneacTeue okanbHO-
ro  NATHUCTOrO pacnpefeneHna paH-
Hero CFLD TaxecTb 3aboneBaHna Mo-
XeT 6bITb HegooLeHeHa nNpu Guoncumn
nevyeHun. lencTBUTENbBHO, B HEQABHEM
nccnefoBaHum 66110 06HaPY>KEHO, YTO
¢$nbpo3 neyeHn Mor 6bITb NponyLLEeH
B 22,5% cny4aeB npu npoBefeHumn
ogHonpoxodHou 6uoncun BepoATHee,
4yeM Npu ABYXNpoxogHon Guoncun
[8]. YTO6bI OLLEHUTL €€ BaXXHOCTb B Ka-
YecTBe Mapkepa U cyauTb O ee posu
B KJIMHUYECKOW MpaKTUKe B CBETE CO-
NyTCTBYIOLWNX PUCKOB, HEOOXOAUMBI
nepcrekTUBHbIE NccnepoBaHua. buon-
cuA neyvyeHn obbIYHO TpebyeT obLien
aHecTe3nu 1 cBA3aHa C PeAKMMU, HO
Cepbe3HbIMU OCIOXHEHUAMM, BKIIO-
YalLWUMn KpoBOTEYEHNE, BUNINAPHbBIN
NEePUTOHUT 1 BUCLepanbHyto nepdopa-
uuio (npubnuantenoHo 2%) [10].

6.5. HemHBa3uBHbIe MapKepbl
¢nbposa neyeHn

B cBeTe orpaHn4eHni BblLEONMUCAHHbIX
aHann3oB 60NbLUION UHTEPEC NpeacTaB-
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NAT aNbTepHaTUBHbIE HEMHBA3NBHbIE
MeToAbl o6HapyxeHusa dubposa. Ona
obHapyxeHunAa ¢pubposa nevyeHun npu
pALe XpOoHuYeckux 3abosieBaHUn ne-
YeHW npepnaraeTcA TpaH3UTOPHaA ana-
cTorpadus, XoTa OHa eLle He OueHeHa
B MccnenoBaHuax geten n 6onbHbix CF
n pedepeHTHble Npeaenbl onAa neten
OTCYTCTBYIOT.

6.6. UcknioyeHne apyrux
3ab6oneBaHun Ne4yeHn

[Mpn HanMuynm aHomanbHOM GMOXUMUN
nevyeHu n/wnn ppyrux aHomanut CFLD
He cnefyeT OrpaHUYNBaTbCA U3Y4YeHU-
eM fiexauieln B ocHoBe 3aboneBaHunA
npuyunHbl. CnegyeT yuntbiBaTh gpyrue
COCTOAHUA, MOCKOJIbKY OHU MOTYT 6bITb
cBA3aHbl CO 3Ha4YnTeNnbHOM 3abonesae-
MOCTbIO U CMEPTHOCTbIO, ECNIN OCTatoTCA
6e3 neyeHun (tabnuua 5.1).

7 JleueHue Taxxenoro CFLD

7.1. O6wue NpuHLMNbI

B HacToAlwee BpemA He cyliecTByeT
cneuynduryeckon Tepanuu gnAa neye-
HUA MU NpefynpexaeHna TAXeNoro
CFLD. AnAa nevyeHna CFLD HeobGxognma
MHoronpodunbHana 6puraga, cocrtos-
wanA U3 racTpoaHTepoJsiora, anetonora/
HyTpUUMonora n Xxupypra, onbITHOro
B renatobununapHon xumpypruun. O6-
wme npuHumnbl nevenma CFLD cxopHbl
C NMpUHUMNAMKU JIEYEHUA OAPYrMX XPO-
Huyecknx 3aboneBaHun nevyeHun. He-
3aBMCUMO OT Hanuuua Taxenoro CFLD
BaXKHO nocneayiouiee BpayebHoe Ha-
6nioaeHne, KOTopoe [OMKHO BKIOYaTb
TwaTenbHOE MccnenoBaHne GploLIHON
MOSIOCTM MPU KaXkA0M NoceLeHnn Kin-

Ta6nuua 5.1. 3a6oneBaHuna nevyeHun, oTanvaoLwmeca oT 00ycNoBNEeHHbIX
MYKOBUCLMO030M 3a60EeBaHNN NeYeHn y NoapOCTKOB

CocToAHne WUcxopHbie uccnepoBaHna

BonesHb BunbcoHa

Mepapb v LeppynoniasMmH B CbiIBOPOTKE

AyTOMMMYHHbIV renatuTt

|gG N aHTUAOEpPHbIe aHTUTena, aHTuTena NnpoTuB rMagkKnux MblLL,
W aHTuTena npoTnue MUKPOCOM NMevYeHn n no4vek

Llenvnakunsa

IgA 1 aHTUTENa NPOTUB TKAHEBOW TPaHCryTaMuHa3bl, aHTUIHAOMU-
3vanbHble aHTUTeNa v aHTUTena NPoTUB rMnaguHa

BupycHbi renatut

Ceponorusa Ha Bupycbl renatuta A, B n C, umtomeranosumpyc, Bupyc
AnwTenHa-bappe (TectTuposaHne Ha gpyrue BUPYCbl 3aBUCUT OT
KJIIMHUYECKOW CUTyaLumn)
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HUKM N eXXeroaHbli CKPUHUHE C UCMOb-
30BaHMEM aHaJiIn30B KPOBU U BU3ya-
nunsauuun. PexomeHgoBaH exerogHbin
0OCMOTp ractpoaHTeposora (puc. 8). Mo-
cnepytollee HabnogeHne y B3pocnoro
racTpoaHTepoJiora nocnie nepexona Ha
B3pPOC/YI0 MEAULMHCKYIO MOMOLLb fAB-
nAaetcA obAa3aTenbHbIM, 0OCOGEHHO Yy Mna-
LMEHTOB C YCTAHOBJIEHHbIM TAXENbIM
CFLD.

8 MpodwunakTnyeckana Tepanusa

8.1. O6wume mepbl

Mockonbky He cywecTByeT cneuyndu-
Yeckou NpeBeHTUBHOW Tepanuu AnAa
Taxxenoro CFLD, cnepgyeT npuHumatb
obwme mepbl AnA nNpeaynpexneHusa
He obycnosneHHoro CF noBpexpaeHuA
neyeHu: nsberatb renaToTOKCUYECKUX
noBpexaeHun (Hanpumep, NekapcTBeH-
HbIX CPEACTB U aikoronAa B NOAPOCTKO-
BOM BO3pacTe) U BakLMHaLMK NPOTUB
BUpYycoB renaTtuta A, renatuta B un Be-
TpAHOM ocnbl. Takxe BaXKHa naeHTUdu-
KaumA apyrux kochakTopos (Hanpumep,
oXupeHusa).

8.2. JleueHue ypcoaeoKcuxoneBon
Kucnortom

Ponb ypcogeokcmxonesoi KMCNOTbI
(YOXK) npu neyeHun n npeaynpexne-

Hun TAaxenoro CFLD aBnAeTcA cnopHon
[11]. NeweHune YOXK conpoBoxxaaeTca
yny4dweHneMm 6MoXmMmnyeckmnx rnokasa-
Tenen neyveHu npu CFLD [12-14]. Tem
He MeHee BUOXUMUA NevYeHn ABNAET-
cA cnabblM MapKkepoM TAXECTU U Npo-
rpeccMpoBaHuA 3aboneBaHnA NeYeHu,
1 NporpeccupoBaHne MOXET NPOUCXO-
OUTb NMPU HaNU4YUn HopMasibHbIX 6UO-
XUMUYECKMX MapkepoB ne4veHu [3, 8,
15-17]. Cuctematnyeckuit o630p UaeH-
Tudunumnposan 10 nnauyebo-KOHTPONU-
pyembiX UCMbITAHUN, OLEHUBAOLLNX
YOXK B TeyeHue No MeHbLUeEN Mmepe
3 MecALEeB M BKJOYan TpU Uccneno-
BaHMA OJ1A geTanbHON oueHkun (n=118;
BO3pacTHOW AnanasoH 4-28 ner) [18].
XoTA 6blnn 0TMeYeHbl BUOXUMUYECKMEe
yAy4lleHns, KNMHUYECKN peNieBaHTHbIE
pe3ynsraTbl NOPTanbHOW rMNEPTEH3NN,
nevYeHO4YHOM HeJOoCTaTOMHOCTM, TPaHC-
nnaHTauum rnevyeHn Nnm BbIXXUBAEMO-
CTW He 6b1In coobLLEHbI HU B OOHOM U3
3TUX uccrnegoBaHun. B uenom B aTom
o630pe caenaH BbIBOA, Y4TO AaHHbIX
B NOATBEPXAEHUE MONOXMUTENbHbIX
pesynbratoB npumeHeHua YOAXK npwu
CFLD HepocTaTO4HO.

Kpome paHHOro cmcremartmyeckoro
0630pa, B O4HOM UccnefoBaHny onnca-
Hbl KAPTUHbI NOBTOPHOM BMoMNcumn neve-
HY npu neveHun YOXK [17]. B aTom He-
60nbLWoM, cBO6GOAHOM ABYXIOAUYHOM
vuccrnenoBaHnu ncnonb3osaHue YIAXK
npuBOAUNO B pe3ynbraTe K Groxnummnye-
CKVIM M TUCTONTIOrMYECKUM YIyYLLEHUAM
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y CeEMMU NMauneHTOB, NMpoLeaWwnx no-
BTOPHYIO Buoncuto neveHun. boinm ynyu-
WeHbl Kak nokasaTenun BocnanuTesb-
HbIX UBMEHEHMI, Tak U Nponudepauma
XENYHbIX MPOTOKOB. KNnHuyeckas 3Ha-
YMMOCTb 3TUX KapTUH HeAcHa B CBeTe
OrpaHUYEHHOCTU NCCNefoBaHuA.

B 6onblwnHCTBE UccnengoBaHuUm,
B kKoTOopbix oueHuBanun YOXK, pac-
CMOTpPEHA €€ posb MPU NIeYeHnn ycTa-
HoBneHHoro Taxenoro CFLD. MoTeH-
unanbHo 6osiee Nose3HoM 3apaven
ABNIAETCA NpepynpexneHne TAXenoro
CFLD. B ogHOM uTanbAHCKOM Uccneno-
BaHWM OLLEHUBAIN MPEBEHTUBHYIO POJib
YIOXK npu taxenom CFLD [19]. daHHoe
HepaHAOMU3NPOBaHHOE NMepCcneKkTUB-
HOe uccregoBaHme BKoYano 26 geten
¢ CF n mekoHMeBOM HEMPOXOANMOCTbIO
kuweyHuka. B ogHon nogrpynne (n=14)
HaunmHanu nedeHune YOXK nepen BTO-
pbiM AHEM POXAEHMA NPU OTCYTCTBUU
npusHakos CFLD (paHHAA rpynna). Bto-
pas noarpynna (n=12) nonyyana YOXK,
TONbKO Korga 6bliv OTMeYeHbI Npu3Ha-
kn CFLD Ha npueme y Bpaya anAa no-
cnepytowero HabnwogeHua. B TevyeHne
9-neTHero nepuopa HabnAeHNA HU
y oaHoro pebeHka U3 paHHeW rpynnobl
He pas3sunocb CFLD. B npoTvBononox-
HocTb aTomy, y 33% (4/12) peten Bo BTO-
pow rpynne passunuce npusHaku CFLD
K KOHUY nepuopa o63opa. Ana noa-
TBEPXAEHUA 3TUX NpeaBapUTENbHbIX
OTKPbITUA Heob6xoAMMo O6LWKMpPHOE,
nepcrnekTUBHOE U PaHOOMM3NPOBaH-

HOEe KOHTpONIMpyemoe uccnegoBaHue
¢ NpuMeHeHneMm 6onee CTPOroro onpe-
neneHua Taxenoro CFLD.

Kpowme Toro, npepluectBytowue pe-
KoMeHZaumun no npumeHeHuto YIAXK
OCHOBbIBaNNCb Ha OTCYTCTBUU Bpena
M noteHunanbHon nonb3e npu CFLD
BCJIEACTBME OMUCAHHBIX MOJIE3HBIX
ceoncte YOXK npu gpyrux 3abonesa-
HUAX NeYeHU. TeEM He MeHee MOoJoXMu-
TenbHanA ponb Tepanun YOXK npu co-
CTOAHMAX, ANA KOTOPbIX 3TO JleyeHne
6blJI0 PEKOMEH0BaHO paHee, TakMX Kak
NMEPBUYHbIV CKIIEPO3UPOYIOLLUIA XONaH-
rMT U NepBUYHbIA GUNNAPHBIA LUPPO3,
HeJaBHO MOCTaBJieHa Nof COMHeHue
[20, 21]. Oco6o0e 6ecnoKONCTBO BbI3bl-
BalOT pe3yNibTaTbl PaHAOMU3UPOBAHHO-
ro ABOMHOrO cnenoro nnaue6o-KoHTpo-
JNINPYEMOro MUCMbITAHUA BbICOKOW [03bl
YOXK (28-30 mr/kr/cyTku) npy nepBuY-
HOM cknepo3upytoLem xonaHrute [20].
[JaHHoe uccnepgoBaHve 6bIn10 Npexaes-
peMeHHO npekpaLleHo B CBA3W C NOBbI-
LLIEHHbIM PUCKOM CMEPTU U TPaHCcMaH-
Tauum neyveHn B rpynne nedveHna YIOAXK
no cpaBHeHUIO ¢ rpynnon nnaueb6o,
HECMOTpPA Ha ynydleHne 6Gnoxmmmye-
CKMX aHOManuin nevyeHn NocpeacTsomM
YIOXK. KpaTko, B HacToALlee BpeMA He
nMeeTcA AaHHbIX, MOATBEPAUBLUNX Obl
NoONOXuUTeNbHbIN 3 dEKT NPUMEHEHNA
YAXK npu neveHumn nnu npepynpexae-
Hun CFLD. Becbma Heob6xogumbl uccne-
[OBaHWA, NpoOBeAeHHble Haanexalmnum
obpasom.
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Ona YOXK npu CFLD cyuwectBytoT
apyrve noteHumnanbHble ponu. YOAXK
nonesHa AnA nevyeHuns 3yaa, XxoTa MoryT
ObITb TakXe MoJsie3Hbl pPassinyHble Opy-
rme cpefcTBa, BKOYaloWme aHTUMU-
CTaMUHHbIE CPeAcTBa, XOJIeCTUPaMuH,
pudamnuumH n HanTpekcoH. Coobuia-
etcA, yto YOXK He AaBnAaeTcA nonesHon
AnA nedyeHua xonenutuasa npu CF [22].

9 Ouetotepanua

OnTumunsauma nuTaHuA, BBUAY €ro
3HAYMTENIbHOrO BANAHUA Ha POCT U CO-
CTOAHUE NErkKnX, ABNAETCA KOYEBbIM
acnekTom neyeHua CF B uenom. Mpwu 18-
>xenom CFLD cnenyet yonenutb ocoboe
BHUMaHWEe XNPOpPacTBOPUMbIM BUTa-
MWHaM U cpefHeLenoYeyHbiM TpUru-
uepuaam. OrpaHudeHne ynotpebneHusa
6enka u HaTpuA He ABNAeTcA Heobxoau-
MbIM MPY KOMMNEHCUPOBAHHOM TAXESIOM
CFLD.

1 0 I'IopTaanaﬂ rmnepTeH3vA

B 6onbwunHcTBE cny4vyaeB 3abonesa-
€MOCTb U CMEPTHOCTb OT TAXENOro
CFLD cBA3aHa ¢ OCNOXHEeHUAMN, BO3-
HUKaKOLWNUMK B pe3dynbTaTe NopTaibHOM
runepTeH3nun. Bapnkos BeH nuwieBoaa
M nopTanbHaA rmnepTeH3nBHaA racTpo-
natma moryT 6biITb 6eCCUMMMNTOMHbIMM

WY NPOABNATBLCA YIPOXAIOLLUM XU3HU
XENyAOYHO-KMLWIEYHbIM KPOBOTEYEHU-
eM. [pn Hannyun 3Ha4YNTENbHOWM Cre-
HOMeranuu pekomeHpyetca nsberaTb
KOHTaKTHbIX BUOOB cropTa.

10.1. AHAOCKONMYECKOEe NUrMpoBaHue
BapUKO3HO pacLUMpPEeHHbIX BEH

B HacToAwee BpemA He cyliecTByeT
YEeTKUX KOHCTPYKTUBHbIX pekoMeHpAa-
LM No npepynpexneHnto Bapmnkos-
Horo KposoTeyeHusa npu CF. MeToabl
NlevyeHnA BKJOYAlOT MCMNONb30BaHue
B-6nokaTopoB, aHAOCKOMNMNYECKOe Nun-
rmpoBaHve BapuMKO3HO pacLUMpeHHbIX
BeH 1 onepaumio. CyLlecTBYIOT Takxe
creunanbHble coobpaXeHnsa ana nayu-
eHToB ¢ CF. NpumeHeHune B-6nokaTtopos
ABJIAETCA OTHOCUTENbHbIM NMPOTUBOMO-
kaszaHuem npu CF BcnepctBme pucka
peakTuBHocTU 6poHxoB. lNoBTOpHanA
obuwanA aHecTe3nA ANA 3HOOCKONUM
CBA3aHa C PUCKOM JIErOYHbIX OCJIOX-
HEeHNN.

OnTtumanbHoe BpemMA OJ1A 3HO0CKO-
nn4ecKkoro nurnposaHnA BapukKo3HO
pacwWnpeHHbIX BEH HEACHO — nméo
no, nu6o nocne nepBoro KpoesoTte4e-
HUA. DHOOCKONUYECKOE nccnenoBaHme
BapUKO3HbIX BEH nMuuieBoda OOJIXKHO
NMPUMEHATLCA NP HaNN4nn KIIMHN4Ye-
CKUX, reMaToJIoOrn4ecKknx (Hanpwmep,
TpOM60LI,I/ITOI'|eHVII/I) NN PEHTIreHono-
r’M4yeckmx npumu3Hakos nopTaanoﬁ r-
NnepTeH3nun. B HepaBHeM uccnepoBa-
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HUWN KONUYECTBO TPOMOOLUTOB MeHee
115 x 109/n 6bINO CBA3aHO C BbICOKOWN
oTpULaTENbHON N MONOXUTENbHOMN
NPOrHOCTUYECKOM CMNOCOBHOCTbIO AnA
3HA0CKOMNMYECKON naeHTudunkaummn Ba-
pukosa [23]. MosTtomy uenecoobpasHo
perynapHoe obGcnepnoBaHue (kaxable
6-12 mMecAuUEB) NpU HaNU4YUKN BapuKo3a
BEH NuLLeBOAA.

10.2. OnepauuA/WwWyHTMPOBaHne

MNpuMeHeHne TpaHCAPEMHOIO BHYTPU-
NeyYeHOYHOro NOPTOCUCTEMHOTO LUYHTA
WIN MOPTOCUCTEMHbIX LLUYHTOB OMUCAHO
B MasioM UCCIIeL0BaHNN CEPUN Crlyvaes
neten ¢ taxenoim CFLD ana neveHun
nopTanbHON rMNEpPTEH3UN U/MNKN B Ka-
YyecTBe nepexofa K TpaHcnnaHTauuu
neyenHu [24,25]. YactnyHasa unm nonHas
CMNNEH3KTOMMUA MOXET ObITb paccmo-
TpeHa B KayecTBe AOMOJHUTENbHOTO
MeTo[a NeYeHUA MeguLUHCKM HecTa-
OMNbHOM NOPTaNbHON FUMNEPTEH3NN
[26]. 9mGonn3aumna ceneseHKn Takxe
onvcaHa B Ka4yecTBe ansrepHaTuBbl [27].

10.3. TpaHcnNaHTaLNA NeYeHn

B cutyaummn neyeHo4yHoM HepocTaTou-
HOCTW, HEYCTPAHMMOro BapuKO3HOTO
KpPOBOTEYEHMA UM NOPTONYyAbMOHap-
HOro cMHApPOMa rnokasaHa TpaHcnaaH-
Tauua neyeHu [28]. [lekomneHcupo-
BaHHaA NeYyeHoOYHas HEeJOCTaTOYHOCTb

(acuuT, XenTtyxa, Koarynonatusa, He-
nognatouanca nedeHuto ButammHom K,
FeI'IaTOI'IyJ'IbMOHaJ'IbeIIZ cuHapom unun
aHuedanonaTna) XoTb U ABNAETCA pef-
KOW, HO TEM HEe MeHee faeT MNJIoXoMn
NPOrHo3.

B 0630pe EBponenckux negnatpu-
Yyecknx LeHTpoB CF Ha ocHoBe aHKkeTu-
poBaHuA [29] ocHOBHble Noka3aHuA AnA
TpaHcnnaHTaumMm B 57 cnyvaax npea-
cTaBnAnM cobor NevYeHoYHyo HefgocTa-
TOYHOCTb (69%), runepcnneHnsm (57%),
nnoxoe nutaHue (47%) n nuwesogHoe
KpoBoTeyeHue (27%). bbino oTmeyeHo,
41O B Lenom 89% rpynnbl MMeno Ba-
pvKo3 nepen TpaHcnnaHTaunen n 42%
cTpajajio Mo MeHblUe Mepe OAHUM
KPOBOTEYEHUNEM.

HepnaBHO coobuieHbl pe3ynbTaThbl
Cnyx6bl o6ecneyeHnAa [OHOPCKUMM
opraHamu (aHrn. United Network for
Organ Sharing) ana 148 pgeten ¢ CFLD
[30]. 3Tu 6binn getn mnagwe 14 net
(cpegHuin Bo3pact 11,7 roga), u nouy-
TV OABe TPEeTU COCTaBAANU MallbuUKW.
BonbwwuHcteo (N=143) aTton rpynnbl
nepeHecnun TpaHcnnaHTauuio neye-
HWU, U TONbKO NATb AETEN nepeHecnun
KOMOGVHWPOBaAHHYIO TpaHcnnaHTauuio
JIErKOro 1 nevyeHu. 5-neTHAA BbXKMBaA-
eMocCTb ANnA 3TUX AeTen cocTaBnAna
85,8%. XoTA 3aTa BbKMBAEMOCTb Gbina
MeHblle, YeM MOcne TpaHcnnaHTaumum
no apyrum nokasaHuam, netn ¢ CFLD
nocne TpaHcnaaHTauum noayyYnnm 3Ha-
YnTEeNbHOE NMPENMYLLECTBO MO CPaBHe-
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HUIO C KOHTPONbHOWM FPynnown peTten
¢ CFLD, koTopble ocTaBanucb B cnucke
oXxuaaHua (To ectb 6e3 TpaHcnaHTa-
unn).

Kpome TOro, 5-neTHAA BbiXkuBae-
MOCTb ANnA aTon rpynnbl aeten ¢ CFLD
Oblsia Bbille, YEM B rpynmne B3pOCbIX
(72,7%). OnucaHa TpaHcnnaHTayuua
nevyeHn B cOYeTaHUU ¢ Apyrumu opra-
HaMW, TaKUMK KakK NneYyeHb — ferkoe,
nevyeHb — ceppLe — Nerkoe, nevyeHb —
noaxenynoyHana xenesa U NeYyeHb —
TOHKaA KWLLKA, C MePCNeKTUBHbIMW faH-
HbIMW BbIXKMBAEMOCTM K HacTOALLEMY
BpemeHu [31, 32].

OnTumanbHOe BpeMsa AnA TpaHc-
nnaHtauum npu CFLD ocTaeTcA He-
ACHbIM, HO pe3ysibTaTbl ANNTEJSIbHOIO
ynydlweHna nogresepansin ee npaBo Ha
ncnonb3oBaHue. nA yTouyHeHUA Bpe-
MeHU TpaHcnnaHTauuu 6bina npegno-
XeHa 6annbHaA cucTema, HO 3TOT Me-
TOL UMEET OMNpPefeNieHHYI0 CUCTEMHYIO
OLIJI/I6Ky B OTHOLWEHNN BapUKO3HOIo
kpoBoTeyeHua [33]. C yyeTom ycoBep-
LWEeHCTBOBAHUN B 9HOOCKOMMU4YeckKom
nevyeHMn Bapunko3oB n N3MEHEHUN B ne-
YeHUN MeToAOM TpaHcnnaHTauun ata
GannbHas cuctema TpebyeT yTOUHEHUA.
Tem He MeHee cTano AcHO, 4YTo Gonee
paHHAA TpaHcNnaHTauuA, Korga oHa
nokasaHa (neyeHo4YyHas HefoOCTaTOY-
HOCTb W/MNN HeycTpaHMMas nopTanb-
HaA rMnNepTeH3na), MPUBOLMUT K NyHLUNM
pesynbTaTam Mo CPaBHEHUIO C TPaHC-
nnaHTaunen c 3agepxkkon [30]. CmepT-

HOCTb TakXe B 3HAYUTENbHOWN CTeneHu
3aBUCUT OT AbiXxaTenbHon pyHKumn [29]
1 nutaHua. Tem He meHee ynydlieHne
MUTaHMA OYEBUAHO MOCJie TPaHCMIaH-
Tauuu, ecnv oHa ygadHa.

1 1 HanbHelwwee nccnegoBaHue

Heob6xoanmo gononHuTenbHoe uc-
cnepoBaHMe OCHOB MOJNEKYNAPHbIX
mexaHusmoB. OcTaeTcA onpenennTb
CNOXHble B3aMMOAENCTBUA MexXAay
MOANDULNPYIOWNMN FrEHETUYECKUMN
dakTopamu 1 hakTopamu okpyxatoLen
cpepbl, BIVAIOWMUMM Ha MaHudecTaumm
n Taxectb CFLD. XoTa He cyliecTByeT
cneunduryeckon Tepanuu AnA nevyeHns
unu npegynpexaeHua Taxenoro CFLD,
nMeloTcA BAOXHOBNAIOLIME YCOBEPLUEH-
CTBOBaHWA B crocobax neyvyeHuna, Hale-
NeHHbIX Ha ynydweHune CFTR [36].

12 sunons

JAunarHo3s Taxenoro CFLD moxeT 6bITb
noctaBneH B 6ONIbLUMHCTBE CllyyYaeB
[o B3pocnoro Bo3pacta. OtcyTcTBuME
TAxenoro CFLD k koHUy nNoapoCcTKOBO-
ro nepvofa fenaet oYeHb ManoBepo-

ATHBbIM, YTO Y NaLMEHTOB Pa30BbIOTCA
KNVHUYECKME 3HAaYUMble OCNOXHEHUA
CFLD Bo B3pocnom Bo3pacTe. BaxeH
perynfapHbIA CKPUHUHT U MOHUTOPUHT.
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NeveHne Taxenoro CFLD TpebyeT
MHoronpoduabHOro noaxona ¢ 0co-
ObIM BHUMaHUEM K NPoduUnakTnYeckmum
Mepam, AMeToTepanum u ie4eHuto nop-
TanbHOW rMnepTeH3un. TpaHcnnaHTa-
LA NEeYeHM y TaTelbHO 0TO6PaHHbIX
naumeHToB (NeYeHOYHO-KNETOYHanA Anc-
bYHKLMA U/UNn HeycTpaHUMble OCTOX-
HEeHVA NOopTaNbHOW FMMNEepPTEH3NN) Nno-
Ka3blBaeT yOOBNETBOPUTENbHbIE U BCE
ynyJwatouwmecsa pesynbratbl. ABTOpPbI
HagetoTcA, 4To 6osiblliee MOHUMaHUe
natoreHesa Taxenoro CFLD npusepet
K 3 PEKTUBHBIM MPEBEHTUBHbIM U Te-
paneBTMYECKUM Mepam.
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1 BeepeHue

JleyeHune MykoBUcUMAO3a HaLENEHO Ha
YMEHbLLUEHUE CUMMTOMOB 3a60NieBaHuA,
ynyulleHve NMTaHUA 1 pocTa 1 noaaep-
XaHue pyHkumn nerknx. B paspabotke
MeaukameHTo3Horo nedveHusa CF, Bknto-
YaloLlWero oynlleHne AbixaTenbHbIX
nyTen, MHranALMOHHbIE aHTUBUOTUKH,
nepopalbHble NeKapCcTBEHHbIE cpen-
cTBa 1 ynotpebrieHne yBenMYeHHOro
KONM4ecTBa KaJiopuil, coBepLleH 3Ha-
YnTenbHbIN Nporpecc. HepgasHo nepeoe
JleKapCTBEHHOE CPeacTBo, MoanbuLn-
pytowee 3abonesaHune, VX770, 6bin10
ofno6peHo ¥ CTasio AOCTYMHO ANA He-
GONbLLIOW MOArpPYNMbl HAaCENeHUA; ero
NpUHUMAIOT oAuH pa3s B cyTku [1]. He-
CMOTpPA Ha 3HaYUTENbHbIE [OCTUXEHUA
B AnarHoctuke u nevyeHuu CF, nevyeHue
aToro 3a6osieBaHUA NPOAONXKAET Tpe-
6oBaTb 6ONbLIOFO HaANPAXEHUA U U3-
MeHeHuA 06bIYHOMO NopAAKa Y 3aHMMa-
eT 2-4 yaca B CyTKM B 3aBUCMMOCTU OT
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TAXecCTn 3abonesaHua [2]. CnoXHOCTb
[aHHOro pexuma genaet ero cobntoge-
HMe 0coB6eHHO NpobneMaTuyHbIM.

[na neten mnapglero Bo3pacra po-
OUTENU, NPexXne BCero, OTBETCTBEHHbI
3a OpraHun3aLmio 1 MOMOLLb B JIEYEHUN.
Y noApocTKoB, 0fHaKo, MMeeTcA caBUr
B HanpasfieHnn 60sbLLEe HE3aBUCUMO-
cT1 1 aBToHOMUK. Kpome Toro, 4To noa-
POCTKOBbIV BO3pacT ABJIAETCA B LLE/IOM
6ecnoKOMHbIM NMepuoaomM, NOgPOCTKN
¢ CF ctankmnBatoTca ¢ 4OMONHUTENbHbI-
MU npo6nemMamu, CBA3AHHbIMM C YXY4-
LWeHNneM coCcToAHUA 300poBbA, 6onee
yacTon rocnutannsaumen n 6onbuien
OTBETCTBEHHOCTbIO 33 Jie4YeHne CBoe-
ro 3abonesaHuA. 3To 4acTo nNpuBOaUT
K XygLuemy coGniofaeHnIo pexuma neve-
HuAa [3, 4]. B paHHoM rnase caenaH 06-
30p KJIMHUYECKMX acnekToB cobnioge-
HWA peXxuma nevyeHna gna nogpocTkoB
¢ CF, Bkntovas nokasaTtenu, NporHocTu-
yeckue hakTopbl 1 NocneacTBusa. Takxe
obcyxpatoTca noaxoabl K U3MepPeHMIo
cobnofeHnsa pexmnma siedeHns BMecTe
C HOBbIMM CTpaTeErnAMY BMeLLATeNIbCTBa
ONA [aHHOW BO3PacTHOW rpynnbl.

MokasaTenu co6niogeHnn
peXxuma neyeHus

MokasaTenu cobnogeHna pexuma ne-
YeHUA 3aBUCAT OT CTEMEHMW BOBNEYEH-
HOCTU MauueHTa B NMPOLLECC feYeHus
[5]. MokasaTenu cobnioaeHna pexnma

fiedeHns s NogpoCTKOB C XPOHUYe-
CKMMM 3a60eBaHNAMM LLIMPOKO Bapbu-
pylOT B 3aBMCMMOCTU OT 3abonesaHus,
CIIOXHOCTU pexuMa nedeHns n cnocoba
oueHku [6, 7]. NUccnepoBaHua cobnio-
OEHUA pexunma Jie4eHusa npu pasHbix
3a60neBaHMAX 1 B Pa3HbIX BO3PACTHbIX
rpynnax rno3Bosvay nNpennosioxXnTb,
4YTO B cCpedHeMm rokasaTefiy CoCTaBA-
toT He 50% [8, 9]. MpepawecTBylowme
nuccnegosaHuA rno 3abosieBaHUAM Mpo-
OEMOHCTPMPOBAN, YTO 3TK nokasaTe-
v Bbiwe ansa 6onee NpPocTbiX METOA0B
fieyeHuna, BKJloYaloWwmx npuem tabrne-
TOK OOVH pa3 B CYTKW, MO CPABHEHMIO C
6Gonee CNOXHbIMM METOAAMM JieYeHus,
TakMMM Kak MmoaundurkKauma pexvmMa nu-
TaHVA, OYNLLEHME AbIXaTeNIbHbIX MyTew,
MOHVTOPVHT [I0KO3bl M UCMOJIb30BaHMe
uHranaTopos [10, 11].

AHanoruyHble nokasaTtenu cobnio-
OeHVA pexuma nevyeHna obHapyXeHbl
npu CF. B eBponenckom nccnegoBaHnm
B3pocnbix ¢ CF 06beKkTUBHbIE AaHHbIE,
NnoJiy4eHHble Ha OCHOBaHWUM CTaTUCTU-
YEeCKMX AAaHHbIX MOBTOPHOW BbIMUCKK
pPeLenToB U 3N1EKTPOHHbIX MOHUTOPOB,
nokasanu, 4To cobnofeHne pexuma ne-
YeHWA HaxXoaMnoch B UHTepBane ot 67%
OnA nepopajibHbiX aHTUONOTUKOB A0
31-53% [nAa MHranAUMOHHbIX aHTUBKO-
TUKOB, 53-79% — OnNA MyKONUTUYECKNX
cpencts u 41-72% — pnA runepToHun-
Yyeckoro cosieBoro pacteopa [12]. Cxoa-
Hble rnokasaTenu cobniofeHna pexnma
neveHuna (cpeaHunn nokasatenb 36%)

92



MeaununHckne BOMNpPOCHI U I'IDO6J'IeMbI noapoCcTKoB, 60NbHbIX MYKOB/CLMAOO30M

Coﬁmo.qume peXuma yiedeHnAa NnogpocTkaMuy ¢ MyKOBUCLLMOO30M

Obiny 06Hapy>eHbl y B3pocsblx B Benu-
KOOGPUTAHUU NMPU NPUMEHEHUWN CUCTE-
mbl goctaBku I-Neb (Philips Respironics,
Chichester, UK) [13]. Ucnonb3ysa ctaTtu-
CTUYECKME faHHble MOBTOPHOW BbIMUCKU
peuenTos, Eakin et al. coobwwmnun o cme-
LaHHOM noka3saTtene cobniogeHua pe-
XMMa fiedeHus, cocTaBnalowem 62% ona
KNOYEBbIX MYJIbMOHOJIOMMYECKNX Nekap-
CTBEHHbIX CPeAcTB (TO ecTb asuTpoMuU-
LMHa, AopHasbl anbda, MHranALuNoHHO-
ro TobpammumMHa N rMnepToOHNYECKOro
COJIEBOrO pacTBopa) y NaLMeHToB B BO3-
pacte oT 6 neT 4o B3pOCNOro Bo3pacTa
[14]. McNamara et al. coobwmnu, 4yto
y neten ¢ konoHusauuen Pseudomonas
aeruginosa cobniofieHne exxeMecA4YHoro
NPUMeEHEHNA UHTaNALNOHHBIX aHTUOWO-
TUKOB Haxoaunocb B MHTepBase oT 60%
0o 70% 3a 1 rog [15].

B 04HOM M3 HEMHOFOYUCEHHbIX UC-
cnefoBaHumM, n3yyarwLwmx cobnogeHmne
noapocTkaMn MHOXECTBEHHbIX Tepa-
nun, Modi et al. coobwunnu, 4To noka-
3aTenn cobnoaeHna pexnma ieyeHns
HaxogAaTcA B MHTepBarne ot 22% no 71%
Mo 06 bEKTUBHbIM AaHHbiM [16].

MporHocTuyeckme akTopbl
cobnloaeHnna peXxxuma evyeHus

an‘-IVIHbI nnoxoro COGHIO,D,GHVIH pPexun-
Ma nevyeHnAa MHOrorpaHHbl 1 BKNKO4aoT
d)aKTOpr OTHOLLEeHWA K Ne4YeHnto nayn-
€HTa N ceMbWl, UBMEHEHUNA NapaMeTpoB

3a6oneBaHnA N CNIOXHOCTU pexuma
nevenHusa (tabnuua 6.1) [7, 8]. MpuynHbl
nnoxoro cobnofeHA naumMeHToM pe-
XUMa JieYeHnA BKIIOYAIOT B3POC/eHUe,
6onee HU3KUI couManbHO-3KOHOMMU-
Yeckuin cTaTyc, acnekTbl NMCUXMYECKOTo
3[0pOBbA NaUMEHTa U LA, OCYLLECTB-
NAOLLEro yxopn, ceMenHbl KOHMANKT n
HenpuATue 3abonesaHua [10, 17, 18].
Y petelnl, Hanpumep, AenpeccuBHble
CUMNTOMbI CBA3bIBaNN C HEYAOBNET-
BOPUTENbHbIM BbIMOSIHEHUEM MpPaBU
oyunuleHnA abixaTenbHbiX nyten [19].
CumMnTOMbI Aenpeccumn Takxke pacrnpo-
CTpaHeHbl Cpean nuL, ocyLLecTBAI-
wmnx yxon. Cambl HA3KUIA MokasaTesb
cobnofeHnA pexurma nieyeHma Habno-
JancAa npu npueme naHkpeaTu4yeckmx
¢hepmMeHTOB, NPMBOAALLUX B pe3ynTaTe
K HEBO3MOXHOCTHM NpnbaBrieHnA Beca K
cnepyowemy noceLleHuio KnmHmkm [20].
TpeBOXHOE COCTOAHUE TaKXKe CBA3AHO
C COGNIOAEHNEM peEXMMA NEeYeHUA: Kak
BbICOKMI, TaK U HU3KUI YPOBEHb TPEBO-
rv okasblBan OTpULATENbHOE AENCTBME
Ha cnegoBaHue pexnmy. CooTBETCTBEH-
HO, MauueHTbl, MakCMManbHO cobto-
Jalolne pexnm feveHua, NpoABnaioT
cpeaHue YpoBHU TPEBOTM, B MPOTMBOMO-
JIOXXHOCTb MUHUMAsbHON UKW CUNIbHOMN
Tpesore [21]. HanpoTus, cyliecTByeT He-
cKoNbko (hakTopoB, NO-BUANMOMY, NOJIO-
XUTESIbHO BAVAOLWMX Ha cobniogeHne
pexuma Jie4eHua, Hanpumep CrJioYeH-
HOCTb B CEMbE, COLMarnbHanA noaaepxka,
YyBCTBO OTBETCTBEHHOCTM 3a Yblo-NN6O
XM3Hb 1 aMNaTua Bpaya [22, 23].
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Ta6nuua 6.1. ®akTopbl, BAuAloWMe Ha cobiofeHne MeguLNHCKUX Ha3Ha4YeHUn

noppocTkamm

®akTopbl, CBA3aHHbIE C CEMbel NaLueHTa

®aKTopbl, cCBA3aHHble ¢ PaKTOpbl, OPUEHTMPOBAH-
3aGoneBaHuem

Hblé Ha peXxum

Jemorpaduryeckne dhakTopbl

e [lon

e CounanbHO-3KOHOMUYECKUI CTaTyC
* Paca

e 3HaHuA

DakTopbl pa3BUTUA

* [lepexopn K HE3aBUCUMOCTH

© KOrHUTVBHbIE OrpaHNYeHnA

* HeanekBaTHbIi KOHTPOMb
McuxmaTpuyeckana KOMOPOGUAHOCTb
e lenpeccuA n TpeBora

e CI/IH,Cl,pOM ,Eled)l/lLl,I/ITa BHUMaHMA C runep-
aKTUBHOCTbIO

e PerynvlpOBaHme W apgantauuA nauyuveHTa
n cembun

o KoHdnukT poauntenen n pebeHka

¢ [IporpeccupoBaHme
3aboneBaHunA

® B3anmooTHoweHuA
reHoTuna u peHoTuna

e Kypc neveHusn

e TaAxecTb 3abone.a-
HUA

e EXecyTO4Hble CUM-
NTOMbI

® CnoxHoCTb pexuma

e Jleye6GHan Harpy3ska
nauueHTa

* HepoctaTtouHasa pgo-
3MpoBKa NN nepepo-
31poBka

¢ HeapekBaTHOe BeaeHue
6purapon CF

® Mo6o4Hble adhdekTbl
neyeHna

* MpoponxnTenbHOCTb
M 4acToTa NpuMeHeHua
ycTponcTea

MocnepcTena nnoxoro
cobnofaeHuA peXxxuma ievyeHunn

lMnoxoe cobnogeHne pexnma nevyeHnsa
YypeBaTo OTpuuaTeNbHbIMWU Nocsen-
CTBUAMM KakK AnA NauMeHToB, Tak U ansa
CUCTEMbI 3PaBOOXPaHEHNA B LENIOM.
Hwuskune nokasatenu cobnogeHus pe-
XXMMa NiedeHnA NPUBOAAT K YXYALIEHUIO
COCTOAHMA 300POBbA NOAPOCTKA, NMOBbI-
weHHon 3aboneBaemocTun, 6onee 4va-
CTOW rocnuTanusaummn n 6onee paHHewn

cmepTu [3]. MockonbKy nauneHTbl Npo-
BOAAT 6onblue BpemeHn B 6onbHULE,
Y HUX OCTaeTCA MeHblle BPeMeHM Ha
y4eby B LUKOSie UV BCTPeYn ¢ Apy3bA-
MW M CEMbEN, YTO HaMpPAMYIO CHUXaeT
Ka4yecTBO MX XU3HU [24, 25].

MocnencTBmA nnoxoro cobnoaeHnnA
pexvma nevyeHusa He orpaHuYMBaloTcA
yXyalweHueMm 340pOBbA MOAPOCTKA,
HO TakXe BKJIlOYaOT HEOGXOAMMOCTb
6onee BbICOKMX 3aTpaT Ha NevyeHue,
NPUHATUA HOBbIX PELUEHUIN KITUHUYE-
CKOTO YPOBHA U YCJIOXHAIOT UHTEP-
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npetaumio KIMHUYECKUX UCTbITaHUN
HOBbIX NleKapCTBEHHbIX cpencTs [26,
27]. Heckonbko nccnegoBaHuin xpo-
HUYECKMX NaTONIOrMYEeCKUX COCTOAHUN
nokasanu, 4YTo nnoxoe cobnwogeHue
peXxuma nevyeHuA NpMBOAUT K 6Gonee
BbICOKMM pacxofaM CUCTEMbl 34paBo-
OXpaHeHuA 1 NycTon TpaTe pecypcoB
[26, 28, 29]. HepaBHMe oLeHKM MO3BO-
NAT NPeAnosioXnTb, YTO Hecobnto-
OeHne pexuma nevyeHua obxopgurcna
cucteme 3gpaBooxpaHeHuda CLUA npu-
6nusutenbHo B $300 mnpa exeroaHo,
Bktovaa $100 mnpa Ha yBenuyeHue
yucna rocnutanu3sauun [30]. Ona naym-
eHToB ¢ CF Briesacher et al. o6Hapyxu-
NN, 4TO TOYHOe cobnoaeHne pexuma
NlevyeHnA NHranALMOHHbIM PacTBOPOM
To6paMmuLuMHa NPUBENO K YMEHbLIe-
HUIO Yncna neroYyHbix o60CTpeHUn n
CHUXEHMWIO pucka rocnutanmsauum
1, KaK cneacTBue, — K CHUXEHUIO 3a-
TpaT cucTembl 3apaBooxpaHeHun [31].
MauneHTam, Ha KOTOpPbIX, Ha NEPBbIN
B3rNAg, He AENCTBYIOT Ha3HAYeHHble
MeTobl JIeYEeHUA, HO KOTOpble B Ael-
CTBUTENIBHOCTU He coB0aaloT Pexnm
Nle4yeHnA, Bpaim MoryT NoBbICUTb A03Y
WV Ha3HaA4YUTb HOBbIE JIEKAPCTBEHHbIE
cpenctBa. 3To yBeNnn4uBaeT 3aTpathl
Ha JleKapCTBEHHblE CPeACTBA U MOXET
npuBecTun K nepenosmposke. HakoHew,
nioxoe cobnogeHne pexuma neve-
HWUA MOXET Bbl3BaTb OWMNOKY B KJIMU-
HUYECKUX UCMbITAaHUAX B pe3yfibTaTe
HeAOOLEHKN UK nepeoLeHkn addek-

TUBHOCTU NEeKapCTBEHHOrO CpencTBa
[28]. B 60nbLlUMHCTBE KIIMHUYECKUX UC-
nblTaHUN cobnogeHe naumeHToM pe-
XMMa NevyeHnna OLeHMBAloT, UCMOJIb3yA
KOCBEHHbIE METOZbI, KOTOPbIMU MOXHO
JIErKo Mosb30BaTbCA, Takue kak nopj-
cyeTbl hnakoHOB 1 kopobok. AnbTep-
HaTMBHble METOAbl BKJOYalOT Npu-
MeHEeHMWEe 3NeKTPOHHbIX MOHUTOPOB,
aHanu3 ypoBHA KOHLUEHTpaLun nekap-
CTBEHHOTO CPELCTBA UJIN EXXECYTOYHbIE
TenedOoHHble AHEBHUKM NauueHTa [32].

U3mepeHue cobniopeHnn
peXxxuma sieyeHus

OueHka cobniogeHna pexnma neyeHuns
KpanHe CNnoXHa ¢ y4eToM Yucna BO3-
MOXHbIX HadHayeHun npu CF u pas-
JINYHbIX CNOCcOoB0B UX AOCTaBKY (Hanpu-
mMep, Tabnetku, Hebynansepsbl, Acapella
[Smith's Medical, St Paul, Minnesota,
USA]). CnocobGbl oueHkn cobnoaeHun
peXxxuma nevyeHus BKoYaloT CaMooTYeT,
eXeCyTouHble TenedOoHHble OAHEBHUKN,
9/1eKTPOHHbIE MOHUTOPbLI U CTAaTUCTU-
Yyeckue AaHHble MOBTOPHOWN BbIMUCKU
peuenToB, N KaXabl U3 HUX NMeeT
CUNbHbIE N cnabble CTOPOHbI.

MSMGDGHVIG Ha OCHOBE€ caMoOOT4eTa
BKJIlO4YaeT HeI'IOCpe,D,CTBeHHbIIh onpoc
nauneHToB, Kak OHU BeayT cebA B OTHO-
LweHun cobnogeHuns pexunma neveHuA.
K coxaneHuto, aHann3 camooT4eToB
NMOCTOAHHO AaeT 3aBbllleHHble OLEeH-

95



MepnunumHckre BOMPOCLI A I'IpOﬁJ'IeMbI noapoCTKOB, 60nbHbIX MYKOBNCLMAO30M

CobnioneHve pexXxuma neveHnAa NnogpocTkaMu ¢ MyKOBMCLMNO030M

KN MO CPaBHEHUIO C APYrMMU Mepamu,
6onbllen YacTblo BCNEACTBME XenaHua
nauMeHTa KasaTbCA Jyylle U ownbok
namaTtu [16]. MaumeHTbl YacTo XOTAT
«yOOBNETBOPUTb» CBOUX Bpayen, a Tak-
e UMelT TPYAHOCTU C 3aNOMUHaHU-
eM TOro, Kak 4acTo OHW coBepLUaioT
HasHa4vyeHHble npoueaypbl [13]. XoTAa
camMooT4eTbl 0 cobnoaeHNn pexnma
JledeHNA MeHee TOYHbI, YeM Bonee 06b-
eKTUBHblE Mepbl, Takne aHKeTbl, Kak
AHkeTa cobnofeHna pexxnma neyveHmn
(TAQ-CF; ot aHrn. Treatment Adherence
Questionnaire CF), aBnAatoTca nosie3Hbl-
MU MeTogaMu CTUMYJIALLMKM camMonpo-
Bepku n guanora [6]. Mocne nx 3anon-
HEHUA NOAPOCTKM KOMMEHTUPYIOT, YTO
OHW He MOHMMaNu, Kak NJaoXo OHU CO-
Gnofanu pexxnm neyveHuns, 4o Tex nop,
noka He 3anosiHuAu aTy dhopmy.

MN3mepeHnAa c noMoLblo OHEBHU-
KOB, TO €CTb APYroro Buga caMooTYeTa,
MeHee 3aBUCUMbI OT XXeflaHUA NauneH-
Ta u owmnbok namATu [16]. Hanpumep,
€XeCyTOYHbIN TenedOHHbIN HEBHUK
(DPD; ot anrn. Daily Phone Diary) nc-
noJsib3yeT MeTof, aHKeTUpOoBaHWUA AnA
cbopa nHdbopmaummn o fencTBuAx na-
LMEHTOB 3a npepglwecTeylowmne 24 yaca
[33]. DPD BbiABNAET TN AENCTBUA, NPO-
LOMKUTENbHOCTb, NokasaTeslb HacTpo-
€HUA NPy COBEPLUEHUN MaHUNYNALUNA,
OonAwmxea 5 MUHYT unu pgosnblue. Takum
obpasom, DPD npepactaBnAeT cobon
HesamMeTHOe M3MepeHue cobnoaeHun
pexuma neyeHusa, obecrnevynBaioLee

6onee To4Hyo nMHdpopmauumio. Opyron
CUNbHOW CTOPOHOW 3TOro NMoaxoaa AB-
JIAeTCA KOPOTKUI AMana3oH HarnoMuHa-
HuA (nocnegHue 24 4aca), YTO CHUXaET
NnoTeHLUManbHy0 BO3MOXHOCTb 3abbiBa-
HuA. Tem He meHee DPD TpebyeT 3aTpar
BpPEMeHU agMUHUCTPaTopa, AaeT CNoX-
Hble JaHHble AnA aHanusa, u ero npu-
MeHeHne MOoXeT OblTb OrpaHNUYeHHbIM
nnAa maneHbkux geten [15]. DPD cuuTa-
0T «XOPOLLO pa3paboTaHHON» MeToaun-
KOW B HECKOJIbKMX 0630pax OLEeHKN Ha
ocHoBe (akToB [32].

ONeKTPOHHbI MOHUTOPUWHI Npeana-
raet 6onee o6bEKTMBHbIE U 3aHMMalO-
LiMe MeHbLLe BpeEMEHU CNOcobbl n3me-
peHun cobniofeHUn pexuma neyveHus.
B HacToAwWee BpemMA 3Tu ycTpoicTBa
OOCTYMHbI A1A NIeKapCTBEHHbIX CPEACTB
BO ¢hnakoHax (KpbILIKM C CUCTEMOW MO-
HUTOpPUHra cobbITUN Npuema nekap-
cTBeHHoro cpeactea [MEMS; ot aHrn.
medication event monitoring system]),
uHranAaTopax ¢ gosatopamu (MDI; ot
aHrn. metered-dose inhalers) n Heby-
nansepos. bnarogapAa M BblABNEHbI
6onbLUMe pacXoXAeHNA MexXay caMoOoT-
4YeTOM COONIOAEHNA pexnma nevyeHus,
oueHKaMn MeauUUHCKMX paboTHUKOB
1 OeACTBUTENbHBIM MPUMEHEHUEM, YTO
noaTBep>KAaeT TOYHOCTb U MOMb3Y 3TUX
ycTpoucTs. Tak, B O4AHOM McCnenoBaHum
nogpocTku coobwmnn o 99% cobnioge-
HUW pexumMa nevyeHna asapo30JibHbIMU
NleKapCcTBEHHbIMU CpeacTBaMu, Toraa
KaK 3NIEKTPOHHbIE MOHUTOPbI BbIABU-
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1N nokasaTtenun cobnofeHna pexunma
neyeHun, coctasnaoouwmne 53% [16].
HoBenwune TexHonorumu, tTakme Kak
cucTtema pgoctaBku aspo3sonen I-Neb
(Philips Respironics), coxpaHaioT B na-
MATW 0aTy, BpemsA, NPOAOSIXXUTENIbHOCTb
M 003y KaXAoW MHranauuun nekap-
CTBEHHOrO cpefcTea. B nccnegosaHum
B3pocnbix nauneHToB ¢ CF B Benuko-
OputaHun gaHHble I-Neb 3a 3 mecaua
nokasaju cpefHU nokasaTenb CO-
6/loAeHNA pexunma NevyeHnsa, cocTas-
naowmnn 36% (uHtepsan 7-109%), no
cpaBHeHuto ¢ 80%, npeacTtaBneHHbIMU
nauneHTamu, n 50-60%, coOOBLLEHHbIMU
yneHaMmun MHoronpoduabHon Gpuraapl
[13]. Bo BCex cnyyaAax meauumnHckune
paboTHUKN NepeoLeHnBanun cobnioge-
HVe UX NauueHTaMu pexmrmMa nevyeHus.
CnepoBaTenbHO, MeaguUmnHckue paboT-
HUKMN HE UMEIOT TOYHbIX NPEACTaBIEHUN
0 cob6noaeHUN pexnma nevyeHma u ya-
CTO He 0CO3HaloT NPo6NeM, C KOTOPbIMM
cTaNK1BaloTCA NMaLueHThbl.

MockosbKy TEXHONOTNA COBEpPLUEH-
cTBYyeTCA, 3NIeKTPOHHbIE MOHUTOPbI
MOTYT CTaTb «30JIOTbIM CTaH4APTOM»
ONA n3MepeHusa cobnogeHna pexuma
nedenwus [7, 16, 32], B 4acTHOCTH, ecnu
OHK obecnevaT MosesHyto, nNerko ao-
CTYNHY!0 MHMOPMaLMIO, KOTOpaA MOXET
cnoco6cTBOBaThL HanaXXmMBaHMO KOMMY-
HUKAUMN MeXAy NauneHToM U Meau-
LMHCKMM paboTHUKOM. TeM He MeHee
cnenyeT OTMETUTb, YTO 3NEKTPOHHbIE
MOHUTOPbI ABNATCA LOPOroCTOALLM-

MW, 4acTo PYHKLMOHUPYIOT Hemnpa-
BUIbHO U [OCTYMHbI HE AJ1A BCEX BUAOB
neyerHusa CF (Hanpumep, NoBbilweHUA
KONMYecTBa Kanopumn, oYULLEHUA Abl-
xaTenbHbIx nyTtew) [16, 32].

HakoHeL, cTaTucTMyeckne gaHHble
NMOBTOPHOW BbIMWCKN PeLLenToB Nnpeg-
cTaBnAlOT cobon ele oauH NMones3Hbln
cnocob namepeHua cobnogeHnsa pe-
Xnma neyenuvsa. MHdpopmauma o Tune,
[03€e U faTe BbIMUCKM EKAPCTBEHHOIO
cpenctBa MoXeT 6biTb MoJsiyvyeHa u3
anTeyYHbix 6a3 AaHHbIX U conocTaBie-
Ha ¢ NJIaHOM neyvyeHunA, Ha3HaYeHHbIM
nauueHTy, AnA BblYUCNEHUA MHOEKCA
nonb3oBaHuA npenapatom (MPR; ot
aHrn. medication possession ratio)
[14]. MPR yuynTbiBaeT Konn4yecTBo
JIeKapCTBEHHOTO CPEeAcTBa, KOTOPbIM
obnapgaeT nauumeHT, OTHOCUTENbHO
Konn4yecTBa, Ha3Ha4YeHHOro emy/en
B OMnpefeNieHHbIX BPEMEHHbIX pamKax.
Tem He meHee aTa ¢dopmMyna He NOMO-
raeT npocneguTb, NPUHUMaNOChb nNu
NleKapCTBEHHOE CPEACTBO, @ TakXe He
YUYUTbIBAET KONIMYECTBO NIeKapCTBEH-
HOro cpeacTBa, M3pPacxof0BaHHOTO
B KJIMHUKE WU B YCIIOBUAX CTaLMOHa-
pa [16]. X0oTA oHO ABNAETCA KOCBEHHOWN
Mepon, MPR mMoxeT ucnonb3oBaTbcA
B KOMMJEKce ¢ ApyruMmn mepamu co-
6noaeHnA pexrma NievyeHna n ¢ npo-
rHO3MpoBaHUEeM Nero4yHbix obocTpe-
HuUM y naumeHToB ¢ CF B Bo3pacTe oT
6 neT 1 Ha NPOTAXEHNM B3POCNOro ne-
pvopa [14]. MPR Takxe noneseH gna
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onpeneneHuna naumMeHToB, KOTopbie He
CMOT/IN MOJIy4UTb NekapcTBa NO CBOUM
peuentam [16].

CobniopeHne pexnma nevyeHus
B OTHOLUEHWUU BbINOJIHEHUA PEKOMEH-
[auuin No NUTaHUIO, OYULLLEHUIO AblXa-
TeNbHbIX NYTEN U [O3NPOBaHUIO HU-
3NYECKMX Harpy3oK OUeHUTb TpyaHee,
YyeMm cnefoBaHWe OPYrMM pexumam
nevenuna CF. na uamepeHuna execy-
TOYHOW aKTUBHOCTU MOXHO MPUMEHATb
akcenepometpbl. Kpome Toro, execy-
TOYHble TenedoHHble AHEBHUKM Oal0T
BO3MOXHOCTb HE3aMETHOIrO M3MepeHA
cobnioaeHnAa GU3nNYecknx Harpysok
N NPUEMOB MULLM.

B nTore kaxabli MmeToa M3MepeHua
MMEET CBOU CUJIbHbIE CTOPOHbI U Orpa-
HUYEHMA, 4YTO yKa3biBaeT Ha Heobxoam-
MOCTb UCMONb30BaHNA KOMMIEKCHbIX
METOAOB ANA NMOBbILEHNA TOYHOCTU. U3-
MepEeHNA C MOMOLLbIO caMooT4eTa Mno-
Ne3Hbl ANA cTUMynAaumm obeyxaeHnsa n
CcaMOnpOBEpPKM, TOrAa Kak exKecyToYHble
TenedOHHble AHEBHUKMN, 31IEKTPOHHbIN
MOHUTOPVHF U CTaTUCTUYECKNE fOaHHble
BbINUCKN peLienToB obecneymBaioT 60-
nee ToYHyto uHgopmaumio. BaxxHo, 4to
M3MepeHune nokasartenen cobnogeHus
pexuma nevyeHuA He NPUHUMaET B pac-
YeT npoure numuUTUpytowme dakTopsl,
KOTOpble BHOCAT BKJaf B MJOX0e CO-
6noneHne pexxrma nevyeHus, Takme Kak
3abbiBaHue, cnaboe yrnpasBrieHMEe Bpe-
MeHeM 1 Nobo4Hble 3 deKTbI.

Jlumutupylowme dakTopbl
co6niofeHnA peXxuma fe4eHun

Ha nHauBuayanbHOM ypOBHE KaX bl
nauueHT 1 ero ceMba oGnagatoT YHU-
KanbHbIM HAGOPOM OrpaHMYMBaIOLLNX
dakTopoB, 3aTpyAHAOWMX cobnope-
Hue pexunma nedveHma CF. O6blyHble
nuMuTupylowme daktTopbl AnA nauu-
eHTa BKJIloYaloT cnaboe ynpaeneHue
BpemMeHeM, 3abbiBaHNe U OTCyTCTBUE
3HAHUN O pexume neyeHua. Ana noa-
pocTkoB U monofbix B3pochbix ¢ CF
pa3paboTaHa AHKeTa orpaHuynBato-
wmx hakTopoB cobnoaeHNA pexmma
nedeHunsa (ABQ; ot aHrn. Adherence
Barriers Questionnaire), KoTopyto MoOX-
HO Ucnonb3oBaTb ANA UAeHTUdbUKaLnn
K/I0YeBbIX OrpaHnYmBatoLLmnX hakTopoB
ONA KaXkaoro KOMMoHeHTa pexuma. Ha-
npumep, poantenu n nogpoctkn ¢ CF
nmetoT npobenbl B MNOHMMaHUK neve-
HuA CF, B YacTHOCTM pekoMeHZaumm no
NUTaHMIO, TaKUX KakK NOBbILLEHNE KONKU-
yecTtBa kanopun [10]. B HepaBHeM uc-
cnepoBaHun 92% poauTtenen He 0co3-
HaBano, 4YTo XMpbl cogepxaTt 6onbLue
Kanopum, 4em yrneesopbl, n 3Tn npobe-
Nbl OTpULATENBHO BAUANN Ha crnocob-
HOCTb W poauTenewn, u NauMeHToB crne-
[OoBaTb peKkoMeHAauUMAM Mo NUTaHuo.

OueHka 3HaHUI NOAPOCTKOB O Jie-

yeHun 3abonesaHuna (KDM; oT aHrn.
Knowledge of Disease Management)
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[34] nokasbiBaeT Mx ypoBeHb MOHMMa-
HUA pexwuma nevenus CF, 4yto gaert Bo3-
MOXHOCTb MeAULMHCKMM paboTHUKaMm
naeHTuduumposatb npobenbl B 3Ha-
HWAX K 3anonHATb ux. Hanpumep, noa-
pOCTOK, KOTOPbIV CYMTAET, YTO cnepyet
npuHUMaTb hepMeHTbl nocne efbl, He-
HaMepPeHHO MPUHUMAET cBOU (pEPMEHTbI
B HEMpaBWJibHOE BPeMA, YTO NpuMBOAUT
K TpyAHOCTAM B npubaBneHuun Beca
n pocta. NamepeHne KDM paspaboTta-
HO ONA AeTen, NoAPOCTKOB U poauTenen,
4TOObl OLEHUTb 3HaHWA B YeTbipex 06-
NlacTAX: COCTOAHME 3A0POBbA NIETKUX;
nuTaHue; nevyeHue; obliee cocToAHME
3popoBbA. PaccuntaHbl 6annbl ana no-
CTPOEHUA NHAMBMAYANbHbIX Npodunen
CUNbHbIX 1 clabblX CTOPOH KaX[Aoro pe-
croHZeHTa Mo AaHHbIM WwKanam (puc. 9).
3artem atn 6annbl MoryT 6bITb NepenaHbl
Kaxpomy uneHy 6puragbl CF ana kop-
pekunmn owmnboYHbIX NPeacTaBIeHuUi
1 ownboyHonm nHgpopmauynn. KDM pe-
MOHCTPUPYET XOPOLLYIO KOHBEPTEHTHYIO
BaNMAHOCTb Nnokasatenen dusnyeckoro
300poBbA M HabngaeMbiX HaBbIKOB
[35, 36] 1 B HacToALlee BpeMA nepese-
JeHa Ha uBpuT, nopTyranbckun (bpa-
3UNNA), HEMELKUIA 1 OaTCKUNA A3bIKW.
Y10 KacaeTcA xapaKTepuCTUK NieYeHus,
NoAPOCTKN MOTyT CTankMBaTbCA C NU-
MUTUpYoLWMMY pakTopamu BCneacTsme
No60YHbIX 3P PEKTOB, TakUX Kak HEMpuU-
ATHbIN BKyC (Hanpumep, To6pamMmuLmH),
NPUCTYNbl Kala U PBOTHbIA pednekc
(HanpumMep, rMNepPTOHNYECKUI CONEBOW

pacTtBop) uaun 60nb B rpyoHON KneTke
(Hanpumep, Vest). Kpome Toro, dakto-
pbl, OTHOCALLMECHA K CUCTEME 34PaBOOX-
paHeHuA, Takme Kak BbIcoKaAa CTOMMOCTb
JleKapCTBEHHbIX cpeacTB n o6opyno-
BaHWA M OrpaHWYeHHanA JOCTYMHOCTb
MEAMLIMHCKOW MOMOLLM, MOTYT caenaTtb
npobnemaTuyHbIM cobntoaeHne pexxmma
neyeHunA, n atTu dakTopbl cNegyeT oT-
KpbITO 06CYXAaTh C NaLMeHTaMu.

HezaBucumo OT TOro, KTo Unu 4To
nopoXgaeT NIumMuTupyiowme dakTopsbi:
naumneHT, cnocob sieyeHuna nam cuctema
34paBOOXpPaHEHUA, B3aUMOOTHOLUEHUA
cOTpyAHUYeCcTBa MexXay nauueHToM
N MEANLMHCKAM pPaBoOTHUKOM MPUHLU-
nuanbHO BaXKHbl AnA NpefoTBpalleHma
NjoXoro coboaeHNA peXxuma JieyeHus.
Hanpumep, B ogHOM uccnegoBaHum 06-
Hapy>eHo, YTo poauTenu B 17% cny4vaes
He cornalwanucb ¢ METOAAMU NeYeHuns,
Ha3Ha4vyeHHbIMU pebeHKy Bpayom [10].
JTO pacxoxpeHne MOXET BO3HUKHYTb
BCNeACTBME MOHWMaHUA MPUHLUMNOB
1 METOLOB JIEYEHUA U B CBA3M C MJIOXUM
3anoMuUHaHVeM MeaULUHCKUX PEKOMEH-
nauun. MNMucbmeHHbIN MNMnaH Ha3HavyeH-
Horo neveHua (PTP; ot aHrn. Prescribed
Treatment Plan) [10,32], B koTOpoMm yka-
3aHbl YacToTa, 4033 U NPOJONXKUTENb-
HOCTb, ABNAETCA MONE3HbIM UHCTPYMEH-
TOM, rapaHTUpPYIOLWNM, YTO NMauneHTbI
NMOHUMAIOT CBOM Ha3Ha4YeHUA U MoryT
B KOHEYHOM cyeTe yNyuylWnTb CBOW Mo-
KasaTesnb COGNMIOAEHMUA pexnma nedve-
HuA. Kpome Toro, nepep HazHa4YeHUEM
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W U3MEHEHVEM MJIaHa JIeYeHnsa Meaun-
LMHCKMUM paboTHMKaM cnemyeT OTKpPbITO
0bcyxaaTtb 06pas XM3HU U PEXUM OHA
nauneHToB, CTOUMOCTb Tepanuii U gpy-
rve nuMuTUpytoLme dakTopbl, KOTopble
MOTyT 3aTpyAHATb COGMOAEHNE pexrmMa
neyeHusa. KDM n PTP goctynHbl 6ec-
nnaTtHo Ha caunTe http://www.psy.miami.
edu/ksa_measures/.

Pa6oTa c co6niogeHnem
peXxxuma nieyeHus

B HacToAwee BpemAa Takasa paboTa
BKJ1I0MAET TPU OCHOBHbIX HanpaBneHusA:
1) ncuxonoro-negarorvyeckasa pa6oTa
Ha MOCTOAHHOW OCHOBE; 2) MOUCK HO-
BbIX NMOAXOL0B B CUCTEME 34paBoOOXpa-
HeHuA, yny4dwatowmx ahdeKkTUBHOCTb
(kayecTBO) U KOMMYHUMKauuio; 1 3) no-
BbllUEHWE MOTMBALMN U BO3L4ENCTBUE
Ha NMoBeAeHWe nauueHTa ¢ Lenblo 13-
MeHeHuA (pelweHne npobnem, opraHu-
3auma noseneHus) [7, 37]. YcnewHble
NeNcTBMA MakCUMasbHO yBeNnNYMBaloT
3 (peKTUBHOCTb 3TUX TPEX NOAXOA0B.

MNcuxonoro-nepgarornyeckana pa-
6oTa 06bl4HO NpepocTaBaAeT cobon
nHdbopmaumio B YCTHON, MMCbMEHHON
unu umdpoBon (komnbioTepHoi) dop-
Me O CMMMTOMaXx, BaXHOCTU cobntoge-
HUA pexxMmMa NieyeHna n Heob6XoaMMbIX
NnpakTU4eckmx HaBblikax (NPaBUIbHOM
NPUMEHEHUN UHIaNATOPa OTMEPEHHbIX
0o3). Tem He MeHee MHOTro4YUCTIEHHble

nccnefoBaHMA MO XPOHUYECKUM 3a-
6oneBaHMAM Moka3blBaloT, YTO OLHOIO
TONbKO 3HAHWA U MOHUMAaHWA Hepo-
CTaTOYHO ANIA U3MEHEeHUA nosefeHunA
[27, 37, 38]. B pencTeuTenbHOCTM nog-
pocTKuM, XyXe Bcero cobniogatoume
pexum nevyeHun, Yacto 60blue BCErO
3HAlOT O CBOEM JIeYeHUN; OHU MHOFO-
KpaTHO NpocnyLwann nekumm o Tom, 4To
OHW foskHbl aenatb! MNeparornyeckue
noaxonbl 0CO6EHHO OrpaHMYeHHbl,
KOT4a OHW He y4YUTbIBalOT UHAUBUAY-
anbHbIX NPO6enoB B 3HAHUAX U HE CNOo-
co6Hbl NpeofosieBaTb IMMUTUPYOLLNE
hakTopbl KOHKPETHOro nauneHTa [10].

OpraHusaunoHHas paboTa Hauene-
Ha Ha co3faHue OKpy>KaloLen cpefbl,
OPY>XeCTBEHHOMN ANA naumeHTa, nyTem
U3MeHeHnA cnocoboB Ha3HavyeHuA,
MOHUTOPUHIra u moandurkaumm neve-
HuA. Hanpumep, CF-ueHTp MOXET CKOH-
LeHTPUpOoBaTb YCUJINA Ha YNpPOLLEeHUN
pexumoB, pa3paboTke NMMCbMEHHbIX
nnaHoB neyeHnA n 6onee TOYHOM MO-
HUTOpPWHre cobnioaeHnA NayneHTom
pexuma nevyeHua. OnvcaHHbIN Bbille
PTP cBoAgUT K MUHUMYMY HEMOHMU-
MaHne Mexay nauymeHToM U Bpavyom
6narogapAa ocbopmMneHunto nnaHa neve-
HMA B MUCbMEHHOM BUAE; K 3TON 3a-
nnucu ceMbA MOXeT obpawaTbCcA Ha
NoCTOAHHOM ocHoBe. YTo kacaeTcA
MOHUTOPUHIa Npuema NekapcTBeH-
HbIX CPEACTB, B 4ETCKOM MEAULMHCKOM
ueHTpe LLHanpep N3panna nynbmoHo-
nor cnocobeH MrHOBEHHO OLLeHMBaTb
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CTaTUCTUYECKME AaHHble MOBTOPHOM
BbINUCKkN peuenTtoB nauueHTam ¢ CF,
4TOObI Cpa3y naeHTUhULMpoOBaTb NPO-
6nembl cobnoAeHNA pexxnma nevyeHus.
[JaHHble cTpaTerum ctTumynmpyioT obue-
HVe NauMeHToB U MeaULMHCKNX paboT-
HUKOB, YKPENnAa UX COTPYAHUNYECTBO
1 yrnpoLas NpuHATUE KITMHUYECKUX pe-
weHun. lencTBuTeNnbHO, B HEJaBHEM
nccnepoBaHum geten ¢ CF obHapyxeHo,
YTO 9N1EKTPOHHbIN MOHUTOPUHT UCMOJb-
30BaHMA NHraNATopoB crnoco6cTBOBaN
ob6ey>XXAeHNo NauMeHToOM U MeaNLMH-
CKUM paboOTHUKOM MPUYUH MJIOXOTo
co6nilofeHnA pexunuma JIe4eHua u ero
nocneaytowen koppekuuu [15].

HakoHeLl, noBeneHuYeckre nogxo-
Obl UCMOJIb3YIOT METOAbI CTUMYNALMYN
M3MeHEeHWUA NoBefeHUA, Takme Kak cu-
cTeMbl BO3HarpaxpaeHui, peweHue
npo6semM 1 JOroBopHanA AeATeNIbHOCTb.
CyLiecTByeT He MHOTO AaHHbIX B NoA-
OEepPXKy cTpaTerun M3aMeHeHuA nose-
OeHWA, TakKUX Kak XXETOHHbIE CUCTEMbI
BO3HarpaxnaeHun v noakpennieHune
CJIOXHbIX pexumoB neveHus [39]. Ta-
Kue cTpaTernu ABNAIOTCA B LEESIOM YNpo-
LLLeHHbIMW, HE CMOCOBGHBIMU Y4UTbIBATb
KOHKPETHble 6a3nCHblE TMMUTUPYIOLLME
dakTopbl, oTpuuaTenbHbiM 06pa3om
B/IVAIOLWMUMM Ha cobniofeHre pexnma
neyeHuA (Hanpumep, HEBO3MOXHOCTb
HaNTW BpeMsA, HexenaTtenbHble No6oy-
Hble ahdekTbl) U JalOWMUMU KPaTKO-
BpeMeHHbI 3hdeKT, KOTOPbIA TPYAHO
coxpaHuTb [40, 41].

AnbTepHaTMBHO cyLlecTByeT 60b-
WanA YyacTb AaHHbIX B NOAAEPXKY 3d-
heKTUBHOCTM KPaTKOBPEMEHHbIX MO-
BeJEHYEeCKMX BMeLLIaTeNbCTB, Takux
Kak peweHue npob6nem [37, 42]. Mpwu
JaHHOM noaxoae NoApocTka U poau-
Teflel NpurnalwatoT Ha BCTpeyy, YTobbl
naeHTUOUUUPOBaTb NUMUTUPYIOLLNE
dakTopbl AnA cobnogeHna pexumma
Nle4yeHnA, a 3aTeM NyTeM MO3roBOro
WTypma BbipabaTbiBalOT BO3MOXHbIE
pewexua [11, 43]. JaHHbIN MHTEepak-
TUBHbIA NOAXOQA MOBbIWAET MOTUBA-
uuio nogpocTtka, u 6naropapAa aTomy
noapocTKy U UX CEMbMW CTaHOBATCA Ha-
CTOALMMM IKCNEPTAMU B NTEYEHUN UX
3aboneBaHuA. Hanpumep, nogpocTky,
KOTOPbI 3a6bIBAaET PerynapHo npuHu-
MaTb (pepMeHTbI, HY>XXHO OOHO pelle-
HUe, a NoAPOCTKY, KOTOPbIA CTEeCHAETCA
NpUHUMaTb (hepMeHTbl B MPUCYTCTBUN
apyrux, — gpyroe.

MoTuBaunoHHOE BMeLLATENbCTBO
(MB) aBnAeTca gpyrov noeeneH4yeckomn
cTpaTeruven, Kotopas ycunuBaeT MOTU-
BaLMIO 1 BblABUTAET LeNn Henocpen-
CTBEHHO Nepep nauueHToMm. [laHHOe
BO3[€ENCTBME COCPEAOTOUYEHO Ha TOM,
4yTo6bl BbI3BATh Yy MaLMeHTa XenaHue
n3mMeHeHuda, 6onbluee Yem y Meau-
umHckoro paboTHuka [44]. NameHeHune
npoucxoauT ¢ 6onblLuell BEPOATHOCTbIO
Torga, KOrga XenaHue U3MeHeHUA
cchopMynMpoBaHO caMUM NMaLUEHTOM.
MB none3Ho npu NpeofoneHun co-
NPOTUBNEHUA NYTEM NPUHATUA ambGu-
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BaJIEHTHOCTU NMauWeHTa U COTPYOHU-
YyecTBa MO MOCTaHOBKe Lenei, koTopoe
60Nblle BCEro LEeHWUTCA NauueHToOM.
CootBeTtcTBEHHO, MB MOXeT 6bITb OCO-
6eHHO 3D eKTMBHbIM ANA NOAPOCTKOB,
KOTOpble CTPEMATCA K HE3aBUCMMOCTH
n aBToHomuu [3]. XoTA mcyepnbiBa-
outee onucaHne MB HaxoauTcAa 3a
npepenamu pamok atoun rnasbl, Duff
n Latchford npepgnoxwunn Bennkonen-
HbI 0630p MB 1 ero npumeHeHun k CFE
PykoBoactBo no metogam MB goctyn-
HO OHNanH B Buae 6ecnnaTtHoro canTa
(www.cfww.org/docs/pub/edition12/12_
motivational.pdf) [44].

7.1. PekomeHpauum Ha OcCHOBe
TexXHonorum

HoBenwune TexHonorum npegnaratot
YHVKanbHble BO3MOXHOCTU ANA WKUPO-
KOro pacnpocTpaHeHUsa BCEBO3MOXHbIX
pekomMeHaaumii, BKto4Yana onucaHHble
BbilWe. Hanpumep, TekcToBaA paccbiika
ABNIAETCA AOCTYMHbIM, MOHATHbIM ANA
NOAPOCTKOB METOLOM PAcrpOCTPaHEHMA
uHdopmaunn 1 NamMATOK MO JIeYEHUIO
ON1A NOoBbILLEeHUA cobniofeHna pexnma
neyenun [45]. Bonee coBepLeHHbIN
noaxop, K cO6NioAeH1I0 pexnma neye-
HUA NPEANOXEH Ha Pa3fNYHbIX OHJAH-
pecypcax, KoTopble NpenocTaBNAlT
obpasoBaTesibHyto MHdOopMaLuio 1 pas-
JINYHbIe TEXHUYECKME PELIEeHNA ANA YCu-
neHuA camokoHTponsa [46]. MogpocTky,
KoTOpble 06bIYHO UMEIOT BONbLLON ONbIT

paboTbl Ha KOMMbIOTEPE, CYNTAIOT Takue
nporpamMmsbl MpUBAEKATENbHbIMWU U Ner-
KUMU ANnA nonb3oBaHuA. B HacToAwee
BPEMA NMPOXoAnUT paHAOMU3NPOBaHHOE
KOHTpPOJNIpyeMOe uccnegoBaHue Toro,
kak CF-cneumduyHbIn coumnanbHbI cant
B IHTepHeTe onA NogpocTKOB BAUAET
Ha 3HaHuA, cobnoaeHNe pexxmma neye-
HUWA, couManbHylo NOAAEPXKKY N Kaye-
CTBO XW3HU, CBA3aHHOE CO 300POBbEM
[47]. 9ToT BeG-canT (www.cffone.com)
BkJIlo4aeT hopymbl, o6pa3oBaTenbHble
WCTOYHUKU U MHAUBMAYaANbHbIE KaneH-
napuv nedenuva. Cant agantvpoBaH gna
MOGWIbHbIX YCTPOWCTB.

7.2. Mogenb BO3aeiNcTBuA
Ha cobGniogeHve pexxuma ieveHus
Ha KJIMHNYEeCKOW OCHOBe

Opyrvm noteHUManbHO NepcrneKkTUBHbIM
nyTem, HarpaBJieHHbIM Ha opMUpoBa-
HUWe HaBblka 1 noTpebHoCcTN cobnioaatb
pexum nevyeHus, ABNAETCA €ro UHTe-
rpauma co cTaHAapTHOW MeAULMHCKOWN
nomouwbto. MaunenTol ¢ CF Habnopa-
I0TCA Ha perynapHon ocHoBe Gpurapa-
MU MeauLMHCKUX paboTHMKOB. B xope
obcnepoBaHuA, NPOBOAUMOrO 0ObIYHO
exekBapTasibHO, paboTa no ¢popmupo-
BaHMIO HaBbIKOB COBNIOAEHMA pexuma
nevyeHuna 6ynet BOBonHe adpdekTus-
HOW, NOCKOoNbKy GyneT BECTUCb Mean-
LUMHCKMMKU paboTHMKaMM, ¢ KOTOPbIMU
y nauuneHTa o6bl4HO yCTaHaBIMBAOTCA
[oBepuTesibHble OTHOWeHWA. HegaBHo
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Quittner et al. paspaboTanu meTog ynyu-
WeHnA cobniodeHnA pexnma JieyeHua
Ha KJIMHMYECKON OCHOBE MOpA NTO3YHIOM:
«fA meHAl cobniofeHne pexunuma neve-
HUA 1 oxunpaio 6onbliero» (iCARE; ot
aHrn. | Change Adherence And Raise
Expectations), koTopoe ocyLiecTeBnaeTca
yneHamu MHoronpodunbHon 6puraapl
CF ¢ ncnonb3oBaHnuem Mofenu, onu-
caHHon Huxe [34]. iCARE ob6begunHaet
CUINbHbIE CTOPOHbI 06pa3oBaTeNbHOrO,
OpraHn3aLVoHHOro U NOBeAeHYeCcKoro
nogxopa K cobniofeHunio pexxumMa neve-
HWA, OCHOBAHHOIO Ha hakTax.

7.3. UHTepakTuBHaA mogesb nNepco-
HaNN3UPOBAHHOIO U COBMECTHOTO
neyeHus — cobnoAeHUA peXxxuma
neyenun (IMPAcT-Adherence; ot aHrn.
Interactive Model of Personalized And
Collaborative Treatment-Adherence)

ﬂ,aHHaH MozAesib COCTOUT U3 NATU KOM-
NMOHEHTOB!:

1) oueHKa 3HaHWUI U YTOYHEHUE WH-
dopmauunm o neyeHuun 3abonesaHusa
(Hanpumep, Kakne NpoayKTbl NUTAHMUA
cofepxaT HanbosbLlee YNCo Kanopuin);

2) ouleHKa HaBbIKOB NeYeHUA nawm-
eHToB (Hanpumep: «lokaxun MHe, KaK
Thbl MOJNIb3YELLbCA CBOMM MHIAaNATOPOM
Acapella»);

3) npepgocTtaenexune PTP;

4) oueHka UHOMBUAYaNbHbIX Orpa-
HuuMBatoWwmx dakTopos (To ectb ABQ);

5) npoBeaeHne KOPOTKOWN BCTpeEYN,
pelwaioLlen nosegeHvyeckne npobne-
Mbl U YCTPaHAOLLEN OrpaHnynBatoLme
dakTopbl (puc. 10).

[MepBble oBa OencTBMA coBepLualoTca
€XErofHo, UX Pe3ysibTaTbl OLEHNBAOTCA
B 6annax, c NOMOLLbIO KOTOPbIX BbIABMA-
I0TCA U B faNibHelLeM, B TeHeHMe roaa,
yneHamu MHoronpodunbHon 6puragbl
nucnpasnatTcA npobenbl B 3HAHUAX
N HEeLOCTaTKM HaBblKoB. OcTanbHble TpU
Lwara NnoBTOPAIOT MPW KaXXAoM noceLe-
HUW KNMHKKK. MepBOHa4YanbHO NaunMeHT
3anonHaeT ABQ, 4yto oGneryaet npose-
OeHne BCTPEeYM Mo peLleHnto npobnem.
3aTem NoApOoCTOK, POAUTENb U MELULMH-
cknt paboTHuK B xofe 10—15-MUHyTHOro
0o6Cy>KAeHUA onpenenaoT NMMMUTUPYIO-
wue akTopbl cOGNIOAEHNA pexnma ne-
YeHus (Hanpumep, 3abbiBaHWe, NIOTHbIN
pacnopafok AHA, no6oyHble adhdekTbl)
1 roJIOCYIOT 3a pelueHue, Bbibupas ca-
Moe apdekTnBHoe. KoHeYHbIM aTanom
ABNAETCA co3faHue CoriiacoBaHHOro
peweHna no PTP B nucbmeHHOM Buae,
B KOTOPOM LOKYMEHTUPOBAH OENCTBY-
IOLLUIN PEXUM NevYeHuns, NoanucaHHoro
BCEMWU TPEMA y4YaCTHUKAMU BCTPEYM.
Takon JokyMeHT O6yneT HasblBaTbCA MO-
BeOEHYECKMM KOHTPaKTOM.

[JaHHaAa mopenb oTnM4yaeTcA He-
CKOJIbKMMW Ba>XHbIMW acnekTamu oT
nporpamm cobnogeHna pexuma ne-
YeHUA, NCMNOJIb3YyEeMbIX B MPOLUJIOM.
Bo-nepBbix, oHa npenctaBnsaeT cobon
nauMeHT-ULEeHTPUPOBAHHbIN Noaxon,
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[aloLwmii BO3MOXHOCTb NOAPOCTKY WU
MOJIOAOMY B3POC/IOMY BbiGpaTb ne4ve-
HUWE, KOTOPOMY OH/OHA XOYeT c/iefoBaTb.
OHO MOXeT oTnnYaTbCcA OT JievyeHus,
Bbl6paHHoOro 6puragon CF MNogpoctok
Ha paBHbIX y4acTBYEeT B COBeLLaHUn
no peweHuto npobnem, nognucoisa-
eT pelweHune, BbipabaTbiBaemoe Tpemsa
CTOpoHamu (MoApPOCTKOM, NauueHToOM,
MeAMLUHCKUM paboTHUKOM), Y4To obe-
crnevynBaeT ero BOBJIEYEHHOCTb U CO-
XpaHeHVe BHUMaHWUA B MPOLIecce coBe-
waHmA. CTOpoHbI ronocytoT 3a Kaxzaoe
peleHmne («3a» UM «NpPoTUB»), U pac-
cmaTpuBaeTca TOJIbKO peLleHure, 3a Ko-
TOpOE NPOros0CoBann eanHOIrNacHo; 3a-
TEeM MOAPOCTOK BbIGUPAET, Kakoe 13 3TUX
PELLUEHUNIN OH XO4ET NOMbITAaTbLCA BbIMOJ-
HUTb. JJaHHbIN npouecc AaeT Noa4pocCT-
Ky ollylieHne KOHTposAa. Bo-BTopbix,
Takas paboTa nepcoHanusvpoBaHa ABy-
MA nyTaMu. MHanBmayanbHbin 06bem
3HAHWM 1M HaBbIKOB onpeaenaeT Habop
CUJIbHbIX 1 cnabblX CTOPOH MOAPOCTKa,
a MeauumMHCKue paboTHUKU MOTYT 3TU
3HAHWA U HaBblKN yrNyGuUTb BO BpeMsA
KaXkgoro npvemMa noApocTka B KIMHUKeE.
Kpome Toro, numutupytowme daktopbl
N peLLeHnA OTpaXkaloT KOHKPETHbIE LieH-
HOCTU M CTUJb XU3HU NoppocTka (Ha-
npumep, OH HaXoAuUT BPeMA AnA My3bl-
KanbHbIX 3aHATUN). HakoHeL, aTa paboTa
ABNAETCA COBMECTHON. [MauneHT, cembA
N MeguUMHCKUA paboTHNK BOBJIEYEHDI
B KOMaHAHble YCUINA MO yNyYlleHUto
cobniogeHnA pexrmMa nevyeHma n obeyx-

AaloT COBMeCTHbIle peLlleHunA B cTune rno-
3UTUBHOMN KOMMYHUKaLunu.

8 BbiBoabi

HecmoTpA Ha HOBaTOPCKME YCOBEPLUEH-
CTBOBaHMWA B pa3paboTke acheKTUBHbIX
nekapcTBeHHbIx cpeacts ana CF [1], co-
6niogeHne pexunuma nevyeHusa ocrtaeTcA
camou 3HauuMTenbHOW nNpobnemon anA
Hawwux naumeHToB. Pexxum CF aBnaetca
WUCKNIOYNTENBbHO CIOXHbIM U 3aHUMa-
IOLLUM MHOFO BPEMEHW MO CPaBHEHUIO
C PEXVMOM MPU APYFMX XPOHUYECKNX
NaToNOrMYEeCcKNUX COCTOAHUAX, rae no-
Kasatenu cobniofgeHna pexuma neve-
HuA cocTaBnAlT 50% unu Huxe. MNMnoxoe
cobnogeHne pexnma fiedyeHnsa 3Havm-
TenbHO orpaHuynBaeT 3hHEKTUBHOCTb
Jle4yeHuna, NpUBOAA K CyLLLeCTBEHHON 3a-
6oneBaemocTu, 6onee paHHen cmepT-
HOCTK 1 BoNiee BbICOKMM 3aTpaTam co
CTOPOHbI 3apaBooxpaHeHns. Hanbonee
nepcrnekTUBHbLIM NyTeM oka3aHWuA BAUA-
HUA Ha cobnogeHne pexrma nevyeHua
ABNIAETCA MHTErpaunAa nepcoHannsun-
pOBaHHbIX peKoOMeHAauum B Noscea-
HEBHYIO paboTy KNMHUK, rae naumeHThbl
nonyyatT MeAULIMHCKYIO NOMOLLb, rae

Y HUX YCTaHOBUNIUCb JOBEPUTENbHbIE OT-
HOLLEHWA ¢ MEANLIMHCKUMUN paboTHMKa-
MU 1 rae OHU YyBCTBYIOT ceba komdop-
THO, NPUHUMaA COBMECTHbIE pPeLLeHnsn
Nno NPeofoNeHNio AaHHOW Npobnembl.
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1 BeepneHue

3HauynTenbHOe yBenM4yeHne Nponon-
XXUTENIbHOCTU XU3HU GONbHbIX MYKO-
BUCLUAO30M B OCHOBHOM CBA3bIBAlOT
C yNny4lweHHbIM ne4yebHbIM Noaxoaom
CO 3Ha4YMTENbHbIM aKLEHTOM Ha agek-
TBaTHOE 060CHOBaHHOE nuTaHue. MNpu
CF aHepreTuyeckne noTpebHOCTU BbICO-
Ku, oHn coctaBnalT oT 120% o 150%
oT ob6LepekomMeHA0BaHHON NULLLEBOMN
notpebHocTu, 35-40% KOTOPOI [OMKHO
obecrneynBaTbCA XUpamu.

BbinonHeHne 3aTuX AneTmnyeckux pe-
KOMeHZaunn JoBosibHO NpobnemaTuny-
Ho. WiccnepoBaHuAa B AaHHon obnactu
rnokasanu, 4To AeTU LWKOJbHOIMO BO3-
pacta, ctpapatowwne CF, HegocTtaTo4yHO
0CO3HalT HEOO6X0ANMOCTb noamdepxa-
HuUA/NpubaBneHna mMaccbl Tena, Kak nx
poanTenu, Ybe oco3HaHMe Heobxoam-
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MOCTU MULLEBON AUCLUTMJINHBI NPUBO-
OUT K «HAaCUJIbHOMY KOPMJIEHUIO», YTO
BMOCNEACTBUN OTPULLATENBHO CKa3blBa-
eTcA Ha CeMeNHbIX B3aMMOOTHOLLEHWAX
[1]. CobniopeHne AneTuHecKux peko-
MeHOauun MOXeT ObiTb Aaxke TpyaHee
B NOAPOCTKOBOM BO3PAacTe M3-3a CNOX-
HbIX (DU3NYECKUX M MCUXONOTUYECKUX
N3MEHEHMI, CKITOHHOCTU K 3KCMEePUMEH-
TaM 1 pUCKOBaHHOMY MOBeAEHMIO.

MoTpe6HOCTU B NUTaTENbHbIX
BellecTBax y NojpoCTKOB

YCKOpPEeHHbIN poCcT B NOAPOCTKOBOM re-
puope TpebyeT 6onblue 3HePrun n nu-
TaTeNbHbIX BELLECTB [2], yem B no6om
apyrom nepuoge XxusHu [3]. 311 no-
Tpe6GHOCTU BO3pacTaloT Mo Mepe yBenu-
YEHWA CKOPOCTU pocTa, KOrAa Ha nuke
3TOro npouecca NoTpebHOCTN pe3ko
NoBbILWAIOTCA, NpaKTUYeckn yaBanBa-
I0TCA MO CPABHEHMIO C OCTaNbHbIMU MNe-
pvogamu Xxnsuu [4].

[o nyb6eptaTHOro nepuopa takue
noTpebGHOCTU ABNAITCA MPaKTUYeCcKu
OAMHAKOBbIMMW AN1A ManbYnMkKoB U OEBO-
Yyek, HO B AaNibHelLWweM, C U3MEHEHU-
eM TeJloCNIOXEHUA, BO3HUKAIOT 1 G1Oo-
noruyeckue naMeHeHua (Hanpumep,
MeHapxe), YTO BNUAET Ha YpPOBEHb
noTpebHOCTM B NUTaTENIbHbIX BeLle-
cTBax, onpeaenaemblii nonom [2]. He-
cnocobHOCTb NOTPebNATbL afekBaTHOE
KOJINYECTBO KaJlopuin MOXET NPUBECTH

B pe3ynbTate K 3aMeAseHHOMY Mono-
BOMY CO3pPEBaHMWIO U OCTAaHOBUTb UK
3amMegnuTb pocT [2].

Y 300pOBbIX NOAPOCTKOB PEKO-
MeHAYyeMble HOpMbl NoTpebneHusa
(PHIM), paspa6oTaHHble NHCTUTYTOM
nUTaHWA, NpeanaralT KOJNYECTBEH-
Hble OUEHKWN MULLEeBbIX PaLMOHOB AnA
NnaHMpPoOBaHMA U OLLEHKM Heobxoau-
MbIX pauuMoHoB nuTaHua [5-8]. PHI
3aMeHAEeT U paclmpAeT pekoMeHaye-
Mble MOJSIHOLEHHbIE PAaLNOHbI MUTAHUA
(PMPM). PHIM comepXuT YeTbipe KaTero-
pumn pekomeHgaumi ana pedepeHTHbIX
nokasaTenen NUTaTeNbHbIX BELLECTB
(tabnuua 7.1) n obecnevynsaeT Hau-
JNIydWwylo oueHkKy notpebHocTen nog-
POCTKOB B MUTaTesIbHbIX BeLlecTBax
(tabnuua 7.2).

B uenax nHaueuayanbHoOro nortpe-
61eHMA MOXHO ncrnonb3osatb kak PHIT,
Tak u AYTI.

Y nogpoctkoB ¢ CF onpeneneHune
3HepreTnyeckux notpebHocten bonee
npo6nematnyHo. NHamBuagyanbHble
0COBGEHHOCTM BKJOYAOT pasnuyusn
B HapyLlWeHUAX NMULLeBapeHnA 1 no-
cnegywouwen manabcopbuum [9], 0b6o-
CTpeHuA nerovyHoro 3abonesaHusa [10],
dyHkuuio nerkux [11], maccy Tena 6e3
xwupa [12], non [8], nyGepTaTHbIl cTa-
Tyc [13], reHoTun CFTR [8, 14], Bo3pacT
[15] n ocnoxHeHunA, oGycnoBAeHHbIe
CF: 3ab6oneBaHue nevyeHn unu anabet.
PekomeHaaumMm no Konn4ecTBy cyTou-
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HOro noTpebneHnA Kanopuin, npepno-
XXEHHble Hay4YHbiMU obuwectBamu CF,
HaxogAaTcA B nHTepsane ot 120% no
150% OT peKOMEeHAOBAHHOIO YPOBHA
3n0poBoro Hacenewua [16, 17]. Ana go-
CTUXKEHUA PEKOMEHL0BAHHOIO Konye-
cTBa kanopun y 6onbHbix CF Tpebyetca
BblcoKkoe noTpebneHune xunpos (35-40%)
[18]. PexomeHpoBaHbl hopmynbl anA
BbIYMCNEHNA 3HEPreTUYECKNX noTpeb-
HocTen geten n nogpocTtkoB ¢ CF ot
Nlerkon Ao cpefHemn CTeNEHU TAXECTU
[19], Bkntoyana copmynbl M3 goknaga no

nutaHuio «CoobLiecTtBa MyKkoBUCLMO0-
3a», KOTOPblE BKJIOYAIOT YPOBHMW aKTUB-
HocTu 3aboneBaHuA, PyHKLNIO NErKNX
n cteneHb manabcopbuumn [20]. Takme
¢dopMynbl MOXHO NMPUMEHATb B Ka4ve-
CTBE Ha4vasibHOW TOYKM ANIA BblYnUche-
HUA 3HepreTu4yecknx notpebHocTen,
HO 3aTeM KOJIMYECTBO HEOBXOAUMbBIX
Kasiopun cnegyeT perynmpoBaTth Ha Oc-
HOBaHWN KOJIMYEeCTBEHHON nNpubaBku
Maccbl Tena U pocTa, CKOpocTu npubas-
JIEHUA Macchl Tesla U pocTa XMUPOBbIX
oTnoxeHun [15, 17].

Ta6bnuua 7.1. Kateropun pekoMmeHgaumn no notpebneHunio ¢ nuwen
pedepeHTHbIX 3Ha4YeHUN NUTATENbHbIX BELLLECTB

® PekomeHgyembie HOpMbI noTpeGneHus (PHM)

CpefHui ypoBeHb CyTOYHOIO NoTpebrieHVA NUTaTeNbHbIX BELWECTB, JOCTaTO4HbIN ANA YAOBNET-
BOpeHUA NoTpebGHOCTEN B MMTaTeNibHbIX BellecTBax (97-98%) 300pOBbIX NAaLMEHTOB B rpyrnne
onpefeneHHoro Bospacra u nona

® AfiekBaTHbI ypoBeHb noTpe6neHus (AYI)

PeKomeHnyemoe 3Ha4yeHune I'IOTpeﬁﬂeHVIFl, OCHOBaHHOe Ha HabnogaemMbiX Unn JKCcnepunmMmeHTallb-
HO onpefeneHHbIX 3Ha4YeHnAX nnn oueHkKax n0Tpe6neva nuTaTenbHbIX BELWECTB rpynnoﬁ 300-
POBbIX niogen, I'IpMHI/IMaeMOI7I 3a afleKBaTHYIO — UCNOJIb3YIOT NPY HEBO3MOXHOCTM onpenennTb
PHIM

¢ MakcumanbHo nepeHocumoe notpebnexme (MIMM)

CambiVi BbICOKUI YPOBEHb CYTOYHOIO NOTPe6GNEeHUA NUTaTENbHbIX BELLECTB, KOTOPbIN, BEPOATHO,
He HeceT pUCK BPeAHOro BO3AEeNCTBMA Ha 340POBbE NOYTU ANA BCeX NaLMeHToB B 06Lei no-
nynaumn. Ecnu notpebnenune npesbiwaet MM, yBenmynBaeTcA NoTeHUNaNbHbIA PUCK BPEAHOIO
BO3AEencTBuA

e Oxupaeman cpenHaa notpe6HocTb (EAR; ot aHrn. Estimated average requirement)

3HaveHne CYTO4YHOrO n0Tpe6neva nuTaTesibHbIX BELECTB, KOTOpPO€e OLUeHUBAIOT KakK ya0BJ1IEeTBO-
puTenbHOEe ANnA NoNOBUHbI 340POBbIX NaUMEHTOB B Npeaenax rpynnbl onpeaeneHHoro Bo3pacra
n nosa — UCnonb3yroT ANA onpenesieHnAa agekBaTHOCTM paunoHa NnuTaHuAa onAa I'IOI'IyﬂHLl,VIVI, HO

He onAa naumeHToB
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Ta6nuua 7.2. PekomeHzaumm HopmMm noTpebneHuna (CTPoku, BblAeNEHHbIE XUPHbIM
wpudToM) N AekBaTHOro ypoBHA notpebnenua gna nogpoctkos [5-8]

PekomeHayemoe notpebneHune anAa NnogpocTKOB

[leBOYKU, AEBYLLKM, XEHWMHbI | Manbynku, lOHOLMN, My>XH4UHbI
9-13 net | 14-18 net | 19-30 net | 9-13 net | 14-18 net | 19-30 net
JHeprua (kkan/cyTku) 2071 2368 2403 2279 3152 3067
YrneBopbl (r/cyTkn) 130 130 130 130 130 130
CyMMapHble nuLieBble BO- 26 28 25 31 38 38
nokHa (r/cyTkn)
N-6 nonvHeHacbILeHHbIN 10 11 12 12 16 17
Xup (r/cyTkun)
N-3 nonnHeHachbILWEHHbIN 1,0 1.1 11 1,2 1,6 1,6
Xup (r/cyTkm)
Benok (r/cyTtkn) 34 46 46 34 52 56
ButamuHbl
A (mkr/cyTkm) 600 700 700 600 900 900
C (mkr/cyTku) 45 65 75 45 75 90
D (mkr/cyTku) 5 5 5 5 5 5
E (mkr/cyTku) 11 15 15 11 15 15
K (mkr/cyTku) 60 75 90 60 75 120
Tuamun (Mr/cyTkun) 0,9 1,0 11 0,9 1,2 1,2
Pu6odnasuH (mr/cyTkm) 0,9 1,0 11 0,9 1,3 1,3
HuauwnH (Mr/cyTku) 12 14 14 12 16 16
ButamuH B6 (mr/cyTku) 1,0 1,2 1,3 1,0 1,3 1,3
®onat (MKr/cyTku) 300 400 400 300 400 400
ButamuH B12 (mkr/cyTku) 1,8 2,4 2,4 1,8 2,4 2,4
MaHToTeHoBanA kucnoTa (mkr/ | 4 5 5 4 5 5
cyTKM)
BuoTuH (Mkr/cyTkm) 20 25 30 20 25 30
Xonux (Mr/cyTkn) 375 400 425 375 550 550
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3 MOHI/ITOpI/IHr nuTaHuAa

3.1. AHTponomeTpuyeckne nsmepeHusa

TouHble n3MepeHna Macchbl Tena (B ku-
norpaMmmax) v pocta (B MeTpax) Hy>HO
NpPOBOAMWTb NPU KaX,0M MiaHOBOM 06-
cnepoBaHuun [21]. 9Tn 3Ha4YeHuA crne-
OYeT HaHOCWTb Ha guarpamMmmy B Lenax
OLIeHKUN JIMHENHOro pocTa, U3MEHEHUN
B NMUTaAHUW U ONA CPaBHEHUA BNocnes-
CTBUM C HOPMATUBHbIMY 3HAYEHUAMM
[21]. BHa4eHus cnenyeT BbipaXaTb NGO
B NMPOLEHTUNAX, NTMGO B NPOLLEHTax oT
HOPMaTUBHbIX 3HAaYeHUW ANA COOT-
BETCTBYIOLLLEro Bo3pacTa, nMbo B BuAe
CTaHAapTHOro OTKMOHEeHUA unu 6an-
noB Z. [NpoLueHTHOe OTHOLLEHME Macchl
Tena K pocTy, Maccbl Tena K BO3pacTy 1
pocTa K BO3pacTy 4acTo UCMONb3yioT
npu onpeaeneHun cratyca NUTaHuA pe-
6GeHka, XoTA UX HaOeXHOCTb OcTaeTcA
nop Bonpocom [22]. Kpome Toro, ana
neten n nogpocTtkoB Ao 18 net cnepyet
MCMNoNb30BaTb KPMBbIE pacnpeneneHus
nHaekca maccbl Tena (MMT), yto6bl gath
6Gonee TOUYHYIO MHTEPMpPETaLMIO cTaTyca
nuTaHua, oco6eHHO y 6ONbHOrO € 3a-
MensieHHbIM poctom [21].

3.2. ®opmanbHan OLeHKa NUTaHuA

ExeropHo Heob6xoaumo cocTaBnATb
MUCbMEHHbIV NULLEBON AHEBHUK U npo-

BOAWTb OMPOC MO PauUOHy NUTaHUA.
LOHEeBHUK O0MXeH BKo4aTb KoNnve-
CTBO MOTPeGAAEMbIX NUTATEeNIbHbIX Be-
LecTB, Npuem pepMeHTOB (103y, Bpems
1 crnoco6 npuema), KoNM4YecTBo noTpe-
6nAEMbIX XUPOB, BUTAMUHHbIX U MUHE-
panbHbiX 806ABOK, AOMONHUTENbHbIX
nepopanbHbIX U 3HTepasibHbIX CMEecen,
¢uToTEpanuio 1 ansTepHaTUBHbIE BUAbI
Tepanui [23].

3.3. OueHKa coCTOAHUA
noaXeNnyA04HOMN XKesne3bl U YPOBHA
Kuwe4Hom abcopouunm

Y nauMeHTOB C HeJOCTaTOYHON (DYHK-
umen noaxenynovyHon xenesbl akTUB-
HOCTb pacLUenIEHNA XMPOB B KULIEY-
HUKe cneayeT NPOBEPATb EXEeroaHo
WY Yalle, Npu COOTBETCTBYIOLWUX KITN-
HuYeckmx nokasaHuax [24, 25]. CbiBo-
POTOYHbIE YPOBHM XMPOPACTBOPUMBIX
ButamuHoB A, D n E cnegyet namepaTb
exerogHo. OueHKy KONMM4YecTBEHHOro
ypoBHA BUTaMuHa K nonyvatot nytem
M3MepeHnAa NPpoTPoMOUHOBOIO Bpe-
MEHMU.

3.4. OueHka ny6epTaTHOro nepuoaa

OueHka nybepTaTHOro nepuoaa gonx-
Ha 6bITb CTaHAAPTU3UPOBAHa, U ee chne-
ayeT npoBoauTb exerogHo ¢ 10-net-
Hero Bo3pacTa. [lokazaHa 3agepxka
nyb6epTaTHOro pasBuUTUA Yy AeBOYeK-
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nogpoctkoB ¢ CF, kak npu HepocTa-
TOYHOM, TaK U NMpPU COOTBETCTBYIOLLEM
nutaHum [26].

3.5. YcTaHOBNIEHNE KOCTHOrO
BO3pacTa

YcTaHOBNIEHUE KOCTHOrO BO3pacTa
LO/HKHO ObITb YacTblo OLLeHKU noboro
pebeHka ¢ 3aMeafeHHbIM POCTOM UMK
3afepXkon nybepTaTHOro nepuoga.
OTcTaBaHMe KOCTHOro BO3pacta yme-
peHHO y 6onblwmnHcTBa 60nbHbIX CF
1, NO-BUAUMOMY, YBEJIMYMBAETCA C BO3-
pacTom, NOCKONbKy BO3pacTaeT TAXECTb
JleroyHoro nopaxeHusa [23].

3.6. MuHepanbHasA NNOTHOCTb KOCTEN

MuvHepanbHylO NNOTHOCTb KOCTeWn
cnepyeT OULEHMBATb Ha OCHOBaHUM
CKaHMpPOBaHWA C MOMOLLbIO ABYX3HEpP-
reTu4eckon peHTreHoBckon abcopbum-
omeTpun (OIPA) kak 4acTy oLeHKM Nu-
TaHuA y Bcex 6onbHbix CF ¢ 10-neTHero
BO3pacrTa [27, 28].

UccnepoBaHue nuweBbIX
npeanoyYTeHnin y nogpocTKoB
c CF

B noapoctkoBom nepuoge 6onbHble
¢ CF, Kak v UX POBECHMKMN, MEHAIOT MO-
BeEHYECKYlo MoAeNb Ha «B3POCNYIO»

M B OTHOLIEHWNMN 30,0POBbA, BKJlOYaA
BbIGOP MUK M BOCMPUATUE MOLENU
Macchbl Tenia u ero pasmepa. 4to kaca-
eTcA mMacchbl Tena U NuLLeBoro nosege-
HuA, nogpocTtkn ¢ CF nogpaspenatoT-
cA Ha [Be KaTeropuy — KaTteropusa He
6onbHbix CF, roe cHu>keHue maccbl Tena
cUYMTaeTcA MONOXMUTENIbHbIM, U KaTero-
puAa 6onbHbiX CF, roe npmuseTcTByeTCA
npubaeneHune maccol Tena [29]. Uccne-
[OBaHWe 3TUX KaTeropuim MoXxeT ObITb
Nose3HbIM NP PeLeHnmn 3Toro Tpya-
Horo Bonpoca.

4.1. BbiGop nuwm nogpocrTkamm

Mpoekt HELENA [30] (3gopoBbin 06-
pa3 XU3Hu B NOAPOCTKOBOM BO3pacTe
B EBpone; ot aHrn. Healthy Lifestyle in
Europe by Nutrition in Adolescence)
npenocTaBnAeT AaHHble MO MULLEBbIM
npeanoyYTeHnAM, GU3n4Yecko aKTUB-
HOCTM U NULLEBOMY NOBEAEHUNIO EBPO-
nencKux NogpoCTKOB.

MpakTnyeckn Bce NOAPOCTKN 3HA-
0T O BaXXHOCTU CNefoBaHuNA NpasunamM
340POBOrO MUTaHWA, HO CYMTAIOT UX
TPYAHbIMMW ANA BbIMOJHEHWA.

OHM yKka3biBalOT MHOXECTBO MpU-
YUH, KOTOPbIE MOTYT BNMATb HA UX MKU-
LieBble NPeAnoYTEHMA, BKIOYalOLWme
[OCTYNMHOCTb, YA06CTBO, CTOMMOCTb,
BIMAHUE POBECHUKOB, poauTenen,
YyBCTBO roJsioga v npobnsembl co 340-
poBbeM. Tem He MeHee OHOWN U3 BaX-
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HENWKNX NPUYNH NuuieBoro Bbibopa
ABNAOTCA MULLEBblEe NPEeANnoYTeHUnA
camux nogpocTkoB. Bkyc, B yacTHocTH,
UrpaeT BaXHYO poJib: MpOLLEe roBopA,
NMOAPOCTKM HE CTaHYyT CTb TO, YTO UM
He HpaBuWTCA.

4.2. O6wenpuHATOE «NuLLeBoe
nosegeHue»

B nogpo6Hom uccnepoeaHumn [31]
onucaH o6bIYHbIN NULLEBON paLNOH
1 06blYHOE NMULLeBOe NoBeAeHMe ae-
TEN LWKONbHOro BO3pacTa M NMoapocT-
koB B CLLUA. Pe3ynbratbl aTOro mccne-
[OBaHWA BbIABWJIN, YTO peKOMeHaaumnm
Mo NUTaHMIO YacTo He BbIMNONHAJIUCH,
1 npasuny notpebrsieHnA MUHUMAJIb-
HOro 4Yucna NATU OCHOBHbIX FPynMn
NMULLEBbIX NMPOAYKTOB (KpyrMbl, OBOLLY,
PpPYKTbl, MONOYHbIE NPOAYKTbI, MACO/
3aMeHUTENN MAca), PEKOMEeHA0BaHHbIX
nuweson nupamupgon MuHucTepcTBa
cenbckoro xosAanctea CLUA (USDA
Food Guide Pyramid), cneposanun me-

Hee 5% monopabix nogen [32]. H1 ogHa
M3 AEeBOYEK HU B OQHOW BO3PacTHOMN
rpynne (9-13, 14-18 neT) He BbINonHANA
pekomeHpaumin, n Tonbko 2% 9-13-net-
HUX ManbynkoB n 5% 14-18-neTHux
IOHOLLEN criefoBanu um.

MopopocTkn NO6GAT NnepekycbiBaTb
(aTo coctaBnaeT 25-33% cyTo4YHOTrO
noTpebneHnA 3HeEPrun), CKIIOHHbI Npo-
nyckatb npuem nuwm (34% pesyliek
n 28% toHowen B Bo3pacte 14-18 net;
3aBTpak ABNAETCA Yallie BCero npony-
CcKaeMblM MPUEMOM MULLK), NUTaTbCA
BHe AoMa, ynoTpebnaTb NpoaykTbl Obl-
CTPOro NUTaHWA N Ha4MHaTb cobnioaaTb
«auneTbl», ocobeHHO aeByLwku (Tabnu-
ua 7.3) [33].

Bocnpuatne nogpoctkamu BaxKHO-
CTU NPaBUNBHOrO NUTaHuA GbINo Kc-
c/lefoBaHO C UCMOIb30BAHMEM OMpPoO-
coB B dokyc-rpynnax [34]. MHorue
NOAPOCTKN YYyBCTBYIOT, 4TO 340pOBOE
nuTaHue He ABNAETCA NepBooOYepen-
HOW Npo6aemMor B MOAPOCTKOBbIE roAbl:
KayecTBO UX paLMoHa ABNAETCA oTpa-

Ta6nuua 7.3. Yyawmeca 9-12 knaccos cpegHen wkonbl (N=15 349),
cobniogasLine AneTbl paan notepu maccol Tena [33]

Aesywkn (%)  OHowm (%)
Co6niopanv avety anA notTepu maccol Tena 59,4 26,1
Fonopganu ana notepu maccbl Tena 18,8 6,4
MpvHuManu TabneTky, NOPOLLKM UKW PAacTBOPbI ANA NOXyAeHuWA 10,9 4,4
MpuHumanu cnabutenbHble UK PBOTHbIE CPEACTBaA 7,5 2,2
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XXEHMEM UX OLEeHKWU faHHou npobne-
Mbl Kak He3HaumTenbHOM Ana Hux. Kak
npaBuno, OHW 3HAIOT, YTO UM cnenyeT
N Yero He cnefyeT €CTb, U NPU 3TOM
OHW OCO3HAlOT HEKNE NMMUTUpPYOLWMe
¢dakTOopbl, TakKMe Kak HeJOCTaTOK Bpe-
MeHU («OT Hac TpebyT MHOro Apyro-
ro»), Heygo6CcTBO 340POBOr0O NMUTaAHUA
(«TpyoHee roToBUTb»), HEAOCTATOK
camoaucumnianHbl (MHOrne nogpocT-
KW YyBCTBYIOT, 4TO He obnapatoT Jo-
CTaTOYHOW CaMOAUCLUMINHOM, YTOObI
ynoTpe6nAaTb 340pOBYI0 NULy) U oT-
CYTCTBME YyBCTBa OCTPON NOTPeBGHOCTM
(«A 6yny 6ecnokonTbeA 06 aTOM No3xe
B CBOEWN XU3HU»).

BonblUIMHCTBO NOAPOCTKOB OpUEH-
TUPOBaHbI Ha HacToALllee N masno bec-
NOKOATCA O OYAYLLEM B OTHOLUEHUMU UX
co6CTBEHHOrO 340POBbA, HE OLLyLaloT
KpaHeln Heo6xoAMMOCTU U3MEHUTb
CBOE MNULLEeBOe MOBeAEHME, MOCKOJb-
Ky «byayuwee ctonb apemepHo». [AnA
GONbLINHCTBA AONTOCPOYHAA Mosb3a
XOPOLLUErO COCTOAHMA 300POBbA U Npa-
BUJIbHOW TaKTUKM NMUTAHUA He nepeBe-
LWKNBAET YAOBONbCTBUA OT HEKOTOPBIX
He340opOoBbIX AencTeuni [34].

4.3. HeTpapnLUMOHHbIE CXeMbl
NULLLEBOro NoBeAeHuns

[MoapocTkoBbIM BO3pacT — 3TO BO3pacT
3KCMEepUMEHTMPOBAHUA U uaeanmsma.
MockonbKy NUTaHWe Tak Xe HadeneHo
CYIMBOJIMYECKUM 3HAYEHWNEM, EMO0 MOX-

HO MCMoJIb30BaTb Kak CPEACTBO camo-
YyTBEPXAEHUA N BblpaXeHUA cBoen
NMHOANBMUAYalbHOCTU U YHUKANIbHOCTW.
MuiieBoe NnoBefeHUE UMEET OFPOMHOE
BAIMAHME KaK Ha Apy3eun, CeMblo, Tak
N Ha OKpy>KaloLwmn Mup.

Takue dpopmbl NUTaHUA, Kak BereTa-
praHCTBO, MOFYT MCMOIb30BAaTbCA Kak
nyTb OCBOEHUA HOBbIX poJsien n obpasa
>KU3HW, NpoBepKa B3POCIbIX OrpaHunye-
HUIA WNW 3aMHTEPECOBAHHOCTb B rNO-
6anbHbIX NN 3KONIOTMYECKUX BOMPOCaX.

MHorve 13 gencTeui, KotTopble, Mo
MHEHMIO caMUX NogpPOCTKOB, HE3Q0PO-
Bbl, Takue Kak KypeHue, ynotpebneHue
ankorona U HapKOTMKOB, HEPa3AeNbHO
CBA3aHbl C COOTBETCTBYIOLWMUMM BO3-
pacTy Bonpocamu pa3BUTUA UHOUBU-
OyanbHOCTU, CaMOOLLEHKMN, APYXObI,
He3aBUCMMOCTM N aBTopuUTeTa. Takum
obpasom, 0Tkas OT TOW MULLK, KOTOPYIO
Mbl Ha3blBaem «BpefHOW», O3Ha4aeT
0TKa3 OT 3HauYUTENbHO GoNbLIErO, YEM
NpvBbIYEK 300POBOro NUTaHMUA.

4.4. CKONbKO 1 4TO MMEHHO
ynoTtpe6nsaioT nogpoctku ¢ CF?

O NuTaHMM faHHOW BO3PAacTHOW rpynmbl
n3BeCcTHO mMano. B nccnepgoBaHum tuna
C/ly4amn-KOHTPOJIb U3y4anu pasnunyua
B NMUTaHUN 1 B Nnpueme nuwin 58 peten
n nogpocTtkoB (5-16 neT), pasgeneHHbIx
Ha Tpu Bo3pacTHble rpynnbl (5-8 neT,
9-12 net n 13-16 nerT).
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PesynbraTbl nokasanu, 41O no-
TpebneHne kanopun yBennyneaetcAa
C BO3pacToM W ABNAETCA 3Ha4YnUTeNb-
HO 6onee Bbicokum B rpynnax CF, yem
B KOHTPOJIbHbIX rpynnax. NpnbasneHne
Macchbl Tena u pocta 6binM Hopmanb-
HbIMUK B Bo3pacTe oT 9 go 12 net, HO
cHuxanuck ¢ 13 go 16 net. NoTpebne-
Hue XupoB B Bo3pacTe 13-16 net 66110
6onee BbICOKMM, YeM Yy 340POBbIX PO-
BECHMKOB, HO TONIbKO 29% NOAPOCTKOB
nonyyanun Heobxogumole 40% kanopun
13 XnpoB. Bbicokaa cTeneHb oTnn4mnn
B notpebneHun kanopun (44-163%
no oueHkaM cpegHen noTpebHocTK)
M WMpOKMEe AOMNYCTUMbIE rpaHuLbl Mo-
3BONIAIOT NPeAnoNoxXnTb 6onee 3Ha-
YuTenbHble OTANYUA B noTpebneHnmn
nuTaTeNbHbIX BELLECTB y4acTHUKaMM
vccnepoBaHua B Bo3pacte 13-16 net
[35].

BbiaBneHue n nevyeHne
paccTponcTB NUTAHUA
y AeTeill U NOAPOCTKOB

PacnpocTpaHeHHOCTb paccTpouncCTB
nuTaHuA y AeTel 1 NOAPOCTKOB 3a Mo-
cnefiHve roabl 3Ha4YUTENbHO BO3pocna
[36]. 3a nocnenHee poecATuneTe YUCNo
OeTell U MOAPOCTKOB C OXUPEHUEM pes-
KO YBENIMYMUNOCh, HO BMECTE C TEM YCU-
JIUNCA U UHTepec K cobniofeHno et
M CHVXKEHMIO Macchl Tena cpeau aetem
1 nogpoctkos [37, 38]. Anugemnono-

rMA paccTPOMCTB NMUTAHUA MOCTENEHHO
M3MeHMnacb: BO3pocia pacnpocrpa-
HEHHOCTb CpeaAu MONOAbIX MYXUYUH,
a TaKkXke B CTpaHax, rge paccTpouncraa
nuTaHna obbl4HO ObIIM MeHee pacnpo-
cTpaHeHbl [39]. Mo oueHkam, 0,5-1%
nesovek-nogpoctkoB B CLLIA cTtpapaer
HepBHOW aHopekcuen n 1-4% nepeepa-
eT. My>X4unHbl nopaxeHbl B MeHbLUen
CTEMEHW: CPEAN HUX pPacrnpocTpaHeHo
nvwb 5-10% Bcex cny4yaeB paccTPoONCTB
nUTaHuA.

Fny6buHHaA NnpuyYMHa HapyLleHUn
3ak/to4aeTca B TOM, 4To AnA 6o5bLloro
yucna nogen ¢ paccTponcTBamm nuTa-
HWA OMarHOCTUKN HEPBHOW aHOPEKCUN
UM KOMMNYNbCUBHOIO NnepeefaHna 3a-
TpyOHeHa BBUAY OTCYTCTBUA CTPOrmX
KPUTEPUEB OLLEHKM, KaK BbINIO yCTaHOB-
neHo PykoBoAcTBOM MO guarHocTuKe
N CTAaTUCTUYECKOMY YYETY MCUXNYECKMX
pacctpovicte (DSM; ot aHrn. Diagnostic
and Statistical Manual of Mental
Disorders), nsnanue IV [40]. B cneny-
towem nspgaHum DSM [41-43] nogyep-
KMBaeTcA TOT (hakT, YTO MO CPaBHEHUIO
CO B3POC/bIMU AETU UMEIOT OrpaHu-
YyeHHble BepbasibHble cNOCOOHOCTH,
MeHbLUMe cnocobHOCTU K abCcTpakTHO-
MYy MbILUTIEHUIO, OCO3HAHUIO 3MOLUNA
N cOoepXnBaHUIO CBOEro nosepeHus.
Hanpumep, onaceHue npubasneHun
Maccbl Tena, uckaxeHue obpasa Tena
N oTpuuaHne HeobxoanMMbIX NOTPeo-
HOCTel XapakeTepHbl Ha NMPOTAXEHUN
BCEro noApocTkoBoro nepuopa [44].
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Kpome Toro, pag HapyLeHun nuta-
HUA, HabnoaaemblX B AETCTBE U paHHEM
noApoCTKOBOM Mepuofe, He nonagaer
B AMAarHoOCTMYeckne KaTeropmm «pac-
ctponcTs nuTtaHua» DSM, u, cneposa-
TENbHO, OHU MOTYT HELOOLIEHNBATbCA.

YeTbipbMmA Hanbonee pacnpocTpa-
HEHHbIMU U3 HUX ABNAIOTCA ClieAyio-
wune paccrtponctea: nsbupatenbHoe
nuTaHue/pasbopunBoe nutaHue (pes-
KO OrpaHMYEeHHbIN AnanasoH NULLEBbIX
NPOAYyKTOB U pPe3Kuit oTkas nonpo-
60BaTb HOBblEe MULLEBbIE MPOAYKTHI),
nuwesaa ¢pobua, aMoyuMoHanbHoOe
paccTpONCTBO C OTKa3oM OT MUK
1 nepBasnBHbIN CMHOPOM OTKa3a [45].

BocnpuHumaembiin o6pa3 Tena
v nuweBoe noeeaeHune npu CF

B TeopeTnyecknx ncuxonornyeckux
MoAenAx HapyLeHHoe NpeacTaBieHne
o camom cebe 1 06 o6pase cBoero Tena
4acTo CYMTAIOT LLeHTPanbHOM ncmxona-
ToNlornen paccTponcTs nutaHua [46].
MopoGHO Apyrum TAXENbIM XpPOHUYe-
CKMM comMaTmyeckum 3aboneBaHuaM,
CF xapakTepusyeTca pAAOM CUMMNTO-
MoB, dopmupyoLWwmnx y 601bHOrO He-
raTMBHOE BrneYaTieHne o Co6CTBEHHOM
Tene (Hanpumep, Npo6GaemMbl C POCTOM,
Kalwenb, 60/b B XXMBOTE, HAapyLLIEHHOE
niuweBapeHne, peunanBupyloLLme
nHdekunn). Pazenutme No3anTUBHOTIO
npenacrasneHna o camom cebe n obpa-

3e Tena, Npu Hanu4uMm aTux npobnem,
3aTpyAHEHO, 0COGEHHO MO Mepe Toro
Kak 6oJibHblE CTAaHOBATCA B3POCIbIMU
[47, 48]. BocnpuaTtue 6onbHbiMu ¢ CF
ob6pasa Tena oTpaxaeT KynbTypHble
NPUOPUTETHI, TAKNE KaK OTHOCUTESIbHOE
HeraTMBHOE BOCMPUATUE MOJIHOTbI XEH-
LMH 1 NO3UTUBHOE BOCTPUATIE MYCKYI
Y MY>XUUH.

6.1. Monosble pa3nuuua

Monopgbie xeHwuHbl ¢ CF CKNOHHBbI
nepeoLeHnBaTb UX Maccy Tena, Torga
KakK mMosiogble MY>X4YUHbIl C CF CKJTOHHDbI
ee HefloOLEeHMBaTb: B rpynne ¢ O4YeHb
60NbWNM HEJOCTAaTKOM Macchl Tena
29% >XeHWMH, HO ToNnbko 11% MyXx-
YMH cyMTaloT cebGAa HOpManbHbIMU UK
nMeLWwmmMmn n3bbITOYHYIO Maccy Tena
[49]. Oesywku ¢ CF (10 net — 21 roa)
coobLWmnnmM o 3HauYuTenbHo 6onbluen
o6ecnokoeHHOCTM No noeoay 3abone-
BaHWA, BKJlOYaloLLEel aMoLMOoHanbHoe
HanpsAXeHue, NPOTUBOAENCTBME Jieye-
HUIO, HU3KYIO CaMOOLIEHKY U MJIOXOE CO-
6noaeHne HEKOTOPbIX peKkoMeHAauunm
neyenuns CF (ynotpebneHne nuum ¢ Bbl-
COKUM cofepXaHUeM XUPOoB, NpuemM
NleKkapCTBEHHbIX cpeacTs/TabneTok) [50].

6.2. NMpo6Gnembl, cBA3aHHbIE C NPUEMOM
nuwu, y nogpoctkos ¢ CF

Moppoctku ¢ CF umetot 6onbLue gakto-
pOB pucka, YeM OnucaHo B nTepatype,
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MOCBALLEHHOW HapyLWeHUAM NMUTaHuA
(HacunbcTBEHHOE KOpMeHUe B LEeT-
ctBe [61], HM3Kkaa camooueHKa [52]
M XV3HEeHHble cTpeccoBble dakTopbl,
BK/lOYalOLWMe ONbIT nNepexuBaHua
yTpatbl [53]). 3To BbI3bIBaET BOMpPOC,
ob6bnapatoT nu monopnbie nioan ¢ CF
CKJIOHHOCTbIO K pa3BUTUIO PacCTPOCTB
nUTaHUA, KOTopble BNOCNEeACTBUN Be-
AYT K HEJOCTAaTOYHOCTU MUTaHUA.
B Heckonbkux nccnegoBaHuax 6bina
npepnpuHATa NonbiTKa peLeHns aToro
BoOmMnpoca.

CornacHo AMarHOCTUYeCKUM Kpu-
Tepuam DSM |V, B uenom nauueHThbl
¢ CF He npoABNAOT OCHOBHbIX NPU3Ha-
KOB HepBHOW aHopekcuu [29, 46, 54,
55]. Tem He MeHee HECKObKO Cly4yaes
nmeetca. Astopom Goldbloom [56]
onucaH cny4an BHe3anHo n 6bicTpo
pa3BuBaloLLENCA HEPBHOM aHOPEKCUHU
y XeHwwuHbl ¢ CF. Kpome TOro, 4to ato
Obls1 NepBbI 3a00KYMEHTUPOBAHHbIN
cny4yan, B COOBLLEHNM O KOTOPOM MpU-
Be[eHbl TMMOTETMYECKNE pacCyXaeHuA
0 npuymnHax ceA3un mexpay CF n pac-
CTPOMCTBAMM NMUTAHUA U yKa3aHo, Kak
Hecrnoco6HOCTb K AMAarHoCTUKe pac-
CTPOWCTB MUTaHUA MOXET OCNOXHUTb
MeauKamMeHTO3HOoe neveHune. ABTopa-
mu Gilchrist u Lenney [57] onucaHa
15-neTHAA geBywka ¢ CF, Takxxe nmeto-
LlasA UCKaXeHHble npefcTaBneHnsa ob
ob6pase Tena un cTpagatowas aHopek-
cuen; n, HeCMOTpPA Ha n 6e3 Toro He-
[OCTaTOYHYIO Maccy Tena, oHa 6bina

HaueneHa Ha noTepio elle 6 Kr, 4ToObI
UMETb «HYNEBOW pa3mep».

B npepenax rpynnbl aTUNUYHbIX
paccTponCTB NUTAHWUA B HEKOHTPOMM-
pyemMom 3-rogMyHOM uccnefoBaHum
Pumariega et al. [54] BbiaBneHo 13 un3
108 nogpocTtkoB ¢ CF (10 peBywek,
3 oHowen; 12 net — 21 rop) ¢ artu-
MUYHbIM PAcCTPONCTBOM MUTaHWA, Xa-
pakTepU3yOLWUMCA 3HAYNTENbHOW No-
Tepel Macchbl Tena, 0TKa3oM OT MULLM,
amMeHopeeln U NCKaXXeHHbIM NpeacTaB-
neHuem obpasa Tena u pyHkuMn Tena
B cNyyae nn6o HopmanbHOW YyHKLUN
XEeNyAo0YHO-KULIEYHOTO TpakTa, nnbo
afleKBaTHOM 3aMeCTUTesIbHOW Tepanuu
naHkpeatunyeckumm epmeHtamu. OHu
TakXXe AEMOHCTPUPOBANN 3HAYUTENb-
Hble MPU3HaKU AENPECCUM, CBA3AHHbIE
C paccTponcTBamMu NUTAHUA.

lMpwn onpepeneHun cTtpornx gua-
rHOCTUYECKMX KpUTEepues obLienpu-
HATblE paccTponCcTBa NUTaHUA, Takme
Kak aHopekcuA unu 6ynumua, He npe-
ob6napatot [29, 58, 59]. Tem He MeHee
cyOKNIMHMYeCcKMe YPOBHU HapyLleHua
NUTaHNA OKa3anucb NMOBbILEHHBIMWU NO
CcpaBHeHMIO ¢ 06LWwen nonynAumen, roe
53% noppoctkoB ¢ CF coobuwatoT 06
MNCKaXXEHHOM OTHOLIEHUN K NUTAHUIO
(«cpepkaHHOCTb» Gblna Hanbonee pac-
npocTpaHeHHOW) No cpaBHeHUto ¢ 10—
47% noppocTkoB B obwen nonyna-
umn. OnaceHne npmnbaBkn Macchbl Tena
M olwyuieHne Ty4HOCTU Oblnn oTMeYe-
Hbl Yy 15% nccnepyemblx, Npu4yeM oAuH
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y4acTHUK onucbiBaeT 3noynoTpebne-
HVe naHkpeaTU4yecknmm hepmeHTamu,
a Apyron — nepeepaHve B TeyeHue
2 mecsAueB, o6a No NpuyYMHaMm, CBA3aH-
HbIM ¢ bopMON U/Mnun maccon Tena.
CyLiecTBEHHYIO pOJib B CaMOOLEHKe
urpanu dopma (y 36% uccnenyembix)
n macca tena y (63%) nus obuen uc-
cnegyemon nonynauun [29].

B apyrom uccnegosaHun [60],
M3yYyaBLlIEM BJIMAHUE VU3MEHEHUN B
NUTaHWKU Ha BOCMPUATUE U peakumio
nauneHToB Ha o6pas Tena u nuiLesble
NPUBbIYKM, 06 N3OBITOYHOM MUTAHUU
coob6Lanm naumeHTbl, Nonyyatoume
sHTepanbHoe nuTaHue (11%), nauun-
€eHTbl, MpUHMMaloLWme nepopasnbHble
KanopuinHbie nob6asku (6%), naumneH-
Tbl KOHTposbHOM rpynnbl ¢ CF (17%)
1 NPEeACTaBUTENN KOHTPObHOW rpynnbl
300poBbIX Nnoaen (36%).

Y10 KacaeTcA M3ObITOYHON Macchl
Tena n oXupeHuAa, B nccnenoBaHum
Benuko6putaHun [61], Bknovaowem
1869 nauyunenHToB ¢ CF (0-18 net), 18%
coobwmnm 06 n36bITOYHOM Macce Tena
n 2,4% — 06 oxupeHun. Pacnpoctpa-
HEHHOCTb OXMpeHuna y nauymeHTos ¢ CF
B 2002 r. 6blna cpaBHMMa € pacnpocTpa-
HEHHOCTbIO M36bITOYHOW Macchbl Tena
B 06wen nonynauun 20 rogaMmun paHb-
we. ABTOPbI NPULLIN K BbIBOAY, YTO Ha
n3MmeHeHne obpasa Xn3Hu (MeHbLLaA
aKTUBHOCTb) M MPUHLMMNOB NUTaHUA
B o6Wen nonynAaunMm Mor noBnuATb
ctatyc UMT B nonynauun CF

7 an/IHLI,IIIan ne4vyeHunA

PerynapHasa v 4yeTkana oueHKa UHANBU-
AyanbHblX 0cOO6EHHOCTEN B OTHOLe-
HUWM NuTaHuA, GOopMbl U Macchbl Tena
MOXET ObITb MOJNIE3HON Ha HavyanbHOW
cTaguun naeHTUdUKauum prcka Hapy-
WweHnA nuTaHuA. NMpoBepoyHble BONpo-
cbl 0 dopme nuTaHuA u obpase Tena
cnepyeT 3ajaBaTb BCEM AEeTAM Mpef-
NOAPOCTKOBOrO U NOAPOCTKOBOrO BO3-
pacta. B pykosoactBax Bright Futures
npvBeAeHbl NpUMepbl AaHHbIX BONPO-
COB MOAPOCTKaM pasfMyHOro Bo3pac-
Ta [62]. JliobGble paHHble, OTHOCALLMECA
K 06ecrnokoeHHOCTU Maccomn Tena, He-
NpaBUIbHOMY MUTaHUIO UJIN YCTaHOBKE
Ha NoTeplo mMacchl Tena, TpebyloT Ao-
NOJIHUTENBHOIO BHUMAHWA, Kak 1 nep-
BUYHaA UM BTOPUYHAA aMeHopena unm
HecrnocobHOCTb [OCTUYb COOTBETCTBY-
lowero npubaBneHnA Macchbl Tena unu
pocta y peten. bonbwmHCTBO AeBoYek-
NoapocTkoB 06eCcnokoeHbl M30bITOYHON
mMaccow Tena, U1 MHOTMe MOTryT NnuTaTb-
cA HenpaBwWbHO; GONbLUIMHCTBO 3TUX
JeBOYeK He CTpajaloT pacCTPONCTBOM
nutaHua. C opyron CTOPOHbI, OTKa3 oT
MULLM Y MOAPOCTKOB HE NCKIoYaeT BO3-
MOXHOCTb Takoro paccrtpoucrsa. Koc-
BeHHaA nHdopmauuna oT poautenen
MO>XeT MOMOYb UAEeHTUGULUUPOBATb
aHOMasNbHOE OTHOLIEHME K NMUTaHUIO
unu nuwesoe nosefeHue. Yactoe ca-
MOCTOATENbHOE B3BELLMBaHWE cpeau
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noapocTKOB CBA3aHO ¢ 6osiee HU3KOM
YLOBNETBOPEHHOCTbIO CBOUM TENOM:
noapoCTKOB He cnefyeT CTUMYJMpo-
BaTb K YaCTOMY CaMOCTOATEJIbHOMY
B3BelunBaHuto [63].

OueHka orpaHu4mnBatoLWmnx dakTo-
pOB MO NMUTaHUIO, BOCAPUHUMAEMbIX
NOAPOCTKaMM, a TakKe UX OTHOLLEHNS,
MHEHWA M NoBefeHua cnocobcTBy-
eT NpaBUbHOMY NPOBEAEHMIO NleYve-
HuA. BoiABNeHUe «nponyckoB npuema
nuLwm», 0CO6EHHO PacnpoCTpaHeHHbIX
y NOAPOCTKOB, U MOHMMaHUE MNpu-
YMH 3TOrO BaXKHO A/A NJaHWPOBaHUA
1N afleKBaTHON KOPPEKTUPOBKM MuTa-
HuA. Ecnn 6nnskne nogn nogpocTka
(Hanpumep, maTb, ApPy3bA) CMOTYT Ha-
Y4YUTb €ro BbIABNATb U aHanM3npoBaTb
He340pOBOE OTHOLIEHME K MUTAHUIO,
3TO MOXET CTaTb NMOJIE3HOW cTpaTeruemn
dhopmMUupoBaHMA 300POBON KyNbTypbl
nutaHua [64].

[MoppocTku Hy>xpaatoTea B popmMmpo-
BaHUWN TaKOW KynbTypbl, COPUEHTUPO-
BaHHOW B MEPBYIO oYepelb Ha 3HaHue
«MULLKY, KOTOPYIO HY>KHO YNOTpPebnATby,
a y>e NOTOM — «MULLK, KOTOPYIO HYX-
HO UCKNMKOYaTb», a TakXe Ha NMoOHMUMa-
HUKN, KakKne mMmepbl KOHTPOJIA MaccChbl
Tena uenecoo6pasHbl. dhheKTUBHbIE
1 OeTann3npoBaHHble C Y4€TOM BO3-
pacTa MHCTPYKLUKN NO NMUTaHUIO Npea-
CTaBNAT OFTPOMHYIO Ba>XXHOCTb AJiA
nogpocTkos. Leverton [65] yka3sbiBaerT,
4YTO 4acTo MOAPOCTKAM roOBOPAT, YTO
Xopollee NMTaHue 03Ha4yaeT «ecTb TO,

YTO He HpaBuUTCA, MOTOMY YTO 3TO MoO-
nesHo». lNMpaBunbHee 6blN0 6bl YYUTH
NMPOCTO «XOPOLUO eCTb, MOTOMY YTO 3TO
NMOMOXET cenaTb TO, YTO Tbl XO4€eLlb
caenatb, U CTaTb TakUM, KakKUM Tbl XO-
Yewb cTaTb». [1OAPOCTKM OpPUEHTUPO-
BaHbl Ha HacToALLEe U HE 06ECMOKOEHbI
TeM, Kak UX NUTaHue MOBMAET HA HUX
B nocnegytowme rogbl. Tem He MeHee
OHW XoTenu 6bl UMEeTb MHOTO 3Hep-
rmun, NOAAEPXNBaATb 340POBYIO Maccy
Tena U XopoLlo BbIrMALETb, yCNeBaTb
B LUKOJNE W 3aHMMaTbcA crnopTom. XoTA
noapocTkaMm Heo6Xxo4MMO Oco3HaBaTb
OONTOCPOYHbIA PUCK, CBA3AHHbIN C He-
npaBuUlbHbIM PaLMOHOM MUTaHUA,
M [ONTOCPOYHbIe NPEenMyLLecTBa 340-
pPOBOro MUTaHUA, COCPEfOTOYEHHOCTb
Ha KPaTKOCPOUHbIX UM MITHOBEHHbIX
npevmyLlecTBax Bcerga oyaeTt ana HuX
6osee npusnekaTeNbHON.

HakoHel, gonxHo 6bITb obecne-
YEHO creuunanbHoe ncmxocounanbHoe
BMeLWaTenbCTBO NpM nNogo3peHnn Ha
HapyLleHne/pacCcTPONCTBO NUTaHUA.

8 BbiBoabl

MnTaHne ocTtaetcA npobnemon npwu
nevyeHun nauyuneHtos ¢ CF. B npo-
WOM LeNib COCTOANA B TOM, 4TOObI
obecneynTb afekBaTHOE KOJINYECTBO
Kanopun, 4Tobbl YNyYlWNTb BbIXXMBA-
emocTb. B Hawe BpemAa dokyc caBu-
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HYJICA B HamnpasfieHUM ONTUMU3ALUN
notpe6sieHNsa NUTaTeNibHbIX BELECTB
B LENIAX CTUMYNALUU HOPMaNbHOro
pocTa 1 cTaTyca nuTaHusa u nsberaHus
BbIPaXEHHbIX U CKPbITbIX AebULUTOB
nuTaTesnbHbIX BELecTB [66].

MmetoTcA gaHHble B MOAAEPXKKY YeT-
KO OonpeneNeHHbIX pekoMeHaaumuin no
nutaHuio [16, 17, 21, 23]. NMpumeHeHne
3HTEepanbHbiX [06aBOK AA NMOBbILE-
HUA KaNOPUMHOCTK U KoJim4yecTBa 6en-
Ka fano npoTUBOPEYMBbIE PE3YNbLTAThI
[67, 68]. Heob6xoamMMbl AONONHUTENb-
Hble YCUNVA ONA peleHmna 3TUX npo-
6nem [25]. Koroa ynensetca BHUMaHue
WHAVBUAYANbHbIM 3HEPTreTUYECKUM
noTpebHOCTAM 1 cTaTycy NMUTaHUA, He-
[0CTaTOYHOE MUTaHME MOXHO npeay-
npexgaaTb UK KoppekTuposatb. Y no-
naenatoLero 60MblIMHCTBA NaUNEHTOB
MOXHO AOCTUYb HOpPMaJibHOW Macchl
Tena v HopManbHOrO NUTaHUA NOCPea-
CTBOM pauVOHaNbHOTO NMPUMEHEHMUA
HOPMaJsbHOIo BbICOKO3HEPreTU4eckoro
pauunoHa.

HeonHokpaTHO fokasaHo, YTO BMe-
LWaTeNbCTBO B NOBeAEHME B COMETAHUN
¢ o6yyeHneM NpaBUIbHOMY MUTaHUIO
[aeT KJIMHUYECKM U CTaTUCTUYECKM 3Ha-
YMMOE MOBbILIEHNE CYTOYHOIO NMoTpe-
6neHuna kanopuii 1 maccobl Tena [69, 70].
370T BMA BMeLaTenbcTBa 6onee addek-
TUBEH, YeM CTaHOapTHOe JiedeHne ansa
neten B Bospacte 4-12 net [71]. Takxke
rnokasaHo, 4TO MPUMEHEHVEe CTaHAapTH-
30BaHHOrO NMoAxoAa K OLeHKe NMuTaHuA
U NievyeHna NPUBOAUT K 3HAYUTENBHOMY
YNyULEHUIO pe3ynbTaToB NUTaHWA na-
umeHToB ¢ CF B Bo3pacTe o1 2 oo 22 net
[72]. Ecnu meanumnHckuin paGoTHUK Bbl-
ABNAN Npo6neMbl NOBeAEHWA Y MUTaHWA,
OETCKUN MCUXO0NOr OLEHUBAN CEMbIO
1 Haboaan 3a KOHKPETHBIMU OrpaHNyK-
BalowWMMy dakTopamu, KOTopble MOTyT
oTpuuaTeNbHO BNVATb Ha cobnoaeHve
pebeHKOM Ha3HauyeHU No NnoBeaeHuo
“ nuTaHuio. Pogntenun n cembu nony-
Yanu pekoMeHAauuy no KOppPeKkLmm no-
BefleHVA U UHOMBUAYaNN3upoBaHHOe
0o0yyeHune NpaBuUIbHOMY NMUTAHUIO.
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Monoeble n penpoayKTUBHbIE
npo6nemMbl y NOAPOCTKOB

MoapocTkoBbIN BO3pacT ABAAETCA Ta-
KMM NepuoaoM XU3HU YenoBeka, KoTo-
pbI XapakTepusyeTcA ANHAMUYECKUM
pas3BUTMEM, FAe U3MEHEHUA MNPOUCXO-
OAT B KaXK0M acnekTe XXM3HU — B KOM-
NJeKCHOM B3aUMOAENCTBUUN MEXAY
6uonornvyeckumu, dbusnvyeckumu,
ncuxocoumnanbHbIMU U KYNBTYPHbIMU
dakTopamu. NMoapocTKkoBbLIM BO3pacT
ABJIAETCA BPEMEHEM OCBOEHMUA Mupa,
npnobpeTeHmA HE3aBUCMMOCTU OT PO-
OuTenen n B3pOC/bIX B LLESIOM, yCTa-
HOBJIEHMA B3aMMOOTHOLUEHWUN C pO-
BeCHMKaMun 060MX MONOB U MPUHATMA
peweHunn, kotopble 6ynyT popmupo-
BaTb MHAMBUAYyanbHOCTb U byayuee
300pOBbe. ATU U3MEHEHUA MPOUCXO-
[AT B Te4eHne nogpocTkoOBOro nepu-
oja 1 NMPoAOJIKAOTCA Ha MPOTAXEHUMN
B3POCJION XXUBHMU.
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lMopgpocTkoBbIN BO3pacT ABNAeTCA
BpeMeHeM 3MOLMOHAaNbHOIO pa3Bu-
T™MA U HGOPMMPOBaAHMA MOJIOBOTO MO-
BeaeHunA. CekcyallbHOCTb BKJIlOYaeT
B ce6A MHOXECTBO 3ajay pa3BuTus,
KOTOpble MPUXOAMTCA pelaTb MOJIO-
ObIM NIOAAM: YTBEpPXAEeHUe reHaep-
HOW MAEHTUYHOCTU, NepeoLeHka 00-
pa3a Tena, NOCTPOEHMEe CaMOOLLEHKH,
npoBepka cekcyasbHOW ponu u cne-
[OBaHWe No3HaBaTeNbHbIM UHCTUH-
kTam [1]. PasBuTne nogpocTKkoBOM
ceKkcyaJibHOCTU npeacTaBnAeT cobon
KOMMJIEKCHOE ABJIEHME, YCMNEX KOTO-
poro BHOCWUT 3HA4YUTeNbHbIA BKNag
B NpucrnocobnAemMocTb K B3pOCIOMY
BO3pacTy. BaxHo, 4TO NogpocCTKOBbIN
ceKcyanbHbIW OMbIT 4YacTO MOTUBUPO-
BaH 06CTOATENBCTBAMU U AABIEHUEM
(HanpumMep, BHEWHUM OaBNIEHUEM CO
CTOPOHbI POBECHUKOB U OKPYX€EHUA),
a He MPUHATUEM 3Penoro pelleHus;
Hayano cekcyasibHbIX OTHOLUEHWI NMPO-
ucxonut B 6onee paHHeM Bo3pacTe,
U pYCKOBaHHOE MOBEeAEHME HaxoauT
OTpaXxeHWe B MHOTOYUCIIEHHbIX Cly-
YyanAx 3apaxeHua nHdekumAmU, nepe-
palowmmuca nonoebim nytem (UMNMAM),
HeXxenaTenbHON 6epeMeHHOCTM U Npu-
MEHEHMA 3KCTPEHHOW KOHTpauenumm
[2].

MoapocTky YacTo He 3HaloT 06 aTUX
puckax U UMeloT HELOCTAaTOYHO 3HaHUI
B OTHOLLEHWUW CEKCYaJIbHOIo 3[0POBbA.
Kpome Toro, Hepeko OHW 3aTPyOHAIOT-
cA 03BYy4YMTb 3TK npobnembl. CooTBET-

CTBEHHO, MHOFOCTOPOHHEE CeKCyallb-
Hoe o6pa3oBaHVe NomMoraeT OTCPOYUTb
Ha4vano MoJIoBON XU3HU N COXPaHUTb
cekcyaJibHOe 3[0pOBbe, KOTOPOE Tak-
€ O3Ha4yaeT penpoayKTUBHOE 340pO-
Bbe. Ob6ecneynBan Hagsexauyto ne-
[arornyeckyto noanepxky, Mbl MOXeM
NpennoXuTb MONOAbIM NOAAM NYyTb
K [OCTMXKEHUIO U COXPAHEHUIO U TOrO,
n gpyroro.

MonoBbie 1 penpoayKTUBHbIE
npo6nembl y NOAPOCTKOB
c CF

Ycnexu B nevyeHUn MyKoBucLMAoO3a
W ero KOHTPOJie NPUBENU B pe3ynbraTe
K 3HAaYUTENbHOMY YBENIMYEHUIO NPO-
OOMKUTENBHOCTU XU3HU Y NauUEHTOB
c aTuMm 3abonesaHuem. B Hawwn gHu
y nogpoctkos ¢ CF ropaspno 6oblue
BO3MOXHOCTEN ANA ynydyweHua bu-
31M4ecKOro 340POBbA U YBENUYEHUA
NPOAONXUTENbHOCTU XU3HU. Cnepno-
BaTeNiIbHO, NPo6NEeMbl CEKCyalbHOro
n penpoaykTusHoro 3goposba (CP3)
cTaHOBATCA Bce 6onee pesieBaHTHbIMU
KaK onA nauMeHTOB, Tak U AnA UX ce-
men. Monogble niogn ¢ CF moryT umetb
HOPMaJibHYIO NMOMOBYIO XU3Hb U CTaTb
poautenawu [3, 4].

Bce nogpocTku cumTatoT npoGnemsl
ceKcyasibHOCTUM 3amnyTaHHbIMU, Bbi3blBa-
IOWMMUN CMYLLEHUE, BONHYIOWUMU, HO
noapoCTKU ¢ XpOoHU4eckmum 3abonesa-
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HWEM UCMbITbIBAIOT AOMNONHUTESNbHbIN
CTPEecc, KOTOPbIA MOXEeT BAMATb Ha UX
ncuxocoumanbHoe 3gopoBbe [5, 6]. Bo-
npocbl CP3 yacTto mano o6cyxpaatotea
VNN faxke NrHOPUPYIOTCA NPy o6LLeHUN
C MOJIOAbIMY NIOABMU C XPOHUYECKUM
nporpeccupylowmnm 3abonesaHuem,
NMOCKONbKY Kak fevyeHune, Tak u Habno-
OEeHWE, OCYLLECTBIAEMOE MeaMLIMHCKU-
MU paboTHUKaMN, COCPEAOTOYEHO Ha
cTtabunusaunn 3aboneBaHnA U Ha Bbl-
XuBaHuu [7, 8].

MoppocTtkmn ¢ CF nmetoT nonosble
KOHTaKTbl U TaK Xe NnoABepratoTca pu-
ckam UTMM n He3annaHupoBaHHON Ge-
PEMEHHOCTM, KaK U Apyrue noapocTku
[7, 9, 10]. OgHako, B NpoTUBOBEC 340-
pPOBbIM POBECHMKAM, UM MPUXOAUTCA
cTankmBaTbcA ¢ 0ocobbiMu npobrnema-
MW, KOTOPblE MOTYT AOMONHUTENBHO
BJINATb HA MUX CeKcyasibHOEe 340pPOBbE:
3amMepJfieHHbIN Nyb6epTaTHbIN Nepuog,
6ecrnokoncTeo no nosoay uanyeckmx
OT/INYMI, OTCYTCTBUE AOCTAaTOYHOW UH-
cdopmaunm 1 3HaHMN O NOJIOBOM pas-
Butun npu CF, npobnembl 4eTopogHON
dyHKUMK (Gecnnogue y My>X4uH), Ha-
cliefcTBEHHaA nepegava, BAvAHME CO-
CTOAHWA 300POBbA Ha GEPEMEHHOCTb,
3a601€eBaeMOCTb U COKpaLleHHanA npo-
DOJDKUTENBHOCTb XU3HU, «3aBUCHMbIE»
OTHOLLEHMA C POAUTENAMU U runeporne-
Ka € UX CTOpOHbI [11].

PeweHune npobnem CP3 o3HavaeT
cnefoBaHve pekoMeHaaunsamM KayecTsa
KN3HU 1 n36GeraHunsa CTPECCOBbIX CUTY-

auumn, KoTopble MOryT ycunuTb 6ecno-
KoncTBo 3a 3goposbe. K coxaneHuio,
nHdopMauma YacTo npesocTaBnAeTcA
CNULLKOM MO3[HO, Koraa yxe dpycTtpa-
LA AnAeTcA copMMpPOBaBLUMMCA CO-
cToAHMEM KakK y nopgpocTkoB ¢ CF, Tak
Ny ux poautenen. 3To MoXeT 06b-
ACHATbCA 3aTPYAHEHUAMMU, KOTOPble
oLLyLaloT NOAPOCTKM U MeAnLMHCKMe
paboTHUKK NMpu 06CYXAEHUU CEKCY-
anbHOCTU, N HE[OCTAaTOYHbIMU HaBbl-
KaMy MeLgULUHCKUX PpaBOTHUKOB Mpwu
ob6cyxaeHun sonpocos CP3 [12, 13].
Kpome Toro, y meanuunHcknx pabot-
HuKoB, Nnevawmx CF, HeT cTaHgapTHbIX
pPYKOBOACTB, Kacatlowmxca Bblbopa
nogxopAuLero MOMeHTa u cogepxa-
HuA obcyxaeHun CP3, xoTA HECKONbKO
pekomeHpaummnm 6bino ony6anMKoBaHO
[10].

2.1. NyGepTaTHbIN Nepuog,

Mepuogunsauma nybeptaTHOro nepuo-
na onpepenaetca MGU3NONOrMYECKUM
M coumanbHbIM pas3BuTuem. encreu-
TenbHo, MHorne nogpoctku ¢ CF nme-
10T NpobyiemMbl C BOCAPUATUEM CBOENO
Tena B CBA3U C 3afepXKKOW ckayka ny-
6epTaTHOro pocTa, U1 0CO3HaHWe CBOEro
OT/INYMA OT POBECHUKOB MOXET CTaTb
CTpeccoBbiM N 6ONIE3HEHHbIM yAapoMm
Nno caMOOLEHKe.

Kak >XeHLWUHbI, Tak U MYXYUHbI
¢ CF nepexuBatoT 3agepxKy Havana
ny6epTaTHOro nepuopa no cpasHe-
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HUIO CO 3[0POBbIMU POBECHUKAMW, Tae
cpenHAnA 3apepxka coctasnAaeT 1 rog,
y XeHwwuH n 1,5 roga y myx4duH [14].
3Tnonorua atoro peHomeHa okasbiBa-
eTcA KOMMJIEKCHON U MHOTO(akTOpPHOWN.
MonyyeHHble AaHHblE NO3BONAIOT Npes-
NMoOJIOXUTb KOPPENALMIO C He0CTaTou-
HbIM MUTaHMWEM, @ TakXe C TAXECTbIO
3aboneBaHVA NErknx, XoTA 3Ta 3aA4epX-
Ka BCe Xe CyLlecTByeT, HECMOTPA Ha
WHTEHCMBHOE NeyYeHune, NpvBoasaLlee
K XOpOLEMY KIMHUYECKOMY COCTOA-
HUWIO U [OCTaTOYHOMY CTaTycy NMUTaHuA
[15, 16].

Johannesson et al. npegnonoxwunun
npAMyto posib myTaHTHoro reHa CFTR
(perynatopa TpaHcmMeMOGpaHHOW Npo-
sogumocTu CF), npusogsLLyio B pesynb-
TaTe K HapyLUEHUIO CeKpeLun roHano-
TPONUH-BbICBOOOXAAlOLWErO rOPMOHa
M K nocreaylolen 3agepxke «nybep-
TaTHbIX» YPOBHEN MOJIOBbIX FOPMOHOB
[15, 17]. KnuHunyecknm nccnegosaHmem
HeJaBHO JoKa3aHa Koppenauma Mmexay
MeHapxe npu CF n mytaunamm CFTR
[16], a Takxe NogTBEPXXAEHO Ha MbILIK-
Hown mogenu CF, B KOTOpO rOoMO3MroT-
Hble XUBOTHble No F508del npoasnAnu
3aflepXXKy Havana nybeptaTHOro nepwu-
ona [18].

[pyrasa TeopuA COOTHOCUT 3adepXx-
Ky ny6epTaTHOro nepropa ¢ NoBbILLEH-
HbIMW 3aTpaTaMu 3HepPruu B nokoe,
KoTopble MOTryT 6bITb 6Gonee BbICO-
KuMUK y XeHwmH ¢ CF no cpaBHEHUIO
KaK C KOHTPOJIbHbIMM XEHLUHaMK,

Tak U ¢ My>X4uHamu ¢ 3abonesaHnem
[19]. 9Ta runoTesa He noaTBEpPAMNACH
HedaBHUMW MCCNefoBaHUAMU, B pe-
3ynbTaTe KOTOPbIX BbIACHUIOCh, YTO
3aTpaTbl BHEPTrUU B MOKOE Y XEHLLNH
¢ CF moryT He 3aBuceTb OT cTaTyca Me-
Hapxe [20].

2.2. ®usnyeckne ocobeHHOCTU
Y XXeHLUH

XoTsa xeHwuHbl ¢ CF nmetoT aHaToMu-
Yeckn HopManbHble PENpPOAYKTUBHbIE
NyTW U HOPManbHYIO NOJIOBYIO (YHK-
LU0, HECKOJNIbKO Y4YaCTKOB >XEHCKUX
pPenpoAyKTUBHBLIX MyTeW NMOpaxeHo
nedektHbim 6enkom CFTR [3, 9]. EcTb
runoTtesa, 4to akcnpeccua CFTR B ru-
notanamyce MOXeT NPUBOAUTbL B pe-
3ynbTaTe K aHOManbHOW 3KCcnpeccum
roHagoTpoONuMH-BbicBOGOXAAOLWErO
ropmoHa, Kotopas, B CBOIO o4yepefb,
NPUBOANT K HapYyLUIEHWIO perynaumm
HENPO3HAOKPUHHOW FOPMOHaNnbLHOMN
cekpeuunn n 3agepxke NoaoOBOro co-
3peBaHuAa [21]. Kpome Toro, nockonbky
6onbLUanA YacTb XXEHCKUX PENPOAYKTUB-
HbIX NyTeW BbICTNIaHa aNuUTeNManbHbIMU
KneTkamu, HapyweHHas dyHkuna CFTR
MOXeT, BO3MOXHO, MoanduunpoBaTb
cekpeumnio NonoBbIX nyTen [9].

YPOBHU 3CTpOTreHa MOTyT TakXxe
BNNATb Ha 3aboneBaHune CF u 6biTb
BOBJIEYEHbI B TPaHCINUTENNabHbIN
WOHHbIA TPaHCMOPT, YTO 06bACHAET
KakK MEHCTpyanbHble NU3MEHEHUA, Tak
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N U3MeHeHUA hYHKLUMM NIEerkKnuX SXEHLNH
netopogHoro sospacra [22].

Jlnwb manana yacTtb XeHwuH ¢ CF
MMEIOT CHUXEHHYIO AETOPOAHYIO (PYHK-
uuio unn 6ecnnoane. 3To morno 6bl
OblTb CBA3aHO C PEOJIOrMYECKMMU Xa-
pakTepucTMkaMmu civs3u, BblgenaeMomn
LIENKON MaTKu, B KOTOPOWN MOXET OT-
CcyTCTBOBaTb NMOBbIWEHHOE coAepxa-
HMe BOAbl, KOTOpoe 00ObIYHO crienyeT 3a
3CTPOreHHON CTUMYNALMEN BO BpeMA
oBynauyuu [23]. Kpome Toro, nameHe-
HWe MaTOYHOW cekpeunmn brukapboHaTa
MOXEeT NPenATCTBOBaTb CNOCOOHOCTU
cnepmbl ONNOAOTBOPATL oouUT [24].
Apyrumn BO3MOXHbIMU NpUYMHaAMK
CHUXEHHOWN AeTopoaHOW dyHKLUN
y XeHwuH ¢ CF moryT 6bITb cneayto-
wme npuYmnHbl: cnabbiii cTaTyc nNuTa-
HUA N TAXEeNoe HapyweHne dyHKLUn
NIErknx, BbICOKME YPOBHU CUCTEMHOIO
BOCMasieHNA 1 AONIr0CPOYHanA Tepanusa
cTepovamu, BKtoYaloLwasa HapyLueHme
OBYNAUMNN.

HecmoTpsa Ha 970, Bce 6osblue XeH-
wuH ¢ CF 6epemeHeloT, U ycTaHOBIEHO,
YTO Y XEHLLMH C XOPOLIO CTabunnsnpo-
BaHHbIM 3aboneBaHuem CF 6epemeH-
HOCTb MPOTEKAET HOPMaJIbHO U poXAa-
10TCcA 340poBble Aetu [3].

OpyrumMu peneBaHTHbIMU NPUYU-
HaMu ABNAOTCA crefylolme: YyBCTBM-
TENbHOCTb K BY/IbBOBarnHasbHOMY KaH-
anposy, o6ycnoBsieHHOMY nevyeHuem
aHTUBUOTMKaMU, U CTPECCOBOE Heaep-

XaHvue Mo4M, KOTOPOe MOXKET NOABUTb-
cA paxe B Mosiogom Bospacrte [9].

2.3. dusnyeckne N3aMeHeHunA
Y MY>X4UH

My>kckrne nonoBble NyTy okasblBaloTCA
6onee YyBCTBUTENbHbIMU K AUCHYHK-
ummn CFTR, yem nwobon gpyron opraHx,
BoBniedeHHbIn B CF [25]. MouTKn BCe
My>X4uHbl ¢ CF 6ecnnoaHbl B CBA3U
C aHOMasbHbIM pa3BUTUEM Me30oHed-
pUYECKOTro y4YacTka MoOsoBbIX NMyTew.
J1ByXCTOPOHHAA 3aKynopka uian oTcyT-
CTBVE CeMABbIHOCALLLEro NPoTOKa BbI3bl-
BaeT azoocnepmuio, npuyem atpoduna
UMW OTCYTCTBUE CEMEHHbIX MY3blPbKOB
BeAeT K HU3KoMy o6bemy aAkynATa [26].

HecmoTpAa Ha 3T aHOManuu, KoTo-
pble He MOTyT ObITb CKOPPEKTUPOBAHbI
XUPYPruYecknm nyTem v He CBA3aHbl
C OOLWMM KIIMHUYECKUM COCTOAHUEM,
My>X4uHbl ¢ CF MOryT umeTb HopManb-
Hble MofioBble OTHOLWeHuA [26]. Beno-
MoraTtesibHble pPenpoaAyKTUBHbDbIE
TEXHONOTUN C MPUMEHEHUEM MUKPO-
XVpPYpruveckor acnupauum cnepmaro-
301 40B U3 aNUANANUMMUCA NN CEMEHHU-
Ka 1 oNnoAOTBOPEHMA oouuTa in vitro
C NMOMOLLbIO MHTPaUUTOMNNa3mMaTuye-
CKOVM MHDBEKLMWU CNepmMaTo30uaoB He-
OOHOKPAaTHO M ycnewHO NpUMEeHEHbDI
y My>xu4uH ¢ CF [28], HecmOTpA Ha BO3-
MOXHYto ponb 6enka CFTR B cnepma-
TOreHese Wan Co3peBaHUUN crnepmaTo-
3oupgos [29].
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3 MHdopMupoBaHe NoapOCTKOB

06 o6ycnosneHHbix CF
MosioBbIX N PenpPoAYKTUBHbIX
npo6nemax

MeauumHcknm paboTHukam Heobxoau-
MO npusHaTtb, Yto CP3 ABnAeTcA genu-
KaTHOM TEMOW AJiIA MHOTMX NOAPOCTKOB,
npuYyem NULb OYEeHb Masiaa UX 4yacTb
obpalaetca ¢ Bonpocamu. Pogutenu
urpatoT K4YeBYIO posib B npoLlecce
nHdbopmaumnn/oby4eHna, HO X 3HaHWA
4YacTo ABMAKTCA HEMOJNIHBIMU UNU He-
TOYHbIMU. OTBETCTBEHHOCTb 3a 00Y-
yeHune CP3, cnegoBaTenibHO, AONXHA
nexaTtb Ha npodeccuoHanbHbIX Mean-
UMHcknx paboTHukax [10].

MHdbopmMupoBaHMe N akTUBHbIE
obeyxpaeHna Toro, kak CF moxeT Bnu-
ATb Ha duU3nveckoe, IMOLMOHaNbHOE
N MEXJTMYHOCTHOE pa3BUTUE, [ONXKHbI
ObITb HayaTbl paHO W OTPErynnpoBaHbl
B COOTBETCTBUM C BO3PACTOM MOAPOCT-

Ka. PekomeHayeTcA OTKPbITbINA, NINY-
HbI N He HaBA3bIBAlOLWMIN MOpasnbHbie
NPVHUMMbI Ananor Mexay nauMeHToM
M BpayoMm, a Takxe aMoLMOHanbHaA
noanepxka u roToBHoCcTb obcyxaaTb
HOBblE€ BOMPOCHI MO MEPE UX BO3HUK-
HoBeHUA. [LoMKHbI TWATENbHO YYUTbI-
BaTbCA CMOCOBHOCTU, 3HAHUA, XeNaHuA
1 NpaBa NoApocTka, a KoHDUaeHUnanb-
HOCTb M MPUBATHOCTb AOJIXHbI 6bITb
rapaHTupoBaHbl (Tabnuua 8.1).

3.1. CopeprkaHune nHdopmauyum

KayecTtBO 1 konnyectso nHbopmaumm
no sonpocam CP3 moxeT 3HauynTeNb-
HO pasnnyaTbcA B 3aBUCMMOCTU OT
noJjla NauMeHTOB, a Takxe OT LeHTpa
CF u cTpaHbl. Yacto nHdopmauna ana
NoOAPOCTKOB U poauTenen ABnaeTcA
HenonHou [10]. HegocTtaTo4yHana unu
HekoppekTHaAa nHdpopmaumna MoxeT
npuBecTn K NpeBpaTHOMY NpeacTaB-

Ta6nuua 8.1. NMpuHuun obyyeHnAa NOAPOCTKOB C MyKOBMUCLMA030M METOAAM
COXpaHeHMA cekcyanbHOro 1 penpoayKTUBHOIO 340POBbA

* IMouMoHanbHasA Noaaepxka

HOM MOBEAEHUU M O KOHTpaLenuum)

e O6Aa3aTenbHasA KOHGMAEHUNaNbHOCTb

* MpoakTuBHOE 0GCYXAEHME C MOAPOCTKaMU (BaXXHOCTb y4acTua poauTenen)

e [103UTMBHbIN 1 NOAAEPXUBAIOLNIA NOAXOLA, afanTUPOBaHHbIV K BO3PacTy NaLuMeHToB

* O6cyxaeHne, 06bIYHO MOBTOPAEMOE NPU Moc/eayloLLeM Bu3unTe
e OTKpPbITbIA AManor u NOAxXo[, He HaBA3bIBAIOLLUIN MOpPasbHbIX MPUHLMMNOB

. MCHepnblBaIOLLlaﬂ I/IHCbOpMaU,VIFl no Bonpocam 6e3onacHoro cekca (o PUCKOBaHHOM ceKcyallb-
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JIEHUIO U HENMpPaBUNbHOW UHTEpPNpe-
Tauuun, Hanpumep K NyTaHuLe Mexay
MY>XCKUM 6ecniiogMeMm n MMMNoTeHLUM-
el UNn MHeHuto, 4YTo becniogne 03-
Ha4yaeT, YTO MYX4YUHbl He HyXpatoTcA
B UCMOJIb30BAHUUN Npe3epBaTUBOB,
4YTO, Takum 06pa3om, NoBbILAET PUCK
nmnnn [s, 30].

Heobxogumbie Bonpockl gnAa o6-
CY>XAEHUA: ONbIT NMOAPOCTKA C XpPO-
HUYECKUM cocToAHUEM (3apepixka
ny6epTaTHOro nepuopa, 3aHuUXeHHan
oueHka cob6CTBEHHOTO A, CKIIOHHOCTb
K PUCKOBaHHOMY MOBEAEHUIO), cneum-
duyHaA gnAa nona penpoaykTuBHasA
dusmonartonorua npu CF, noBegeH4e-
ckue acnekTbl cekcyanbHocTu npu CF,
koHTpauenuua npu CF, Hagexpaa Ha by-
Ayllee MaTepUHCTBO WU/ OTLLOBCTBO,
BO3MOXHOCTW NPOBeAeHNA BCnomMora-
TeNbHOW PENPOAYKTUBHOM TEXHOIOTUN
1 reHeTn4yeckana 3aHauymmocTtb CF (Tabnu-
ua 8.2) [10].

3.2. Npeano4TUTENbHbIN NCTOYHUK
nHdopmaumnn

MauueHnTbl ¢ CF cymnTaloT cBOUX Meau-
LMHCKUX pabOTHMKOB — CMeLuanmcToB
no CF BaXHbIM UCTOYHUKOM UHDOP-
Mauun, oco6eHHO B MOAPOCTKOBOM
Bo3pacTte. XOTA MaNbYyMKU-MOAPOCTKN
coo6LaloT, YTO BMEpPBble yCnblWanm
o Bonpocax CP3 u3 paga opyrux uctou-
HVKOB [8], OHU, NO-BMANMOMY, NPUBET-

CTBYIOT X 06CYXAEHWNE C NEPCOHANOM
knuHuku CF n ¢ pogmTtenamu u, ckopee,
He uHpopmupoBaHbl o Gecnnogumn
APYrMMY naumMeHTaMu unu Apy3bAamu
[8, 30].

JeBoukn-noapocTkM Takxe coob-
waT o noTpebHocTn 0b6cyXKAeHUA BO-
npocoB CP3 c 6puragon MmeanumMHCKmnX
pa6oTHukos CF [12, 31], HO oHUK YacTO
YyBCTBYIOT, YTO 3HaHUA MeAULNHCKNX
paboTHukoB CF o BbiGopax KOHTpauen-
LN HECOBPEMEHHbI, YTO NMoAYepkuBaeT
noTpe6HOCTb BO BK/IIOYEHUM B MHOTO-
npodunbHyto 6puragy CF ruHekonora,
umetoLero ksanudmkaumio 1 B BOMNpo-
cax CF [32].

[MoapocTky TakKe LLEHAT poauTenen
KaK BaXXHbIA UCTOYHUK MHDOpPMaLUN.
K coxaneHuto, onybnmkoBaHHble AaH-
Hble MO3BOJIAIOT NPERNONOXNTb, YTO
YacTo poAuTenu He ABNAIOTCA Haane-
Xalmnm o6pas3om 1 KOppekTHO nHdop-
MWpPOBaHHbIMU: TONbKO 23% poguTe-
nen noHnmaeT nNpobnembl, CBA3aHHbIE
C XKEHCKOWN [EeTOPOAHOM CMNOCOOHOCTbIO,
n 44% cuynTaert, 4To MyX4iuHbl ¢ CF 06-
najpatoT HopmanbHOW hePTUNBHOCTbIO
[31]. OpHako 95% popuTenen xenawT
ObITb NepPBbIM YeNI0BEKOM, MHOPMUPY-
oM cBoero pebeHka o Taknux BOMpo-
cax, Unv npocAT BKJIOYUTb UX B MpPO-
uecc obyyeruna [12, 31]. NucbmeHHan
TekyLwan nHpopmauma MoXeT O6bITb Mo-
nesHa npu obeyxaeHun sonpocos CP3
¢ nogpoctkamu ¢ CF [12, 30, 31, 33].
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Ta6nuua 8.2. KnioyeBble NyHKTbl MHGOpMauum n o6pasoBaTefibHON NOAAEPXKKN
Nno BOMpocam cekcyanbHOro 1 penpoayKTUBHOMO 340POBbA AJIA NOAPOCTKOB

C MmykKoBucumngosom

B pa6orTe c loHOwWamMu cneayer: B pa6oTe ¢ aeByliKkamu cnegyer:

® /IHbopMuMpoBaTb O TOM, 4YTO B 6ONbLUMHCTBE
cnyyaeB (95-98%) my>xuunHbl ¢ CF 6ecnnogHbl
(Hecnoco6HbI K CaMOCTOATENIBHOMY OMIOAOT-
BOpeHUio 663 MeANLMHCKOro BMeLLaTeNlbcTBa
B OMJIOAOTBOPEHME, NMOCKONbKY 3AKYNATOP-
HaA XUAKOCTb HE COAEPXMUT crepmaTo30uabl)

* NHdopmupoBaTb 0 TOM, YTO OHU, BEPOATHO,
obnapatoT AeTopoAHON Cnoco6HOCTbIO

NHdbopMmnpoBaTb 0 TOM, YTO OHU HE UMEIOT
Unn He ByayT UMETb 3PEKTUNIbHON ANChYHK-
ummn 1 yto CF He npenATCTBYET NOJIOBOWA
aKTUBHOCTU

MpepnoxuTs BbIGOP KOHTPALENTUBOB, NOA-
XOAAWMX AA NMOAPOCTKA

NHdopmupoBaTb 0 HU3KOM 0O6beme anakynATa

CoBeToBaTb UCMONb30BaHWE MpPe3epBaTNBOB
ANA npefynpexaeHva uHhekuuin, nepepasa-
€MbIX MOJIOBbIM MyTeM

NHdopmupoBaTb 0 TOM, 4TO cnepmaToreHes,
BEPOATHO, ABNAETCA HOPManbHbIM

MpoBoauTb 06y4eHUe, MOHUTOPUHT U neye-
HVe BarvHanbHbIX APOXOKEBbIX NHMEKLMI

MpepnoXxuTb aHann3 ceMeHHOW XUAKOCTN

OUuEeHNTb N OKOHYaTENIbHO BbINIEYNThb Henep-
>XXaHune mMmo4vu

CoBeToBaTb MCMOJIb30BaTb NPe3epBaTUBbLI
ONA NpeaynpexaeHnsa uHbekuun, nepe-
[laBaeMbIX MOJIOBbIM NyTeMm (faxke ecnu oHu
6ecnnogHbl)

[aTtb Hagexay Ha 6yayluyto 6epeMeHHOCTb

MpoBoauTb 06y4eHNe, MOHUTOPUHT U neye-
H1e NOJIOBbIX APOXKEBbIX NHMEKLNN

[aBaTb cOBeTbI MO NOBOAY BaXHOCTW NyaHmW-
pyemoit 6epeMeHHOCTH (BaXHOCTU thyHKUMUM
Nierkux, onTUManbHOro KOHTPONA 1 cTabunb-
HOCTU 3a60N€eBaHNA, BO3MOXHbIE OTpuULa-
TenbHble AENCTBUA NeKapCTBEHHbIX CPEeACTB,
npumeHaembix ana nevyeHus CF, Ha 3gopoBbe
1 pa3BuTUe nnopa)

[Jatb Hapexay Ha 6yayliee OTLOBCTBO

WNHdopmupoBaTb 0 TOM, 4YTO reHeTu4eckoe
KOHCYNbTMPOBaHWE [OCTYMHO U PEKOMEHA,O-
BaHO

WNHdbopmupoBaTb 0 TOM, 4YTO reHeTu4eckoe
KOHCYNbTUPOBaHUE AOCTYMHO U PEKOMEHLO-
BaHO
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3.3. Bpemsa npegoctaBneHusa
nHdopmaumnn

Hanb6onee nogxopAwmn so3pact gnA
ob6cyxaeHnA gaHHbix Bonpocos CP3
MOXET ObITb pa3HbiM. [JnA Manb4ynkos-
nogpoctkoB ¢ CF Hanbonee noaxonsa-
wmn Bo3pact obcyxaeHna 6ecnnogua
1 NpensioxXeHusa caenaTb aHanms ce-
MEHHOW XWUOKOCTY eLLe ABNAETCA Crop-
HbIM, Kak U1 HE06XOANUMOCTb U BpeMA
Havyasa COOTBETCTByloLWero o6paso-
BaHMA. PeakumAa My>X4YMHbl Ha 3HaHWe
0 6ecnnoann ¢ BO3pacTomM N3MEHSAETCA:
Te, Koro npovHdopmMmunposanu B 6onee
MOMOAOM BO3pacTe, BEPOATHO, UMe-
JIN MEHEEe HEraTUBHYIO peakuuio B 3TOT
MOMEHT, YEeM Te, KOFro NPouHbopMUpo-
BaNnv B 6Gonee cTapluem Bo3pacTte, HO,
Kak oxupaanocb, nepsble coobuanu o6
M3MEHEeHUWN CBOEro OTHOLLEHUA K 9TONn
MHGpopMaumn co BpemeHeM, ocobeH-
HO NpuW NAaHupoBaHUK OTUOBCTBA [8].
AHann3 ceMeHHOW XWUOKOCTU crenyeT
obeyxpaaTb U Npepnaratb Ha nNpoTA-
KEHUM BCEro NOAPOCTKOBOro nepuoaa
1 MONOZOrO B3POCJIOro BO3pacTa, npu-
HMManA BO BHMMaHWe 3penocTb 1 aTtan
pasBuUTUA NaLMeHTa.

WHdopmauna gna poauntenen
nonXHa 6bITb NpegocTaBneHa kak
MOXHO paHblle, N0 MeHbLUEN Mepe
B TEYeHMe NepBbix 2 NeT nocse aguarHo-
cTuku [10]. BonbWMHCTBO poauTenemn
BblpaXkaloT XeJlaHue noslyyaTb Gonblue
MHpopMaumm, korga nx pebeHok Ha-

xoAauTcA B Bo3pacTte okosio 10 neT, 4yto-
Obl YyBCTBOBAaTb YBEPEHHOCTb B TOM,
4YTO UX pebeHOoK MOXET NpPaBUIbHO Mo-
HATb U OCMbICNIUTb 3Ty MHMOPMaLUio
[12, 34]. Poautenu cknoHHbl 06cyXxaaTb
BOMPOCbI CO CBOMMU CbIHOBbAMU B 6O-
Jlee paHHeEM BO3pacTe, YEM HayMHaloT
3Tn obeyxaeHna Bpadunm — cneymanm-
ctbl no CF (13,2 roga no cpaBHEHUIO
¢ 17,2 ropamn) [8].

PaHHee obcyxaeHue ¢ noapocT-
KaMu nokasaHo B neauaTpuyeckom
npakTuke [35]; no3sxe, BO B3pOC/IOM
BO3pacTe, penpoayKTUBHbIE BO3MOX-
HOCTM [OJIXXKHbI CHOBa 06cyXaaTbcA
6onee obwumpHo. ABTOpamu Sawyer
et al. o6Hapy>XeHO, YTO MYXUUHbI
6blnM peako NpouMHOOPMUPOBAHDI
npodeccnoHanbHbIMU MeQULUHCKUMU
paGoTHukamu o 6GecnioauMn paHblue
15-neTHero Bo3pacta [8]. B apyrux uc-
cneposaHuAx coobwatoT, 4To 60Nb-
LWWHCTBO MYX4YUH CYUTaAET Lenecoo-
6Gpa3HbIM NONYYUTb 3Ty MHDOPMaLUIO
paHblue, YeM 3TO AeNaloT B HacToALlee
BpemA, NPeanoyYTUTeNbHO B paHHeM
nogpocTtkoBoM Bo3pacTe [13, 33, 35].
MNpenynpenvnTtenbHoe obGcyxaeHue
CP3 pekomeHayeTcA BECTU KakK C po-
AUTENAMU, Tak U C NMOAPOCTKaMU, HO
OaHHbIN BUA MHOpMaunm npeacras-
nAaet cobon guHaMuM4eckum npouecc,
M KOHCynbTaLuA Mo 3TUM BOMpocam
[JONXHa NOBTOPATbLCA C ONpefesieHHON
perynapHocTbio. bonbwunHcTBO Npo-
deccroHanbHbIX MEAULMHCKUX PaboT-
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HUKOB Ha3biBaeT Bo3pacT 13-14 net
ny4ywum ana obcyxaeHMAa BONpocoBs
6ecnnopmAa ¢ NnauMeHTaMm My>KCKOro
nona [34]. 3ToT xe Bo3pacT, 13-14 ner,
cynTaeTcA Nyywum 1M ANA pa3rosopa
0 ceKkcyallbHOM 3[,0POBbe C AeBOYKa-
Mu-nogpoctkamu [12, 27]. Pogutenn
CYMTAlOT, YTO 3TO 06CYy>XAeHNe cneayeT
Ha4ynHaTb B BO3pacTe NpumMepHo 12 ner;
KpoMe TOro, maTepu pekomeHAoBanu
paboTHUKamM 34paBOOXpPaHEHNA Ha-
YaTb 06CY>XAEHUA C poanuTenamMu, korga
ux pgo4vepAam okosno 9 neT (B cpefHeM
9,4 ropa) [12, 31].

4 KonTtpauenuusa npu CF

Bbl60p KOHTpauenuunn noapocTtkamu
c CF AOJIXEH y4YUTbiBaTb MHOXeCTBO
acCrnekToB, HE TOJIbKO CBA3aHHbIX C MO-
noabiM BO3pacTtoM, HO Tak>XXe C BOMpo-
caMn 300poOBbA, BKIO4YanA d)apmaKo-
norun4yeckue B3aVIMO,D,el7ICTBVIF|. Bcerp,a
cnenyeTt noowpATb NpaBuJibHOE Npu-
MeHeHune 6apbeprlx KOHTpauenTu-
BOB, YTOObl CHU3UTb PUCK 3apaxeHuna
e

He cyuwecTByeT onpefeneHHoOro
MeToAa KOHTpauenuum, KoTopbin Gbin
6bl Nn60 npoTuBonokasaH, Nubo pe-
KomeHpgoBaH anAa xeHwwuH ¢ CF. Kax-
Oblh MeToa HeobXoAMMOo B3BELUMBATb
B cOOTBeTCTBMU ¢ npoasneHuamun CF
y naumeHTOB. Takne COCTOAHMUA, Kak
nnabet, 3aboneBaHne Ne4YeHn, KaMHU
>XXeNYHOro My3blpA, NerovyHas runep-
TEH3MA U OCTEeoNnopo3, AOJIKHbI 6bITh
YyUYTEHbl Npu BbIGOpe KOHTPaLEenTus-
Hou cTpaTteruu. NoCcToAHHbIN LeHTpanb-
HbI BEHO3HbIW JocTyn (mopT-cucTema)
U KypeHWe curapeTt yBenMyYnBaeT puck
Tpom603ambonum, obycnoBneHHoON rop-
MOHaNbHOWN KOoHTpauenuunen. Manab-
copbuna nepopanbHbIX KOHTPaLENTH-
BOB, MO-BUAVMOMY, HE NpeAcTaBnAeT
3HauYuTenbHoun npobnemsl [36, 37].
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1 BeepeHue

CoBpeMeHHble NOoAPOCTKM, 6ONbHbIE
MYKOBMCLMO030M, XXUBYT B 3MOXY 3a-
METHOro noBbiWweHNA 3 HEKTUBHOCTH
AVNarHoCTUPOBaAHMA U Nle4eHnA 3Toro
Hepyra. MNpoooNXNUTENbHOCTb XU3HU
yBeNn4YnBaeTcAa, U MHOrMe NoApPOCTKM
¢ CF norpyxaloTcAa B Te Xe noscef-
HeBHble 3aHATMUA, YTO U UX APY3bA,
He cTpajalolwme aTuM 3aboneBaHuem.
YBepeHHOCTb B MOJIOXMUTENbHOM MC-
Xope NnevyeHus, yKpenieHnun 340poBba
cmelaet GoKyc BHUMaHWA NOAPOCTKA
c 60ne3HN Ha 3aHATUA, HaMOJHALWNE
>KM3Hb X 300POBbIX poBecHUkoB. C Ta-
KON TOYKM 3pEHNA PYTUHHbINA CAMOKOH-
Tponb CF MOXeT paccmaTpuBaTbCA Kak
LenecoobpasHbiii.

OpHako NMoApOCTKOBbIN BO3PAcCT AB-
NAETCA PUCKOBAHHbIM MEPUOAOM, KOT-
[a, HECMOTPA Ha MOBbILWEHHYO CTON-

145



MepnunumHckre BOMPOCLI A I'IpOﬁJ'IeMbI noapoCTKOB, 60nbHbIX MYKOBNCLMAO30M

Coumaanaﬂ XXM3Hb MOAPOCTKOB, 60NbHbIX MYKOBUCLMNOO30M

KOCTb U CHUXXEHHYIO YYBCTBUTESIbHOCTb
Kk 3aboneBaHuto, nokasaTtenu 3abone-
BAaeMOCTU U CMEPTHOCTU B3NeTaloT A0
MaKCUMaJibHbIX 3@ BCIO MPOAOJIKUTENb-
HOCTb Xu3Hu naumeHToB ¢ CF. Kpome
TOro, 6bICTpOE pa3BUTNE TONTIOBHOTO
MO3ra noapocTkoB crnocobcTByeT no-
BbILUEHWNIO CaMOCO3HaHUA, KOTopoe
[OCTUTraeT YPOBHA B3POCJIOro YesoBe-
Ka, HO CAaMOKOHTPOJIb U CNMOCOBHOCTb
K cOepXVBaHUIO HEKOTOPbIX peakuui
ocTatoTca cnabbiMu, U B 3TOM TauTcA
noTteHumanbHaa onacHocTtb [1].

B maHHOW rnaBe uccnenytoTca co-
umanbHble acnekTbl CF y nogpocTtkoB —
Takue Kak UX OTHOLUEHUE K 3[0POBbiO,
X KOHTpPONb NievyeHus 3aboneBaHus,
MCMNOJIb30BaHNE UMW COLMaNbHbIX Ce-
TEN N UX BO3MOXHOCTM 0Bpa3oBaHuA
1 6yayLien pabotbl. Takke obcyxpatoT-
cA HOBble TEXHONOIrM4Yeckne paspaboT-
kn B nedyeHun CF n nx npmsnekatenb-
HocTb ana nogpoctkos ¢ CF

2 3p0opoBbe

lMoppocTkoBbIN Nepuof ABNAETCA 3Ta-
nom 6bICTPOro pocTa, COMpPoBOXAato-
uierocA Kak Nncuxonorn4eckumu, Tak
1 Gr3nMoNornyeckuMmn N3MeHeHAMMU.
YacTo MMEHHO B 3TOM BO3pacTe MOJIo-
nou yenosek ¢ CF BnepBble cTtankmBaeT-
cA ¢ NPOABNEHNAMYN CBOEro Cepbe3HOro
3aboneBaHua [2]. UmeHHO B nogpocT-

KOBble rofbl MOAPOCTOK 3aMeYaeT, YTo
NleyeHne He OaeT XOpOoLlero pesyib-
TaTa, HECMOTPA Ha TO YTO OHO MOXET
ObITb Aaxe 605ee NHTEHCUBHBIM, YEM
paHbLue.

WccnepoBaHnA BbIABUIN, YTO TA-
XECTb COCTOAHUA 340POBbA U CJIOX-
HOCTb eXXELHEBHOW TEPaNunn KOppenmpy-
lOT C HEraTUBHbIMY MCUXONOTNYECKUMN
xapaktepuctukamu [3]. Monogpble niogn
C XPOHMYECKOM naTonornen yawe, 4em
X 300POBble POBECHMKN, NPOABAAIOT
WHGPAHTUABHOCTD M MPUHMMAIOT Ha
ceba posnib 60NbHOrO B Ka4ecTBe NnY-
HOCTHOW naeHTudukauum [4]. Tem He
MeHee NpeanosioXXeHne, YTo 3HaHUe
OuarHosa npeBpaliaeT BCex NoapocT-
koB ¢ CF B rny6oKo [enpeccuBHyto nny-
HOCTb, B KOpHe HeBepHo. Modi et al. [5]
obHapy>Xunu, 4To YactoTa Aenpeccum
y noapocTkoB 1 monogbix nopen ¢ CF
OTHOCUTENbHO HU3Ka. NMNogobHo cBO-
UM 340POBbIM POBECHMKAaM, MOAPOCT-
Kk ¢ CF ucnbiTbiBalOT 3MOLMOHAabHbIE
noabembl U cnagbl. OHM BbicTpanBa-
IoT 06pa3 cebAa kak JIMYHOCTU U CBOE-
ro Tena, CTpeMATCA K He3aBUCUMOCTH,
MLWYT CBOIO MAEHTUYHOCTb U UHOTAA
CTpagaioT OT CUJIbHON HEeyBEepeHHOCTU
B cebe. [laHHbIN «BecrnopAfoK» ABNA-
eTcA LWMPOKO pacnpoCcTpaHeHHbIM, 3TO
YacTb BHYTpeHHeN paboTbl Haj Nuy-
HOCTHOW npeHTudukaumen. OgHako
0OKYMEHTMpPOBaHO, 4To Hannyne CF
MOXeT noABepraTb PUCKy OOblYHble
npoueccol pa3sutua [6]. C yueTom aTo-
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ro He NPUXOAMWTCA YAUBNATbCA, 0OHa-
py>wuBas nyioxoe cobniofeHne pexuma
neyeHunsa, oco6eHHO B MOAPOCTKOBOM
BO3pacTe, YTO ABNAETCA Pe3yNbTaToM
KOMMJIEKCHOTO NOBeEeHYeCKOro OTBETa,
a He MPOCTO YCTAaHOBKOW Ha Hemnop4u-
HeHue.

[onoBHOW MO3r NoapocTKa He NoJi-
HOCTbiO C(hOPMMPOBAH B OTHOLUEHUMU
MCMONHUTENBCKON DYHKLNMK, N HABbIKK
opraHuM3auuu 1 nraHMpoBaHuA ele
He goBefeHbl A0 coBeplieHcTBa [3].
HespenocTb cnocobHOCTU K coepxXu-
BaHWIO onpefesieHHbIX peakumi 1 aMo-
LMOHaNbHOM caMOperynaLnum osHava-
€T, YTO NnocJie[oBaTeNIbHOE MbllUIeHMe
AaBnAeTcAa cnabbim. MNogpocTkn 6es-
OYMHO PUCKYIOT, TO eCTb COBeEpLUatOT
OeNcTBUA, AEMOHCTpUpyloLWwmne cna-
60CTb CaMOKOHTpOA, Heob6xoaMMOro
onAa nedeHua CF. KoHTponb nevyeHusa
npu CF TpebyeT NOHMMaHUA U NNY-
HOW OTBETCTBEHHOCTU 3a 340pPOBbeE
ONA NpeaynpexaeHva yxyaweHns ero
COCTOAHMA B OyAyLLEM M 3aBUCUT OT
BHYTpPEeHHeN ybexxAeHHOCTN B TOM, 4TO
nevyeHne Heobxoanmo u nonesHo [7].
MpeppacnonoXeHHOCTb NOAPOCTKOB
K CMOHTaHHbIM MOBEAEHYECKUM peak-
LMAM, UX HECMTOCOBHOCTb K NilaHUpoBa-
Huio ByayLero n Bepa B COGCTBEHHYIO
HEeyA3BMMOCTb 0O6BbACHAIOT TOT akT,
4TO [OJITOBPEMEHHAA KoHuenuusa
«npegynpexneHua» ABnAeTcA ciiabbim
MOTMBaTOPOM ANA coBNoaeHNA pexm-
Ma neveHus.

OTHOLWeHMe K 340POBbI0O MEHAET-
cA B Te4yeHue NoApOCTKOBOro nepuo-
[a npu GbICTPOM Pa3BUTUW FONIOBHOIO
MO3ra BMnoTb A0 AOCTUXEHUA 3pe-
noctu. Mi3BecTHbl Takue npenaTcTemA
K 3(pHeKTUBHOMY KOHTPOIO NeveHus,
Kak clyyaHoe UM HamepeHHoe 3abbl-
BaHMWE MPUHATb JIeKapCTBO UM OTKas OT
BOCMPUATUA MOJb3bl OT JiekapcTsa. Ta-
KOe nosefeHne UNNICTPUpPYEeT TUNUY-
HOE OTHOLLEHMEe MOAPOCTKA K XU3HU,
KOTOpPOE MOXHO 0XapakTepn3oBaTb Kak
«©KWUBU HaCTOALLMM», KOTOPOMY Mpu-
cylue CTpeMieHme noJlyvaTb yAoBOJIb-
CTBMA HEMEANEHHO, a HE OTCPOYEHHO.
George et al. [8] o6Hapyxunu, 4To
YNYYLWEHMIO KOHTPOJIA JIeYEHUA CMo-
CcOGCTBOBANM MOCELLEHMNA KIIUHUKM, CO-
umnanbHas NoAaepXKa U BUAUMbIN MPo-
rpecc neyeHus. NMoxoxe, 4To GbICTpbIE
NoJIOXUTENbHbIE Pe3yNbTaTbl NeYeHunn
ynpouialoT A8 NogpoCcTKOB NMpoLecc
coLManbHON MHTerpaumMm u Npus3HaHua
o6uectsom [9].

Mono6HO MX 300POBbLIM POBECHU-
kam, nogpoctku ¢ CF 6ynyT akcnepu-
MEHTMpPOBaTb 1 MOTyT COBepLUaTb pu-
CKOBaHHbIe nocTynku. 83% nogpocTkoB
¢ CF ynotpe6nanu ankoronb (npuyem
13% ynotpebnanu 6onblue peKOMeH-
AyeMmbiX KonunyecTs), 46% nbiTanuch
KypuTb (3% npoponxanu KypuTb pe-
rynapHo), 35% npo6oBanu 3anpeLueH-
Hble nekapcTBa 1 40% npakTukoBanu
He3alWunweHHbIN cekc. NHTepecHO,
4YTO 3TW MccnepoBaTenu obGHapyXxuu,
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yT0 rpynna CF Gbina pexke BoBneveHa B
puUcCKOBaHHble AENCTBUA, YeM 340pOBanA
rpynna (3a UCKNoYeHNEM He3aluLLLEeH-
Horo cekca) [10]. To4yHO HeACHO, No-
yemy monogple ntoaun ¢ CF npeanpuHum-
MaloT MEHbLLIE PUCKOBAHHbIX AENCTBUN.
Bo3moxHO, 3TV pucku npepoTBpalla-
10T POAUTENN 3@ CYET rMnepornekn uan
OrpaHMYeHnA akTUBHOCTU. ITO MOXET
ObITb TakXXe CBA3aHO ¢ TeM (hakToM, YTO
JIMLLO, OCYLLECTBNAIOLLEE MEAVLIMHCKYIO
nomoub, aenaet nogpoctkosB ¢ CF 60-
Jilee 0CBEeJOMJIEHHbIMU O 3HAYEHUY 300-
pOBOro opraHvMama n Heo6XxoaANMOoCTH
3a60TnTbCA 0 cebe Mo cCpaBHEHUIO CO
3[0POBbIMU POBECHUKAMMU.

3 OomalwHee nevyeHue

B paHHem peTcTBe poouTenu HecyT
«rpy3» gmarHosa, 6ecenytot ¢ 6pura-
00N MeanLMHCKMX pabOTHUKOB Mo Mno-
BoAy Bbi6Opa MeTOAOB NIeYeHUA 1 Npu-
HMMaloT Ha cebA OTBETCTBEHHOCTb 3a
KOHTpPONb NeyeHnAa Ha pomy. B noa-
pPOCTKOBbIE rOAbl caMu MOAPOCTKM NO-
cTeneHHo NpuobpeTatoT 60MbLUYIO Cro-
CcOBHOCTb YyBCTBOBaTb CBOU CUMMTOMbI
1 coobLaTb O HUX.

Poovtenu monopbix nionen ¢ CF
cTasIkMBaloTCcA ¢ TeMu Xe npobnemamu,
YTO U POAUTENN 300POBbIX MOAPOCTKOB,
HO O6bIYHO MMEHHO caMu NMOLAPOCTKU
WHULMUPYIOT npoLecc cBoero o60oco-

6neHuA OoT poauTenen n MHAMBUAYya-
nusaumu. Mogpoctok ¢ CF moxeT 6bITb
aMouMoHanbHO 6onee TpeboBaTeNb-
HbIM; poauTenu 6bIBalOT pa3oyapoBaHbl
OTHOLIEHMEM nofpocTka k 3abonesa-
HUIO, ero HeCNocoGHOCTbIO OTHOCUTLCA
K CUTyaLun No-B3pOoCIoMy U 3aBUCUMMO-
CTbIO OT poamMTeNen Un Bpaven-cneum-
anuctoB. [ogpocTku MOryT OTHOCUTbLCA
K npodeccnoHanbHbIM MegULUHCKUM
paboTHUKAM Tak Xe, Kak U KO BCEM
B3pPOC/bIM, BKJIlOYasA poauTeneit: ocna-
pvBaTb UX UOEN, aPTYMEHTbBI U MHEHUS.
370 pe3ynbTaT HEM3BEXHOro caBura
pa3BUTUA B HanpaBleHUN UHOAUBUAY-
anusauun. Takoe noeepeHne MoxeT
NPOBOLMPOBaTb CTOJIKHOBEHUA C PO-
OuTenAaMu 1 Bpavamu-creymanmcTamm
npu obcy>XXaeHnum cuMmnToMoB, Bbibopa
MeTo[0B neveHun, ceobobl, JoBeEpPUA
N OTBETCTBEHHOCTW.

WccnepoBaHue BAMAHMA CEMbMU
M gOoMa Ha caMOoYyBCTBMEe MojapocTka
C XPOHWNYECKMM MaToSIOrMYecKUM COCTO-
AHVEM [aso NPOTUBOPEYMBbIE PE3YIib-
TaTbl; 0gHaKo coobLleHna 6onbHbix CF
No3BONAIOT NPEANONIOXUTb, YTO CEMbA
MOXET NPeAcTaBNATb COO0N 3HAYNMbIN
NCcToYHMK nogaepxku [11]. Hanpumep,
ONTUMUCTUYHOE OTHOLLUEHUE poauTe-
Nien K ncuxocoumanbHOMY NMPUCMOCOo-
6neHunio nx peberka c CF ymeHbliaeT
npo6nemMbl MHTEpPHaNM3auum n aKCTep-
Hanusauuu nogpoctka [12]. Pogutenn
UrpaloT KoYEBYIO poSib B Noanepxke
nx pebeHka NoapoOCTKOBOro Bo3pacTa
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KaK rnpwu nepexoge K B3pOoCioMy BO3pa-
CTY, TaK ¥ MPY KOMMNETEHTHOM KOHTpOne
COCTOAHMUA ero 3g4opoBbA. OHKU BHOCAT
HEOLLeHUMbIV BKNaj B 3TOT npouecc,
OCYLLLeCTBNAA HEKNTMHUYECKYIO NPaKTU-
Yyeckylo nopmepxky, AeUCTBYA B Kaye-
CTBE CMeLunanncToB Mo ylaXuBaHuto
KOHMNNKTOB B MOMEHTbl KPpU3UCOB
coCTOAHUA 300poBbA, paboTasa B nap-
THEpCTBE NMpU NpoaonXKaloLweMca KOH-
TpoJie fie4eHnA 1 ABNAACL NPU 3TOM 3a-
WMTHUKaMK. [MogpocTkn XOTAT, YTOObI
X poauTenu 3Hanu, kak obpawiatbcA
¢ nogpoctkamu ¢ CF 1, cnegoBaTesibHO,
roTOBUTb UX K B3POCNION XU3Hu [13].
PoauTtenbckana TpeBora un nsbbiTouHoe
conepexvBaHue He ABNAIOTCA MoJses-
HbiMu [14].

[na ycnewHoro peleHua npobnem,
C KOTOPbIMW CTankuBaloTCA POAUTENN
npu yxope 3a nogpoctkamu ¢ CF, Bax-
HO MOHUMaTb O6LMe TeHOeuun B 3TON
o6nactu. UccneposaHua nokasanu, 4To
a(pdekTMBHEE BCErO TPYAHOCTU npe-
O[l0SIeBalOTCA B TeX CEMbAX, rAe cylie-
CTBYeT B3aUMOMNOHMMaHWe poguTenen
1 nogpocTka. B atom cnyvyae MmoxHo
paccynTbiBaTb Ha TO, YTO NMOAPOCTOK He
OyneT BOBJIEYEH B PUCKOBaHHble Oen-
ctBuAa [15]. Pogutenun, kotopble pyko-
BOLAT 3aHATUAMMU CBOUX NOLAPOCTKOB U
y4acTBYIOT B HUX, o6ecneymBatot 6e30-
MacHylo0 OKpy>KaloLyto cpefy AnAa usy-
YEeHUA N OLEHKM NOoJPOCTKaMu CBOUX
BO3MOXHOCTew [15].

CoumnanbHbIi MUp
1 coumnanbHbie CeTn

OgHMM 13 BeAyWUX CTpemMneHun,
npucywmx nauymeHTy c CF, BHe 3aBu-
CUMOCTM OT TOro, HaxoguTcA OH Ha
cTaguu nepBUYHOro npuobperteHunn
HaBblKOB CaMOpa3BUTUA UJIN Ha «MpPOo-
OBUHYTOM» 3Tarne, ABNAeTCA BeJeHue,
HaCKOJIbKO 3TO BO3MOXHO, HOpMalib-
HOW, TUNUYHOM Xn3Hu. Onpepenexve
TUAMYHOIO O6bIYHO MpoUCXoauT ny-
TeM cpaBHeHUA camux cebsa ¢ posec-
Hukamu. Herzer et al. uccnepgosanu
nogpocTtkoB ¢ CF n gna6etom, 4ToObI
BbIACHWUTb, YTO ABNAETCA ANA HUX hak-
TOPOM MOALEPXKN, @ 4TO — HanpA-
XeHuAa. HanpaxeHue, ncxopawee ot
popouTenen, 6bi10 3adUKCMpPOBaAHO,
Korga poautenun 6binv nubo runep-
onekawowmmu, TM6o OTBEPraloLWUMK.
Moppep>ka co CTOPOHbI POBECHUKOB
ABnAnach 3aWMTHbIM 6ydepom npoTue
poaUTENbCKOOW HaMPAXEHHOCTU, HO
poauTenbckasa NoOAAEpPXKa He mMorna
CNY>XXUTb 3alUTON NPOTUB HanpAxe-
HUWA, UCXOOALWEro oT Apy3en. BoiBog
TaKoB: Apy3bA ABNAOTCA 6ECLEHHbIM
3alWMUTHBIM M NOAAEPXMBAOLWUM
¢dakTopoMm, 1 BaxHa CTUMYNALMUA CO-
umnanbHbiX cBA3en y nogpoctkos ¢ CF.
KayecTBO XW3HM, camooLeHKa U amMo-
LMOHaNIbHOE COCTOAHME yJyyliatoTcA
B couManbHbIX B3aMMOOTHOLIEHNAX.
Oco6eHHO BaXKHO 3TO MOHMMaTb TEM
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ponuTeNAM, KOTOpble YyBCTBYIOT HEO6-
XOLAWMOCTb B rMneporneke CBOUX nopa-
pocTtkoB ¢ CF. PaunoHanbHbI cMbich
3TOr0 COCTOMUT B TOM, YTO POAUTENM,
npunaralowme ycunma K nogaepxa-
HMIO XOPOLIEro COCTOAHNA 340POBbA
cBoero pebeHka, 6yayT 06ecrnokoeHbl
TEM, YTO KOHTPONb Ha onpefeseH-
HOM 3Tane B3POCJIEHMA X NOAPOCT-
Ka yckonb3aeT u3 ux pyk. Pogutenn
MOryT 6bITb TakXXe 06ecrnokKoeHbl OT-
puuaTenbHbIM BJIMAHMEM POBECHUKOB
M NOTEHLUMaNbHON BO3MOXHOCTbIO Ha-
CMeLLeK U npecnefoBaHuii ¢ UX CTopo-
Hbl MPY packpbITUK grnarHosa. OgHako
npecneposaHue npu CF aBnaetca pea-
KMM MO CpaBHEHMUIO C MOLPOCTKaMU C
npo6rnemamy NoBefeHUA NN MCUXU-
Yyeckoro 3gopoBbA [17].

HekoTopbie monopbie nogu ¢ CF
MOTYT UCMbITbIBAaTb TPYAHOCTU MpWU
YCTaHOBJIEHUWN COLMANbHbIX B3auMO-
OTHOLUEHWI, BO3MOXHO, BCNeLCcTBUE
60A3HM BbIABNIEHUA [MarHo3a u ne4ve-
HuA. OToeneHne KIUHUK anAa niogen
¢ CF B kayecTBe cpenctea 60pb6bl
¢ nHdekumen ot KIMHUK oblemenmn-
LMHCKOro npodunisa orpaHn4Ynno Bos-
MOXHOCTU MONyYEeHUA coLManbHOro
onbiTa ecTeCcTBeHHbIM nyTem. Ncnonb-
30BaHue Beb6-caToOB U couManbHbIX
ceTell JaeT BO3MOXHOCTb NMPeoaoneTb
3Tu TpyaHocTu. WccnepoBaHua ponu
Be06-CaTOB U coLManbHbIX CETEN KakK
CpeACTB NoALAEPXKN ABNAOTCA eau-
HUYHbIMU, HO TO, YTO OMMCAHO, yKa-

3blBaeT Ha HEKOTOPbIE MPENMYLLLECTBA:
nauMeHTbl MOTyT pOopMMpoOBaTb COLM-
anbHbIN cTaTyc, coO34aBaTb CMUCOK Jo-
Oen, ¢ KOTOPbIMU OHU NOAAEPXMUBAIOT
CBA3b, U UMETb AOCTYN K LWNPOKOMY
KpYyry nogen co CXo4HbIMU MHTepeca-
mu [18]. Bonee 90% NoApoCTKOB U MO-
noAbiX NoAen (Ha 3TOT nokasaTenb
He BNUAET HalM4ne UM OoTCyTCTBUE
nvarHosa CF) perynapHo nocewatot
couuanbHble ceTn, 3To NoMoraeT noga-
OEep>XuBaTb CBA3M U, BO3MOXHO, faxe
APYXG6Y.

Monopble niogn ¢ CF nmetot 3a6o-
Tbl W XeNlaHWA, CXOAHbIE C XeNaHua-
MW UX POBECHUKOB, He 6onbHbIX CF
Opyx6a n counanbHble ceTu yny4uia-
0T MCUXONOrMYecKyio YCTOMYMBOCTb
n owyuweHne 6naronony4ua [19].
BonbwwuHctBo niogen ¢ CF k B3poc-
JIOMy BO3pacTy AOoCTuratoT 06bI4HOro
coumanbHOro n npogeccmoHanbHoOro
pa3BUTMA HE3aBUCMMO OT DYHKLMU
nerkux. Mcuxnyeckoe 300poBbe Bax-
HO ANA NoAAepXXaHWA XOPoLUEero Kkaye-
ctBa xu3Hu [20]. NMpodeccrmoHanbHble
MeaULMHCKME PaBOTHUKM U POAUTENN
noapoctkoB ¢ CF moryT HenpegHa-
MepeHHO co3faBaTb XU3HEHHbIE CU-
Tyauuu, roe npouenypbl, NekapcTea,
rocnuTanusaunmm n orpaHnveHma obpa-
3a XWU3HW Kak Obl HAaBA3bIBAIOTCA NMoOA-
pocTKky co cTopoHbl. MNogpoctkm ¢ CF
MOTyT UCMbITbIBaTb YYBCTBO NOTEPU
KOHTPONA, U BaXXHO, YTOObl MeguLuH-
ckne 6puragbl n pogutenun obecneyun-

150



MeaununHckne BOMNpPOCHI U I'IDO6J'IeMbI noapoCcTKoB, 60NbHbIX MYKOB/CLMAOO30M

COLLI/IaanaFl >XKWU3Hb MNOAPOCTKOB, 60NbHbIX MYKOBUCLMNOO30M

BaJin BO3MOXHOCTU ANA BKIIOYEHUA
NMOLPOCTKOB B NMPUHATUE peLueHmna [21].
YT106b1 NogpocTkm ¢ CF xopowo npe-
ycrneBanu B XW3HU, OCHOBHAA Lenb
COCTOUT B COXPaHEHUW YyBCTBA HOP-
ManbHOCTMK, U 3TO TpebyeT X BoBIE-
YeHWA B couManbHble CBA3MN.

5 Pa6oTa n o6pasoBaHue

HoBble ahdekTuBHbIE NOAXOAbI K Ne-
YyeHuto 1, cneposaTenbHo, 6onbluan
NPOJONXKUTENbHOCTb XU3HU NPUBENN
K cUTyauuu, B KOTOPOW NOYTM noJo-
BMHa 6onbHbIXx CF HaxoauTcA B BO3-
pacTHow rpynne ctapwe 18 net [22].
Heckonbko gecATuneTnin Hasag y mMoJlo-
obix ntogen ¢ CF He 6b110 HM BpeMeHu,
HW cMbIcNia NfaHupoBaTb Oyayulee 06-
pasoBaHue Unu kapbepy. B Hawun gHu
60JbLLINHCTBO OYyAET NnaHMpoBaTh 37O,
HO 60Nle3Hb U ee neyeHue ocTaloTcA
onpegenawwmm daktopom B Bbibope
HanpasneHnA o6pa3oBaHNA NOAPOCT-
Ka 1 nnaHupoBaHuu kapbepbl. Uccne-
JoBaHMe rnokasano, 4To cobniogeHune
OorpaHUYeHN, CONPOBOXAAOLLMX XPO-
Huyeckoe 3abosieBaHue, N NepPecMoTp
SKU3HEHHbIX Lefiel NosIoXKUTeNbHO BO3-
nencreyeT Ha Gnaronony4une nogpocT-
koB ¢ CF [23].

MoppocTtku ¢ CF yawe nponycka-
0T LUKOJNY MO CPaBHEHUIO C UX 3[0PO-
BbIMU poBecHukamu. Grieve et al. [24]

pewunTenbHO COBETYIOT MHpOpPMUpPO-
BaTb LUKOJIbHbIN Konnektus o CF n ero
JieyeHmmn, Tak 4Tobbl LKona morna obe-
cneunTb yvawmmea ¢ CF Heobxoanmble
ynobctBa. B ocHoBHOM 3TO KacaetcA
NMOHMMaHMUA TOTO, YTO MOXET CMNo-
cobcTBOBaTH JieyeHuo 3aboneBaHunA:
Hanpumep, yYyawmmca LOJI)XHO BbiTb
paspeLleHo Nonb3oBaTbCA TyasieTHOW
KoMHaTon 6e3 Heob6xoAMMOCTM cnpa-
LnBaTb, HOCUTb ¢ cO60M UX cOOBCTBEH-
HO€e NeKapcTBO U BBOAUTb €ro camo-
CTOATENIbHO, NOJly4aTb OcBOGOXAEHUE
OT ypOKoB (h13M4eckoro BocnmTaHuA
B nepuoabl obocTtpeHuA 3abonesa-
HWA, NoNb3oBaTbcA NMdTOM (ecnu oH
nmeeTca) Yaue, Yem nectHuuen. MNoa-
Oep>xaHue Bepbl B COOCTBEHHbIE CUJbI
Yy MOAPOCTKOB Ba>XHO, MOCKOJIbKY OHa
NMOJIOXUTENBbHO BAMAET Ha akagemuye-
CKYO yCNeBaeMOoCTb U KapbepHbIli POCT.
Kpome Toro, Bepa B COGCTBEHHbIE CUJIbl
CHUXAaeT AernpeccuBHble NpoABNeHUA
[24].

[axxe HecMOTpA Ha ToO, YTO MHOTVe
noppoctkn ¢ CF moryT 6bITb TpyAoy-
CTPOEHbBI Ha TeX € YCNOBUAX, YTO U UX
3[0pOBble POBECHUKU, C HUMU crieayeT
06CcyauTb HECKObKO BOMPOCOB, CNeLu-
duyHbix gna CF MoTpebHocTu B exe-
CYTOYHOM JIEYEHWU, YacTble NHbEKL MM
[bIXaTeNbHbIX MYTEW, PEFYNAPHbIE BHY-
TpVBEHHbIE Tepanuu (B 60nbHMLE UK
BHe 60NbHMLbI) U BbICOKOKanopuiHasa
auveTta cospgatloT TPYAHOCTM NpU nouc-
ke nogxopsawen pabotbl. Kpome Toro,
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npu yctponctee Ha paboTy noaam,
6onbHbiM CF, npuxogntca packpbiBaTb
aovarHos. bonblwnHCTBO NogpoCTKOB
¢ CF npepgnouuTaloT pacckasaTb 0 Aua-
rHO3e Npv nogave 3aABneHnA Ha pabo-
Ty [22], ogHaKO onbIT NOKa3bIBAET, YTO
3TO MOXET NPUBECTU K HEXENATENbHOM
peakuuu, n paboTta UM NpeasioXeHa He
oymeT.

MokasaTenn 3aHATOCTM BapbupyloT
mexay ctpaHamu ot 10% po 41%. bonb-
WwmnHcTBO naumeHToB ¢ CF yyBcTBYy!IOT,
4YTO UX paboTa He MELLAET EXXEAHEBHbIM
neyebHbIM npouenypam [25]. OgHako
Masio U3BECTHO O TOM, HacKOJIbKO Takue
npouenypbl, UCKNIOYUTENIBHO BaXHble
onAa ontumanbHoro nevyeHua CF, asnA-
I0TCA MOMEXON M YMEHbLUAOT LWaHChbI
rnony4yeHusa paboTbl.

Kak ynomAHyTO BbilWe, LENN Mo-
nyyeHua paboTbl N yyactua B obuye-
CTBEHHOW XW3HW B KA4YECTBE B3POCJIOr0
crneynanncta ooCTn>XXnmbl, 1 NOOAPOCTKN
¢ CF moryT B 6onbluen cTeneHu, 4em
Korga-nnbo paHblue, 4OCTUYb HOBbIX
uenen, kak B o6paszoBaHum, Tak U B pa-
6oTe. Boibop npodeccun ctaHoBuTCA
NMPUHUUNNANbHO BaXXHOM TEMOMN, KakK
1 onA 340POBbIX NOAPOCTKOB. JTa 3a-
nava ABnAeTcA rMaBHOW AJ1A Bpayen-
cneunanuctos no CF, nockonbky B He-
[aBHEM nccnefoBaHUM NokasaHo, YTo
noppoctky ¢ CF nonyyatoT o4eHb Mano
PYKOBOAALLMX yKa3aHUN Mo NX nNopro-
TOBKe K npodeccrmoHanbHON Kapbepe
[25].

HoBble TexHonorum n nx BKnag
B Jie4yeHune

MpumMeHeHNe HOBbIX TEXHONOMUI ABNA-
eTcA npuBAekaTeSibHbIM U «MOAHbIM»
W LULMPOKO UCMOJIb3YETCA B COLMANIbHOM
MUpe cerogHALlHen monoaexmn. bonb-
WMHCTBO NMauMeHToOB M UX cemen Ao
HEKOTOPOWN CTEMEHM 3HAKOMbI C TeNe-
MeauLUUHON, KOTopana ABNAETCA OUCTaH-
LMOHHON cny>601 3apaBoOOXpaHeHusa,
NCMosb3yoLWwen TeNIeKOMMYHMUKaLNOH-
Hble TexHonoruu [26]. Hanpumep, noma
OHW UCMONb3YIOT MEANLIMHCKME YCTPOW-
cTBa (Hanpumep, CNMPOMETP, NyNbCOK-
CUMETP), KOHCYNbTaLuMn MO 3NEKTPOH-
HOWM Nno4Te, TEKCTOBbIE HAaMOMWUHAaHMA,
TenedoH, 3NeKTPOHHbIe AHEBHWUKN,
MOOGUNbHYIO paccblfiky TekcToB, NHTep-
HeT (Hanpumep, Beb6-canTbl, Takme Kak
EBponenckne LeHTpbl CETU NMOMOLLMK
6onbHbIM MykoBucumngoszom [ECORN-
CF; ot aHrn. European Centres of
Reference Network for Cystic Fibrosis],
Beb6-canTbl NauMeHToB), a Takxe dap-
MaLeBTUYecKue BUOeoTpeHuHru. Apy-
rMM NoTeHuMaNbHbIM NMPUMEHEHUEM
TenemeaunuuHbel npu CF moxeT OGbiTb
obecnevyeHne HrU3NYecKon akTUBHOCTM
WY NporpaMm ynpaxHeHun [27].

Mpu CF n apyrux XxpoHn4ecknx 3a-
6oneBaHUAX UccnefoBaHMA No Teneme-
OVUMHE ABNAIOTCA NPEMMYLLECTBEHHO
He6ONbLUNMU, NMEIOLLMMUN OTPaHUYEH-
Hble BO3MOXHOCTU, NCNOJb3YIOLWMUMHU
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LWMPOKNIA BO3PAacTHOW AnanasoH na-
LMEHTOB, OFPaHWYEHHYI0O U3MEHYU-
BOCTb 3aboneBaHmnA n Yacto cnabo
onpepesieHHble pe3ynbTaTbl [27,28].
Tem He MeHee [OCTYMHOCTb U clyyau
NPUMEHEHNA HOBbIX TEXHOJNIOTUIA Y NoA-
pOCTKOB ¢ XpOHMYyecknmu 3abonesa-
HUAMKU Bo3pacTatoT [29], yTo npueeno
K rpaHAMO3HOMY poCcTy 06 bema nHdop-
MaLMy U TEXHONOIMYeCcKnx crnocob6os
KOMMYHUKauum Ha ocHoBe MHTepHe-
Ta U Ha MOBUNbHbLIX HocuTenax [30].
Tem He MeHee B NInTepaType nokasaHo,
YTO MOMbITKM UCMOJIb30BAHUA TENEMO-
HUTOPUWHIra Npu JIEYeHUN NauNeHTOB
¢ XpoHuyecknm 3aboneBaHeM He UMe-
N1 ycnexa, NockoJibKy HeAOCTaTOYHOe
BHUMaHUe yAenAnocb NMOHUMaHUIO
naumMeHTa U KIMHUYECKUX HYXA UIn
KOMMJIEKCHbIX KIMHUYECKMX peanui
3aboneBaHunA [28].

6.1. KnuHunyeckune pesynbrarhbl
1 OLleHKa NalueHToB

Hardisty et al. [28] onpocunu rpynny
9KCMEPTOB O TOM, YTO OHU CHMTAIOT Hau-
6onee BaXHOW LEenbio TenieMeaAnLnHbl,
M UX OTBET ObIN CrefyoWwmnmM: «MOHM-
TOPWHT U yNy4lleHne KJINHUYEeCKMX
pe3ynsratoB». CaMmu naumneHTbl Bbipa-
Xanu Hagexay Ha To, YTo oHa GyneT
cnoco6CcTBOBaTh UX 300POBbIO U Gna-
ronony4nio. MOHUTOPUHT CUMMNTOMOB
1 NpoBefeHue n3mepeHuin (cnupome-
TpuA 1 ucnonb3oBaHne Hebynansepa)

nocpeacTeBoM TenemeguUMHbl abco-
JIIOTHO OCYLLECTBUMbI ANA NauueHToB
¢ CF [27]. Oka3anocb BO3MOXHbIM UC-
nonb3oBaHWE TENIEMOHUTOPUHra AnA
naeHTUdMKaLUUM TpUrrepHbIX Nnokasa-
Tenen, a Takxke ANA NpefoTBpaLleHns
Heo6XoAUMOCTU B arpeccrBHOM Neye-
HUW, BKJIIOYAIOLLEM FrocnuTanu3aymio
[31, 32]. Tem He meHee ocTaeTcA He-
ckonbko npob6nem. Bo-nepebix, Tpeby-
eTcA pelaTb pacnpocTpaHeHHble Tex-
Honoruyeckne npobriembl, Takme Kak
3anasfbiBaHve Npu nepepave 3Byka
u npepBaHHble coeanHeHuna [32, 33].
Bo-BTOpbIX, HYXHbl YeTKNE KPUTEPUN
(Hanpumep, Kakue nokasaTenu CUrHa-
nn3unpytoT 06 060CTpeHUn) ana Hagex-
HOro NMPUMEHEHNA HOBbIX TEXHOJIOMUN,
1 Heobxoanmo Gonbluee BHUMaHue K
06bIYHON eXEeCYTOUYHOW BapuaLmm cum-
ntomos CF [27].

6.2. MogpocTkM N HOBbIe TEXHONOTUN

MauneHTbI-NOAPOCTKM XenatT aganTu-
poBaTb Y MPUMEHATb TEXHONIOTUIO Tene-
MeanumHbl [27, 34]. 3To HeyauBUTENb-
HO, NOCKONbKY GOJIbLWUMHCTBO U3 HUX
NMOCTOAHHO MOJIb3YIOTCA KOMMblOTEPAMMU
KaK cpeAcTBOM KOMMYHUKaLUKN, 0ObIYHO
ana obuweHna oHnanH ¢ apysbamu ¢ CF.
Monopablie nauneHTbl coobLialoT O He-
KoTopoM 6ecrnokoncTBe No NoOBOAY UX
KNMHUYECKUX AaHHbIX, NnepeaaBaeMbix
9/1eKTPOHHbIM MyTEM, HO UM OBbIYHO
yAOOGHO ncnonb3oBaTb Heobxoammoe
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ob6opypoBaHue [35]. 3To npoTnBope-
YUT COOBLLEHNAM OT CTaplUMX naum-
€HTOB C XPOHMYECKON 0BCTPYKTUBHOMN
60N1e3HbIO NErkKUX U cepaevyHon Hepo-
CTaTOYHOCTbIO, KOTOPbIE BbipaXanu He-
[OBEpPUE K TEXHONIOTUN U OTCYTCTBUE
KOMMbIOTEPHOW rpaMoTHOCTY [28].

[nAa naunMeHToB N NX CEMEN OCHOB-
HbIM MPEVMYLLECTBOM TeNeMeauLUHbI
ABnAeTcA ee ynobcteo n ahdekTns-
HOCTb (Hanpumep, aNeKTPOHHbIE A0-
KYMEHTbI, JOFOBOPEHHOCTU U MCUXO-
Jiornyeckas nogpepxka nocpencTsom
31IEKTPOHHOW NMOYTbl, BUAeOKOHMepeH-
uum). NMpumeHeHne aNeKTPOHHOWN BU-
3yaNnunsaummn faHHbIX MOXET MOMOYb
npu coobLeHnn NaumeHTy o ero Te-
KYLLEM COCTOAHUU 340POBbA, HaNpU-
Mep O TeHaeHUMAX QYHKUUU NErKux.
JononHUTENbHbIM NPEUMYLLECTBOM
TeNleMeanLUNHbI ABNAETCA BO3MOXHOCTb
coKpaTuTb Yncsio noesgok. Mcnonb3so-
BaHWe MOOWIIbHbIX NPUNOXEHUN AnA
yNy4dLeHMA CaMOKOHTPOA O4EHb BaX-
HO B reorpaduyeckm pa3bpocaHHON
nonynauumn CF [35], 4To ykasbiBaeT Ha
TO, YTO BpPEMA M CTOMMOCTb JleHeHun
MOXHO CHU3UTb 3a CYeT NpoBeAeHUA
TeNeMeAUUNHCKUX KOHCYNbTauun Ha
OCHOBE MECTHOW GONbHULLbI U CBA3MN
¢ ueHTpom CF, kK koTOpOoMy OTHOCUTCA
nauneHT

Mpumepom Toro, kak MOXHO Mpu-
MEHATb TeNneMeauLnHy, ABIAETCA UC-
Nonb30BaHWE 3NEKTPOHHbIX CUCTEM
nepcoHaNibHOW perncrpaumm cocton-

HuA 3popoBbA (PHR; ot aHrn. personal
health record). Cuctembl PHR vacTto
co3paloT napanfiefbHO C 3NeKTPOH-
HbIMW cUCTEMaMW MeAUNLUHCKON pe-
ructpauun (EMR; ot aHrn. electronic
medical record) n nognepxusatoT
NauneHT-LEHTPUPOBAHHYIO MEAULINH-
CKYlO MOMOLb NyTEM cO3[aHUA Me-
OVLMHCKUX 3anucen U apyron perne-
BaHTHOW MHGOpMaLmMn, 4OCTYNHON AnA
NauMeHToOB, U NyTEM yaydlWeHUa nx
[OoCTyna K 3HaHUAM AfA CaMOKOHTpPO-
na [36]. MauneHTbI-NOAPOCTKN MOTYT
o3HakomuTbeA co ceommun PHR B Buge
YacTu NporpamMmbl Nepegayum no B3poc-
NION MeANLVHCKOM nomolun. [laxke He-
CMOTPA Ha To 4TO, 6onblien YacTbio,
PHR npocTbl B ncnonb3oBaHuu, naum-
eHTbl K HUM obpallatotca peako [36].
MprymHamm aToro MoxeT 6bITb NNoOXan
yCTaHOBKa MHOTMX CUCTEM, HO, 4TO 60O-
Jiee BaXHO, U HeAOCTaToK y4yacTuA na-
LuMeHTOB B uUx paspaboTke. NogpocTkn
U MonopAble B3pochble NauneHTbl AB-
NATCA naeanbHOW rpynnow AnA Bo-
BieyeHuA B paspaboTtky PHR n gpyrux
HOBbIX TEXHONOMUI.

6.3. CoGnioaeHve peXxuma nevyeHun

CobniofeHne pexnmMoB nevyeHunA ABnA-
eTCA 3HayuTenbHOW npobnemown npwu
CF, oco6eHHO B Te4yeHUe NoapocTKo-
Boro nepuoga [37, 38]. B HepgaBHUX
nccnefoBaHMAX UCMONb30BaHbl HOBbIE
TEXHONOrNN AA OUEHKN cobnioaeHns
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pexuma neyenua [39, 40, 41]; ogHako
Jarad n Sund [32] o6Hapyxwunu, 4To
cobGnofeHne npoueayp TeNeMoHUTO-
pvHra 6b1710 TakXKe NMAoOXUM y 60NbHbIX
¢ CF (npubnusntencHo 12 net). YT06bI
MOHATb, UCMOJIb30BaHMe KakMx Cnoco-
60B TeNnemMeguLMHbI Nyylle MOTUBUPYET
NoApPOCTKOB, HEO6XOAUMO KccliefoBa-
Hue [36]. Ha cerogHA TENIEMOHUTOPUHT,
BEpPOATHO, Hanbosee NoneseH ANA He-
KOTOPbIX MaLneHTOB, cobnopatoLwmx
pPEeXnUM NneyveHus, B MOMEHTbI KIUHUYe-
CKOTO YyXyALIeHUA 1 YacTbix o6ocTpe-
Hui [32].

6.4. NMpo6nembl, cBA3aHHbIe

C AOCTYNHOCTHIO,
KOH(pMAEHUNaNbHOCTbIO

N CTOMMOCTbIO HOBbIX TEXHOJIOrUI

HoBble TEXHONOrUM LWMPOKO AOCTYMHbI
B HEKOTOPbIX CTpaHax, HO MeHee A0-
cTynHbl B gpyrux. MHorve nauueHTbl
BO BCEM MWPE HE UMEIOT pPerynfapHo-
ro poctyna Kk IHTepHeTy, MOGUNbHbBIM
TenedoHaM MM NepcoHanbHbIM KOM-
nbiotepam. Kpome oTcyTcTBUA AOCTY-
na, Mano U3BeCcTHO 0 peHTabenbHOCTU
MCMNOJIb30BAaHUA HOBbIX TEXHOJIOTUIA
[27], xoTA npumeHeHne Hebynaln3epos
C NOAAEpPXKOW TeneMeaAnLUHbl MOXET
cokpaTuTb 3aTpatbl [34]. BHeapeHue
HOBbIX TEXHONOIMIN ABNAETCA AOPOro-
CTOALLMM, U MaJio U3BECTHO 06 onnaTe
unu npobneme obopMNeHNA CHETOB
3a Nonb3oBaHUE 3NeKTPOHHOW Meaun-

LIMHCKOM nomoLbto. AnA npumMmeHeHunA
3TUX TeXHOJIOMNN, a Takxe ANA Noa-
AepXaHua cucteM GonbHULAM He-
ob6xoanmbl 6onblive BnoxeHusa [33].
HakoHel, npyMeHeHne HOBbIX TEXHO-
norun ysennymBaeTt 6ecnokoNCTBO
0 KOHpUAeHUManbHOCTN, 0COBEHHO
Nnpu UCNonb30BaHUM NX NOAPOCTKAMMU,
He JOCTUTWMMWN COBEpPLUEHHONETUA.
[axe HecmMOTpA Ha TO 4YTO MonoAble
naumeHTbl He o6ecnokoeHbl pasrna-
LWeHNEeM CBOUX OaHHbIX, 3TO MOXeT
TPEBOXUTb NpodeccMoHanbHbiX Me-
OVNUMHCKNX paBOTHUKOB.

B nTore 60nblLIMHCTBO NaLUEHTOB-
noapocTkoB 6yayT MOHUMAaTb U UCMOJb-
30BaTb HOBble TexHonoruun. OHu ¢ yao-
BOJIbCTBMEM MOJIb3YIOTCA 3JIEKTPOHHOM
noyTon, MobunbHbIMU TenedoHamu,
Beb-caiTaMun 1 NoObIMU APYrMMU TeX-
HONOTrNAMM, NMPOCTO B CBA3M C TEM, YTO
OHW y>Xe AenatoT 3To B 0ObIYHOWN XU3-
HU. HekoTopble BoNpocbl AOMXKHbI ObITb
paccMoTpeHbl Npu Gyayuwem uccneno-
BaHUW 3N1E€KTPOHHON MeAULMHbI U Npu
yCTaHOBKEe HOBbIX cucteM. Bo-nepBbix,
NOAPOCTKOB M MOJIOAbIX B3POCHbIX
nauMeHToB Heo6xoAMMO BOBNeEKaTb
B pa3paboTky nporpamm. Bo-BTOpbIX,
Heob6xoaAuM GoNbLIMA BKNaa U ngen oT
Bpayen No noBoAy TOro, kak Teneme-
AVUMHA MOXeT ObITb BKJIlOYEHa B MX
KNnHMYeckue nporpammbl nevyeHma CF
JleyeHune ¢ ucnonb3oBaHMEM HOBEMLLNX
TEXHOJNIOMMA YacTo ABMAETCA CIOXHbIM
n TpebyeT onbiTa, Kak oT npodeccno-
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HanbHbIX MEAVULMHCKNX PaBOTHUKOB,
Tak 1 oT nauueHToB. MeToabl Tenemo-
HUTOPWHIa JOMKHbI GbITb OCBOEHbI U
Bpayamu, 6puragamu cneumnanmcTos
no CF, n nayneHtamu; Heob6xoanumo
pewaTb 06blYHblE TEXHUYECKUE MPO-
6nemMbl; BaXXHO NpocymTaTb peHTabenb-
HOCTb. HakoHeLl, OfHUM 13 KOYEBbIX
¢dakTOpoB ycnexa HOBbIX TEXHONOIMNMN
B MeguumHckon nomowm npu CF asna-
eTcA yAOBNeTBOPeHME NaumeHTa oT ux
ncrnonb3osaHua [33]. OueBnaHO, YTO Ka-
YeCTBO XWU3HU NauneHTa, CBA3aHHOE CO
3[0pPOBbEM, ABJIAETCA CYLLECTBEHHbIM
pes3ynsTaTom Npu NPUMEHEHUN HOBbIX
TexHonorun npu CF.

Mpo6nembl nomoLym
noapocTtkam ¢ CF

MoppocTkoBble rofbl ABAAIOTCA MOM-
HbIMW COBObITUI, YacTO Hernpenckasye-
MbIMU, HECKOJIbKO 6E€CMOKONHbIMU W,
BO3MOXHO, CaMbIMW BaXXHbIMW rofgamu
B XXM3HM MOJIOAOrO YeNioBeKa, MPOCTO
B CBA3U C TEM, 4YTO NOAPOCTKOBbIE FOAbI
ABNIAIOTCA MOCTOM MeXAy AeTCTBOM
n B3pocnoctbio. Mogpoctku ¢ CF ctan-
KMBAalOTCA C TEMM Xe npobremamu, 4To
N UX 300POBbIE POBECHUKMN.

C ycoBeplleHCTBOBaHMEM Mefu-
umHckon nomowm npu CF nogpocTtku
cerogHA, 6onee 4yem korga-nmbo, MoryT
CMOTpeTb B Oyayliee ¢ ONTUMUIMOM.
Mx waHcbl nony4yntb obpasoBaHue

1 paboTy HAMHOTO MOBbLICUIINCH, Y MHO-
rne nogpoctku ¢ CF nonyyaioT cpeaHee
obpa3oBaHue. B TeyeHne nogpocTko-
BOro nepuopja, ogHako, pasBuBaeTcA
camMoco3HaHue, n nogpoctok ¢ CF 6yner
Bce 60MblUe 0CO3HABaTb OrpaHUYeHns,
Hanaraemble CF. JleueHne CF Tpebyet
3aTpaT BPEMEHMU, YacTo ABJIAETCA CKyY-
HbIM 1, 0COBGEHHO rnasamMu NoLpPocTKa,
3aTpyQHAET yvyacTme B TUMMUYHOW noja-
POCTKOBOW AeATeNIbHOCTU, KoTopaaA anAa
nogpoctka ¢ CF ABnAeTcA HauBbIcLUEN
LEHHOCTbIO.

B TeyeHve nogpocTkoBoOro neproga
roNIOBHOM MO3r YenoBeka pa3BUBaET-
cA, NpuobpeTaeT HaBbIKN OpraHn3auumn
M NJaHUPOBAHMA U JOCTUTAET YPOBHA
B3pocnoro yenoseka. MIMeHHO aTu Ha-
BbIKM HEoOXoauMbl anAa obecrnevyeHuns
ontumanbHon nomowwm npu CF Po-
auTenu v 6puragbl cneuuanucTos no
CF ponXHbl NpoABNATbL TeprneHue, no-
HYMaHWe U ONTUMM3M ONA pPa3BUTUA
y MoapocTka AOCTaTOYHbIX B3POCHbIX
HaBbIKOB NMPaBUbHOIO yxoaa 3a cobon
B uenax camokoHTpona CF.

B knnHu4veckon npakTuke n B Nu-
TepaType nokasaHo, YTO coumanbHoe
B3aMMO/ENCTBME B BbICOKOW CTEMEHU
nosie3Ho B NOAPOCTKOBOM MepUoLE.
Moppepxka co CTOPOHbI CEMbU U CO
CTOPOHbI POBECHUKOB, Kak BOJIbHbIX,
Tak n He 6onbHbIX CF, cyuwecTtBeHHa
01 300POBOroO COLMaNbHOro pasBuTua
B TEYEHME MOAPOCTKOBOro nepuoga.
HeyanBuTenbHO, 4TO coumanbHbie CeTU
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Ccbinkn

urpaioT 60MbLUYI0 POSib B XMU3HU BCEX
NoApPOCTKOB HE3AaBMCUMO OT HanuyuAa
y Hux CF.

HoBble TexHoNornyeckme paspabot-
K o6nafatoT BbICOKMM MOTEHLMAN0OM
npu nevyeHun naumeHtos ¢ CF, oco-
6eHHO NOAPOCTKOB, CTaNKNBaOLWNXCA
C MPUMEHEHNEM TEXHOMOTUIN B UX MO-
BCeOHEeBHOW XU3HU. BaxHo Bko4aTb
MOJOAbIX NaLNEHTOB B pa3paboTky Ta-
KX TEXHONOTNIM 1 nNoby>aaTb NogpocT-
KOB MPUMEHATb UX B Ka4yecTBe MeToda
camokoHTponsa. NogpocTtkmn ¢ CF — ato
nauuneHTbl, COegMHAIOLLME CTapLuee Mo-
koneHne CF ¢ neTbMu, poXXaeHHbIMMU
B HaluM AHU, 1 BMecTe ¢ npodeccuno-
HanbHbIMU MEeLULUHCKMMU PabOTHU-
KamMn OHU MOTYT UrpaTb BaXHY poJib
B (hopmMupoBaHumM cTpaTerun nedeHus
6yaywero. Mpu 3ToM OHU JOJIXKHbI YyB-
CTBOBaTb, YTO Mbl BMECTE C HAMU CO-
BepLuaeM TpyAHOE NnyTeLlecTBUe Yepes
X NOAPOCTKOBbLIA Mepuop n BCTpeya-
eMcA ¢ Ux npobaemamu JNLOM K JIALLY.
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