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Pegepar

Crenmanu3npoBaHHasi ToMomb Ipu KucTo3HoM ¢ubpose (CF) mpuBena k pemmTensHOMy yimydienuio BepkuBaemoct ¢ CF 3a
MOCTICTHAE YEThIPE JCCATHICTHSI — 3HAUYUTEIBHO BBIIIE TOTO, YTO HAOIOANIOCH 32 TOT K€ Mepuo]] B obuieil momyssinui. C BHEAPCHUEM
CKPHHUHTa HOBOPOXIEHHBIX BO MHOTHX EBPOICHCKUAX CTpaHaX pacimupsiercss 00bEM MEIMIIMHCKON MOMOIIM B IEHTPaX Ui KOTOPTHI
MAIMECHTOB, KOTOPbIC UMCIOT MHHUMAJBHYIO MATOJIOTHIO JIETKAX HAa BpeMs JMATHO3a, M [OTOMY B MEPCIEKTUBE MX MOXKET OXKUIATh
OTIIMYHOE Ka4eCTBO >KU3HH U emI€¢ OOoMbIIasi OKuIaeMasi [UIMTeILHOCTD )KU3HHU, YeM ObUTa paHblie. UTOObI JOCTHYH BBICOKOTO KayecTBa
okaszaHus oMo Bo Beeir EBpone, B 2005 1. ObDT OMyONMKOBAaH BBIAAIOUIMUCS JOKYMEHT, YCTAHOBHUBIIMIA CTAaHIAPTHI MEIUIIMHCKON
rmomotny. Hacrosimuid JOKyMEHT NOMONHSET 3Ty paboTy, yCTaHABIHMBAs CTAHAAPTHl HAMIYYIIECH MPAaKTHKH B KIFOUEBBIX AaCIEKTaxX
rmomotnu nipu CF. Llenp Hamero mMOKyMeHTa — TPEICTaBUTh MIMPOKUN 0030p 0KMAAEMBIX CTAHIAPTOB JUIS CKPUHHHTA, THArHOCTUKH,
YIPEeKAAIONIEH Tepanuiu JIETOYHON OOJIe3HH, MUTAHUS, TIOMOIIHU TPH OCJIOKHEHUSIX, TPAHCIUIAHTAIINH, JOKUBAHUHU, U TICUXOJIOTHICCKOM
noaaepxku. st moxpoGHoit nudopmarmu o kiuaudeckoi nomoriu npu CF, B Tabauie | mpuBOASTCS CCBUIKM HA MHOTHE BPOIICHCKHE
3asBJICHUS O KOHCEHCYCe, AUPEKTUBBI U IOCTAaHOBJIEHUs. MBI HajieeMcs, YTO JaHHBII JOKYMEHT O Hawlydllel npakTuke OyJeT MoJie3eH
KIMHUYECKUM TPYIIaM Kak B CTpaHax, rie nomous npu CF emé pa3suBaercs, Tak U B CTpaHax ¢ JgeiictByrommmu neHrpamu CF.
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1. CKpUHMHI HOBOPOKAEHHBIX U IOCTYNHOCTh CHeUAILHO Crnenyer pa3paboTaTh MOPOTOKOMNBI JUIS ~ OTPAKEHHUs
MOMOIIM ¢ HAYAJIA KU3HU KyneTypel U reHetukn CFTR B kaxkmol momymsanuu, u
YMEHBIIICHHS BO3MOYKHBIX HEraTHBHBIX 3P PekToB. OTHOCUTEIBEHO
Kesun V. Caysepu (CK) CKPUHHMHIA HOBOPOXKIEHHBIX M JiedyeHHus MmajeHbkux nereit ¢ CF,
Anne Mynk (®panigus) JIMarHOCTUPOBAHHBIM TPU CKPUHHMHIE, MPOCHM OO0paIaTbcs K
Hatanps Kamnpckas (Poccus) nupextusam ECFS [2, 3].
Pabouas rpymma 1o  HEOHATaIbHOMY  CKPHHUHTY
(LlenTpansHas komuccusi), EBpomneiickoe 0011ecTBO MO0 KUCTOZHOMY 1.1 Kakue nonynsyuontvie Xapaxmepucmuku noOmeepicoaom
¢u6bposy (ECFS) De3VIbmMantvl  CKPUHUHA  HOBOPOAICOSHHBIX Oemell HA  KUCMO3HbIL

CyIecTBYIOT  SICHBIE  JIOKAa3aTelNbCTBA B IOIICPIKKY Ppubpoz?
cKpuHUHTa HOBOPOXKAEHHBIX (NBS) Ha kucto3Hbl Pubpo3 (CF).
Pannee BoIsiBlIeHHE O6eCHqu/IBaeT OCHOBY It 6y[[yH_IeI/I TE€paruu u OpraHBI 34paBOOXPAHEHUS JOJDKHBI B3BEIIUBATH I10JIb3Y U

CIIOCOOCTBYET CBOEBPEMEHHOMY JIMArHO3y, KOTOPHIH BO MHOIHX PHCK IPH CKPHHHHTE HOBOPOKASHHBIX Ha CF B cBOCH
ceMbsIX ObUI IOCTABJIEH MO34HO [1]. HOMYJISINH.



Tabmuua 1

EBpOHeﬁCKHC 3asBJICHUSA O KOHCCHCYCE, NUPCKTUBBI U ITOCTAHOBJICHUSA

IlepBbIii aBTOp M TEMa

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

URL B MHTepHeTe

CKpHHUHT
Castellani C [118]

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

Juarnoctuka

Mayell SJ [4]
Castellani C [10]

Bombieri C [119]

CraHzapTsl HA CKPHHUHT HOCHTENEil KHCTO3HOrO (prbpo3a: EBpomneiickuii corimacoBaHHBIi
nokyment (C)

EBporeiickie TUpEeKTUBHI [0 HAWITYYIIICH TPAKTHKE HEOHATATFHOTO CKPUHIHTA HA
KHCTO3HBIH (Hrbpo3 (G)

JIMpEeKTUBEI IO paHHEMY JIEUEHUIO AETEH C KHCTO3HBIM (HHOPO30M, THATHOCTHPOBAHHBIM
TIpU CKPHHUHTE HOBOPOXAEHHBIX (G)

EBporeiickuii KOHCEHCYC 00 OLIEHKE M BEACHHH JETel C COMHUTEIbHBIM AMATHO30M I10CIIE
CKPHHHMHTa HOBOPOXIEHHBIX Ha KHCTO3HBIH (Hprbpo3 (C)

KoHceHcyc o IPUMEHEHHIO ¥ HHTEPIIPETALNK MYTallHOHHOTO aHaJIN3a KHCTO3HOTO
¢udpo3a B kmHMIeckoi mpaxtuxe (C)

Pexomennanuu mo knaccudukanyuu 6onesnel, cesa3annbix ¢ Hapymenusmu CFTR (G)

IpenynpesxneHne TporpeccHpoBaHus IErOYHO O0Ne3HN

Doling G [120]

PanHee BMeIIATENbCTBO M NPEIYPEKACHHE JIETOUHOIM OONIE3HH IPU KHCTO3HOM (rubdpose:
EBponeiickuii koncencyc (C)

OnTUManbHOE MUTAHUE U JICYCHUE META0OIMUYECKUX OCI0KHEHHH

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

JleueHue ocinoKHEHMIH
Doring G [31]

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

Edenborough F [55]
TpaHCHJ’IaHTaL{Mﬂ U JOKUBAHUC
Hirche T [86]

Sands D [87]

TIcuxomornueckas noaACpIKKa
Nobili R [108]

TluTaHue manueHToB ¢ KUCTO3HbIM (ubpo3oM: EBpomneiickuii koncencyc (C)
EBponeiickie TUpeKTUBBI 10 MHHEPATU3ALHU KOCTel IpH KUCTO3HOM (udpose (G)

Jleyenne NErovYHbIX MH(EKLUHH y MALMEHTOB ¢ KUCTO3HBIM (pHOPO30M: TeKyIIHe U OyayIue
HamnpasieHus (P)

I[HpeKTHBBI 10 TUAarHOCTUKE U JICYECHUIO CUHpOMa JIUCTAJIbHOM KUIICYHOM HENIPOXOANMOCTH

y HaI[MEHTOB ¢ KUCTO3HBIM (ubdposom (G)

PyKOBOZlCTBO 1o Hanny'-lmeﬁ NPAKTUKE JUATHOCTHUKHU U JICHCHUA 0oJie3HH TICYCHH, CBSI3aHHOU

¢ kucto3HbM Gudposom (G)

MHransiuonnas Tepanusd u yCTpOﬁCTB JUIA UHTaJ WA IIPU JIEro4YHOM OONe3HI Yy NalueHTOB €

KucTo3HBIM (ubposzom: EBponeiickuii koncencyc (C)
JIMpEeKTUBHI TT0 COMPOBOXKACHHIO OEPEMEHHOCTH y EHIIUH ¢ KUCTO3HBIM (prudposom (G)

IpakTryuecKre AMPEKTHBBI: TPAHCIUIAHTALHS JETKHUX MAl[MEHTaM ¢ KHCTO3HBIM (hudposom (G)

Tlomouib IpH TO)KUBaHUH MALMEHTaM ¢ KUCTO3HBIM (GubposoM (G)

PykoBosImue IpHHIUIBI 10 MOAAESPKAHUIO OCOOBIX IICHXOJIOTHYECKHX ACIEKTOB B IPYIIIIEC
nomon npu CF: MmexaucnumnuHapHsie noaxons! (G)
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Ecimu Berpeuaemocts CF mensbuie, yem 1 Ha 7000 poxaenui, To
TpeOyeTcss BHUMATeNbHAsl OleHKa fgocroBepHocTH NBS. Jlomkno
OBITh JIOKA3aHO MHHHUMAIGHO BO3MOXKHOE HEraTHBHOE BIHSHHE
JAHHOTO MPOTOKOJIA Ha TOMYJIAIHIO.

1.2. Kakosbr MuHuManbHble MEOUYUHCKUE U COYUATBHBIC PECYPCbl,
mpebyemvle  On1  I(PPEKMUGHOCU — NPOBEOeHUs.  CKPUHUHSA
HOBOPOIICOEHHBIX?

Jetun c BeisBneHHsiM CF mo mporpamme NBS nmomkHBI
uMeTh OBICTpBId mocTyn K crneuuanbHod momont mpu CF,
otBeyatomieii crannaptam ECFS. IIporpamma NBS mMoxeT cayxuTh
MEXaHM3MOM JUIA Jiy4ymiedl opraHmsauuu ciyxk0br CF, mytém
OpsSMOTO HampaBieHus Jnereil Ha crenmansHoe JedeHne CF.
CrpanaM ¢ OrpaHMYECHHBIMH pECypcaMH CIEIyeT IPOBECTH
NHJIOTHOE uccienoBanue d¢pdexkrusHocty NBS B momymsamum u
JISUCTBEHHOCTH TIPOILIEAYp HAINPABJICHUS Ha JICUCHHE UL AeTed ¢
BHOBbB BBISIBJICHHBIM JIHarHO30M.

13. Kakoeo npuemnemoe wucio nosmopHwix mecmos, mpedyemvix
U3-3a HEa0eK8amHbIX BbICYUICHHbIX Npob Kposu Ha kadicoyio 1000
NPOCMOMpPeEHHbIX Oemeit?

Yncno 3arpocoB Ha TOBTOPHBIE BHICYIIEHHBIE IPOOBI KPOBH
JIOJKHO TIPOCIIEKUBATHCS U cocTaBiiaTh MeHee 0,5%. Bosbiie yem
20 moTopos Ha 1000 nereit (2%) — HepueMIIEMO.

14. Kaxoéo — npuemnemoe — uucio  J10JMCHO-NONOJICUMENLHBIX
pesymomamog NBS (0emu nHanpaensiiomest Ha KiuHuueckoe 06cnedosanue
u nomogyio npo6y)?

IIporpaMMbl ~ TOMKHBI ~ CTPEMMTBCS K  MHUHUMAaJIbHOM
MOJIOKHUTENFHON Tpornosupyromeit Bemuuune (PPV) 0,3 — sto
YUCIO JieTe C HCTMHHO  MOJIOKHUTEIBHBIM  PE3yIbTaTOM,
moIeNI€HHOE Ha 00I1Iee YUCIIO TTOIOKUTEIBHBIX pe3ynbTaTtoB NBS.

15. Kakoso — npuemnemoe — uucio  0CHO-OMPUYAINETLHBIX
pesymemamos NBS? Omo demu ¢ ompuyamenvhviv pesynomamom NBS,
KomopvuiM  nosouwee Oydem ouacHocmuposar CF  (3a0epowcarmbiii
ouaznos)

IIporpaMmbl ~ TOMKHBI ~ CTPEMHUTBCS K  MHUHHMATbHOU
YyBCTBUTEIBHOCTH 95%. UyBCTBUTENBHOCTh — 3TO YUCIIO UCTUHHO
MOJIOKUTENILHBIX ~ pe3ynbTaroB  NBS B Buae mnponeHra ot
cymmapHoi nomynsuud CF  (MCTUHHO MOJIOXKUTENIbHbIE IUIHOC
JIOXKHO-OTpHILATEbHBIC). JIOMKHBI UIMEThCSI MEXaHU3MBI JJIs cOopa
HaJI&XKHBIX, JOJITOCPOUYHBIX JIOKHO-OTPHULIATEIIbHBIX JIaHHBIX.

16. Kaxosa maxcumanvho —Oonycmumas — 3a0epicKa  Mextcoy
npoeedenuem Homoeotl npodul 1 coodWeruem pe3yibmama cemve?

IToroBas mpoba mo/mKkHA  OBITH  MPOAHAIW3UPOBAHA
HEMEIJICHHO, U OOBIYHO PE3yJbTAT COOOIIACTCS CEMbE B TOT KE
JICHB.

17 Kaxos maxcumanbHo npuemnemvlii 603pacm pebéHKa Ha OeHb,
Ko20a nocne nocmarnosku ouaenoza npu NBS e2o enepsvie ocnampusaem
6pueada cneyuanucmos no CF?

BoJIbIIMHCTBO J€TEl ¢ MOATBEP K AEHHBIM JAUATHO30M T10CIIE
NBS nomkHEI TpoiiTn ocMoTp Opuraznsl criennanuctoB 1o CF uepes
35 npHeil, u He nosgHee 58 nHel nocne poxaeHus. IIporpammsr,
KOTOpbIE [IOCTOSHHO HE JOCTUTAIOT 3TOM LEH, JOJIKHBI IPOBECTU
NepPeCMOTP MPOTOKOJIA U IPEAT0KUTh U3MEHEHHE CTPATErUu.

18. Kaxosa munumanvho npuemnemas uHgopmayust Ot cemeli no
pesymomamy NBS y Oemeil ¢ npusHaHHbIM HOCUMETLCIMEOM MYMAyUU
CFTR, svisvisaroweii CF?

a) CembM [OKHBI TIOMYy4HTh YCTHOE COOOIIEHHE O
pesynbrate. OHU JIOJDKHBI TakXKe IOJYYUTh MHCHbMEHHYIO
UHPOPMALIHIO, K KOTOPOH OHM CMOTYT OOPAaTHTHCS MO3/HEE.
Orta uHbopMalMs TakKe [ODKHa OBITh HampaBlieHa
CceMeHOMY Bpady NMepBHYHON ITOMOIIIH.

b) V3 undopmanmu 10mKHO GBITE TOHATHO, YTO:

V pe6énka vet CF.

OTOT peOEHOK — 3/I0POBEIN HOCUTEI.

B Oynymmx OepeMeHHOCTSX Ui 3TOW Mapbl BO3MOXKEH
puck CF, um pomurenn MOTyT OOpaTUThCS B T'€HETHYECKYIO
KOHCYJBTAIHIO.

CyIecTBYIOT MOCIEACTBUS, KOTOPble MOTYT TOBIHATH HA
IUTAHAPOBAHHUE POJXKJICHUS JIeTEH B ceMbe M y ITOro peOEHKa Io
JOCTIKEHUH UM PEIPOLyKTHBHOTO BO3pacTa.

19. Kaxosvl MunumanvHo npuemnemvle cmaHoapmvl coobujenus
cembe o ouaenose CF nocie NBS?

a) Crenmanuct no CF 1omkeH IMYHO 00CYIUTh Pe3yabTaThl C
POUTEIAMH.
b) CeMbsl IOJDKHA MOJTYYUTh MHCHMEHHYIO MH(OPMAIMIO IS

MIPOYTEHHs TOCIIe KOHCYJIBTAIMU. DTa HHPOPMAIHS TaKiKe
JODKHA OBITH HampaBieHa CEMEHHOMY Bpady MEepBHIHON
TIOMOILY.

c) CeMbsl JIOJDKHA HMMETh SICHOE NOHMMaHWe OMmkaimmx u
JUTITENTBHBIX MJIAHOB B OTHOIIEHUH JIeUeHHsI peOEHKa.

1.10. Kaxosvl munumansho npuemnemvie cmanoapmvl NPUHAMUA U
Nleuenus pebénKa ¢ comrumensiviv duaziosom” nocie NBS?

a) Peb6énox nomxeH npoitu ocmotp crienuainucta mo CF.

b) OcMOTp MOKET IPOBOIUTHCS B crienuainbHol kinHuke CF,
WU B 00IIeH KIIMHYKE, €CIIH MO3BOJISIIOT MECTHBIE YCIIOBHSL.

c) PacmiupenHoe reHernueckoe CEKBEHHPOBAHHUE —JOJIKHO
MIPOBOJUTECS, €CIM OOHApy)KeHa OJHA WM HHU OJHOH
MYyTaIHN.

d) [loToBas mpoba JOKHA OBITH TNOBTOpPEHAa B IIEHTpE,
MMEIOLIEM J0CTATOUHBIN OnBIT (HopMa — 150 moToBBIX IPo0
B TOJ), M XIJIOPHUAbI TOTAa OMNpeAeTeHbl CTAHIAPTHBIM
METOJIOM.

e) CeMbs IOJDKHA IOJTydaTh YETKYIO YCTHYIO M NHMCEMEHHYIO

nHpopMaryio o pebEHKe, U ICHO IIOHUMATh, YTO OJKHIAeTCs
B XOJ€ Pa3BUTHsA U IOSBICHUS BO3MOXKHBIX CHMITOMOB.
Orta wuHoOpMamMs TakKe JOJDKHa OBITH HampaBlieHA
ceMelHOMY Bpady MepBUYHON OMOIIH.

2. JluarsHoctuka

W3zabens Cepme-Tonemo (Opanmms)
Kesun Y. Cayzepn (CK)
Haranest Kampekast (Poccms)

: Omnpenenenne: peOEHOK € MOBTOPHBIM ITPOMEKYTOUHBIM PE3yIbTaTOM
MOTOBOM 1poOBl, nin pedéHok ¢ 1Bymst myTanusimu rena CFTR (oxna u3
KOTOPBIX HMECT HEsICHOE (DEHOTHITMYIECKOE TIPOSIBICHNE) M C HOPMAJIbHBIM
WY TIPOMEXYTOUYHBIM PE3YJIbTATOM MOTOBOM MpoOkL. [TpoMexyToUHbIH
Ppe3yJIbTaT OTOBOM MPOOKI — 3TO YpOBEHB XJiopua B rore ot 30 10 59
MMoIb/1 [4].
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Jlis  IMarHOCTHYECKOH OIICHKHM KHUCTO3HOTO  (ubpo3a
HACTOSITEIbHO HEOOXOJUMO MOANEPKUBATh BBICOKUH YpPOBEHb
OKa3aHMs MoMOIIM. JlMarHoCTHUECKOe MOATBEPXkKACHUE TpedyeTcs
HE TOJBKO JETSAM M B3POCIBIM, OOpAlIAIOIUMCS C MOA0OHBIMU
KIMHUYECKMMH  CHMNTOMaMH, HO W MIAJEHIAaM  Ipu
MOJIOKUTEBHOM PE3ylbTaTe CKPUHHHTA WM, MOXET ObITh, C
MOJIOKUTEJIbHON ceMeilHoi ucTopueil. Crenyrolye MOJOKEHUS

OTHOCATCS K JMAarHOCTHKE, IPOBOJVMOH BHE CKPHHHHTA

HOBOPOXIAEHHBIX.

2.1 Kaxosvl  munumanvuvie  mpeboéanus K - NPOGEOEHUIO

ouaznocmuxu na CF? [5, 6]

a) Bo03MOXXHOCTE TIPOBOJMTH aHAIM3 IIOTOBOM IPOOBI IO
CTaHJapTaM, ONMCAaHHBIM HIKE.

b) B03MOXXHOCTE BBIIOJHATE T€HETHYECKOE TECTHPOBAHHE C
MUIICHSAMHU, Hauboyee MOAXOMAMIMMH JUII  MECTHOH

nomyasinuu. JIolbkeH UMeTbCA JOCTYH K PacLIMPEHHOMY
anamusy JIHK sk3oHa, ecam notpedyercsi.

c) Pecypchl Ui npoBeieHUs] KIMHUUYECKOW OLEHKH, BKIIOYast
OLIEHKY COCTOSTHMSI PECNUpPATOPHOH CHCTEMBI (TIOCEBBI
KyIbTypbl M3 JBIXaTeJIbHOTO TpaKkTa Ha TATOTEHBI,
cszanHble ¢ CF, TectupoBanne QpyHKINH 1 CHUMKH JIETKUX
B COOTBETCTBMH C BO3DACTOM), HEHMHBA3MBHAs OIEHKA
SK30KPHHHOH (DYHKIIHH IOJDKETYIOYHOH JKele3bl, aHaln3
CIIEPMBI Y B3POCIBIX MY>KUHH.

2.2. Kaxoewl duacnocmuueckue kpumepuu ot CF? [5-7]

YpoBeHb XJ10puaa B OTE BBIIE 59 MMOIIB/T,

H/UIH

JiBe mytarmu CFTR B mparnc nonoxenun®, Bpispiatoniue

CF,

"

BpoxxaéHHbIe Hin KIIMHUYECKHe TPU3HAKHU, BKIIOYast (HO He
OrpaHnuuBasch): AUMGY3HYIO OPOHXOIKTAZUIO, MOJIOKHUTEILHYIO
KyJIbTYpPY MOKpPOTHI Ha cBa3aHHble ¢ CF marorens! (ocobeHHO
P. aeruginosa); 5K30KpHHHYIO TAHKPEATHYECKYIO HEIOCTATOUYHOCTb;

CHH/POM  TOTEPH  CoJield;  OOCTPYKTHBHYIO  a300CIEPMHUIO
(My>XUYHHBI).
2.3. Kaxosvl  munumanvhvie  mpebosanuss K 1abopamopu,

nposodsugeti nomogwvle npoowi? [8]

a) OT100p mpo6 1MoTa ONBITHBIM MEPCOHANIOM (He MeHbIe 150
MOTOBBIX TPOO B TOJ), COIJACHO HAIMOHAIBHBIM MU
MEKTyHapOIHBIM AUPEKTHBAM, MOJJICKAIINI PeryIIpHOMY
(e pexxe 1 pasa B rox) peleH3npoBaHHIO. BHyTpeHHmit
KOHTPOJIb KauecTBa MY aHanu3e 1nota (0OBIYHO TPH MPOOHI)
C TIpUEMIIEMBIMH IOKa3aHMSIMHA  COIJIACOBAHHOCTH IIO
XJIOpUY Hepes KaKabIM 00pasIom.

b) Hcnonb30Banue HPOMBIIIIEHHO BBIYCKAEMOT0
o0opynoBaHusi, OAOOPEHHOrO JUIA  JUAarHOCTUYECKON
HPaKTHKH.

c) PerynsipHplii BHEHIHMH KOHTPOJIb KAayecTBa [0 aHAIUTAM
COTJIACHO HAIJMOHAJBHBIM JIMPEKTHUBAM.

24. Kaxoewl ouaznocmuyeckue cmanoapmul 0115 nomosoil npoowt?

[]

a) KonnuecTBo 1OTa JOJDKHO IOKa3bIBaTh  aJEKBATHYIO

¥ TepMuH «MyTALHs» ABISCTCS CHHOHUMOM «IIaTOTCHHOI'O BApHAHTay,
cornacHo 6ase manusix CFTR-2 (http://www.cftr2.org).

CKOPOCTh BbIIENeHHMs rmota (15 M1 Iyt cucTeMsl poOHpOK

Macroduct™).

b) YpoBeHb XJI0puaa B MOTE BEIIIE 59 MMOJIB/JI COTIIAcyeTcs ¢
nmuarnozoM CF.

c) B nepBble miecTh MeCALEB )KU3HU YPOBEHb XJIOpHA B MOTE

HiDke 30 MMOJIB/JT TIOKa3bIBaeT MaJIOBEPOSITHOCTH HArHO3a
CF. He umeercs MEXIyHapOJHOH COTJIACOBAaHHOCTH II0
HIDKHEMY TTOTPaHUYHOMY TIPEAENy MOCHe 3TOro BO3pacTa, U
npepiaramch moporu B 30 wim 40 MMOIB/.

d) [lanmenTsl ¢ TOTpPaHWYHBIM YPOBHEM XJIOpHIa B IIOTE
JOIDKHBl ~HPOHTH MHOBTOPHYIO IIOTOBYIO IIpo0y H
nanpHelniee oOcnenoBanue B cnenuanbHoM IieHTpe CF,
BKJIIOYAIOIIEE  JACTAlbHYH KIMHUYECKYI0 OLEHKY U
pacumpennsiii ananus resa CFTR na myranuu [9, 10].

25. Kakoevl  munumanvhvie  mpebosamust
nposodsueti ananusvl Ha mymayuu 2ena CFTR? [10]

K Jabopamopuu,

a) JlaGoparopust ODKHA OBITH CIIOCOOHA K BBITOJHEHHIO
tecrtupoBanust JIHK ¢ mcnons3oBaHneM BBICYNIEHHEIX ITPOO
KpoBH, 1ensHOH KpoBH (¢ D/ATA) 1 mEIHBIX Ma3KOB.

b) Auanus 1po6 MOIKEH NPOBOAUTHCA He pexe 1 pasa B

HEZeN0, BO M30eKaHHE 3HAYMTENBHOW 3aJICPKKH B
oOpaboTke.

C) JlabopaTopusi JOJDKHA Y4acTBOBATb B MEPOHPHATHAX 110
BHEIIIHEMY KOHTPOJIIO KauecTBa ¢ cepTH(HUKALMEH He pexe
1 pasa B roz.

d) IlepBuunas mabopaTtopust HODKHA OBITH CHOCOOHA K
NIPEJOCTAaBICHHI0 ~ OTPAaHMYCHHOTO  Habopa  MUILICHEH

myramun  CFTR, Oynydm cTapTroBOM TOYKOH, KOTOpas
pacro3HaéT He MeHee | aHOMaJbHOTO ajuiens y Oojee dyeM
90% mnamuentoB ¢ CF B 1okanbHON MO JISIIUY.

e) Ecin pacno3Hana Juiub OJHA MYyTalus, PacIIMPEHHBIH
anamn3 J{HK sx30Ha (cexBeHMpOBaHUE T'eHa) JOJDKEH OBITh
JIOCTYIIEH B MEPBUYHON 1ab0OpaTOpPHU, WIX BO BTOPUYHOU
1a00paTopuH.

f) BO3MOKHOCTH ~ BapMaHTa  OOJIE3HH,  ONpPEIETIEHHOTO
cexBeHupoBanueM JIHK, nomxHa onenuBatscs mo 0Oase
nanHelx CFTR2.org. O HOBBIX MyTanMsAX WM BapUaHTaX
clieqyer cooOmarb B 0a3bl JaHHBIX, OTHOCSAIIHECS K
JIOKycam (Takue Kak CFTRI1
http://www.genet.sickkids.on.ca/app), uro0el 06aerduTsh
OyIyllyl0 HMHTEPIPETAlMI0 BAPUAHTOB C HEH3BECTHBIM
KIMHUYIECKHM 3HAYEHHEM.

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

a) Iockonsky CF — 3710 ayrocomuasi peneccuBHasi 00Je3Hb,
muarno3 CF moareeprkmaercst y HanieHToB, KOTOPBIE HECYT
nse BepBarone CF Myranmu (kimaccHUIMpoOBaHHBIE B
6a3ze manneix CFTR-2) B mpanc nonoxenu (T.e. M0 OHOU
MyTallid Ha KaXIOH M3 TOMOJOTMYHBIX XPOMOCOM).
OnHako oTcyTcTBHE JBYX BbI3bIBatomux CF wmyTtarmit
nocne pacmupeHsoro ananusa JHK npu Hammumn apyrux
TUNUYHBIX KIMHUYECKUX M J1a0OpaTOpHBIX MOKa3aTenel
Oone3nn, mwm aHoManbHBIX O6nonpo6 CFTR (cm. Hinke) He
uckirogaer CF.

b) [Maupentam ¢ «MyTalMAMH,
MOCIIE/ICTBUSY ~ Tpebyercst
cneuuansHoM nentpe CF.

UMCIOIIUMHU  pa3JIMYHbIC
;[aaneﬁuIaﬂ OLCHKa B

27. Kaxoebl MuHumansHo npuemnemvle CmaHoapnisl ROMOWU npu
coobwenuu ouaenoza CF'y nayuenma ¢ cumnmomamu? [2]

a) O monoxuTensHoM auarnocrudeckom tecre Ha CF crenyer


http://www.cftr2.org/
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co001aTh HEeMEJICHHO (MIealIbHO B TeUeHue 24 vac.).

b) [NanmenT wnmm poAMTENN/ONEKYHBI JOJDKHBI ITOTYYUTH
SICHYIO IIMCBMEHHYIO U YCTHYIO HH(OpPMAIHMIO 0 OOJIE3HH, U
OBITH 00ECTICUCHBI OCTYNOM K 3JIEKTPOHHBIM HCTOYHHKAM
B JIeucOHOM/HAIMOHATGHOM  YUPEKAEGHHM  IAIUeHTa.
JloikHa OBITH IIpefOCTaBI€Ha KOHTAKTHAs WH(OpMarys
cootBercTByIomero 1entpa CF (cormacHo HampaBieHUSAM
MOMOIIM Ui BHOBb JauarHoctupoBanHoro CF B kaxmoit

CTpaHe).
C) JlomkHO OBITH HPEUI0KEHO IeHETHYECKOe
KOHCYJIBTUPOBAaHHE M HPEIOCTABICHBI  KOHTAKTHI  C

KIMHUYECKOH TEeHeTHYeCKoi cimyx0o0il. Oto obnerdur
npegynpexxaenue CF B 3aTpOHYTBIX CeMbsAX, BKIIIOYAs

POJICTBEHHHKOB, ~ KOTOpblE ~ MOTYT  TIOJBEpPraThcs
TMOBBILIEHHOMY PUCKY 3a60J1eBaHHS.
d) JIns OleHKH MOHUMAHMS JIOJKHO OBITH 0(OPMIIEHO CKOPOE

Ha3HayeHue Ha HaOmojeHue (He OoJibllie, YeM 4Yepe3 OJHY
HEJIENI0), W MpEeNOCTaBlIeHa KOHTaKTHash HHQOpMAIms o
nentpe CF.

e) [laupeHTsl W POAWTENHM/OMEKYHBI JOJDKHBI IMOJIYYUTh
KOHCYJIBTALMIO O JPYrMX HCTOYHUKAX HH(DOPMAIWH, B
YACTHOCTH B UHTEpPHETE.

f) Ha nepBoii pumarHocruyeckoi BCTpeue MAUUMEHTHl U
POJUTEIN/ONIEKYHBI JIOJDKHBI TIOJYYUTh HWH()OpMAIHI O
MoJieNu Oy IyIied KITMHIIECKOH TOMOIITH.

238. Kakoevl munumansHsle cmanoapmel ROMowu U HAGIOO0eHUs.
0151 6HOBb OUACHOCIUPOBAHHBIX nayuenmos?[5]

[Mamment ¢ auarnozom CF j0DKeH MOMY4YUTh HEMEIJICHHBIN
noctyn B crnenuanbHblii neHtp CF, crmocoOHBI OKa3biBaTh
MEXJIMCIMILTMHAPHYIO TOMOIb, KOTOpasi OTBEYAaeT CTaHJIapTaM
oMoy, npunateiM ECFS.

29. Kaxosvl munumanshvle cmanoapmul nomowiu u HAOmoOe s
o nayuenmos ¢ npeononoxcumenshoimu  cumnmomamu  CF u
npomedcymouHbim yposrem xiopuoa 6 nome?|[5, 6]

a) [lanmenTsl, KOTOPBHIM TIOCTAaBIECH IIPEINOIO0KUTEIBHEIN
quarno3 CF, m ¢ IpoMexyTOYHBIM YpOBHEM XJIOpHIa B
ToTe, ¢ OAHOI MyTanmei wian Ge3 BBIIBICHHBIX MYTalUi,
JOJDKHBI TONYYHUTh JOCTYM B crenuansHbii nentp CF ans
HEOOXOMMMOM OIleHKH. Ba)kHo, 4TOOBI Takue MaIieHTh
MOJy4anu JOJTOCPOYHYI0 momolns. HaGmiogenue B MHOH
knuHuKe, yeM kiauHuka CF, MoeT ObITh MpuUeMIeMbIM B
COTPYAHMYECTBE CO creruansHbpM reHTpom CF.

b) BcnomorarensHbie TeCTEI MOTyT HoATBepauTh nuaruo3 CF
yepe3 oOHapykeHHe (eHoTHra OOJIe3HH BTOPOTO OpraHa,
TaKoll Kak HEJOCTaTOYHOCTh ITOJDKEITYZOYHOM IKeIe3bl
(dpexampHas maHkpearmueckas 9inacraza), CBAVD vy
MY)K4YMH, TMOpakeHHe IETKUX WM CHHyca, JHOo uepe3
BBIBJICHUE AHOMAJIMKM MOHHBIX KaHanoB (cM. Pasnen 2.10).

c) DTH MalKEHTHI MOAJIEKAT BHUMATEIBHOMY HaOJIOJCHUIO B
OTHOILICHUH Pa3BUTHs OCIOXKHEHHI U BBEJCHHS TPEOyeMOi
Teparum.

2.10. Jlomicubl - nayuenmol ¢ COMHUMENbHbIM — OUACHO30M

npoxooums mecnvl 6uonpobvl CFTR (Hocosast pasHocms nomenyuanos,
uzMepenue unmecmunaivho2o moxa)? [11]

[Manments! ¢ comHuTenbHBIM TuarHo3oM CF nomkHbI OBITH
oOcnenoBansl cnenuanuctoM o CF. B cioydasx ¢ mpoMeKyTOYHBIM
pe3yIbTaToM TOTOBOM poOEL, JanbHenme
JNEKTPOPHU3HOIOTHUCCKIE  HCCIICOBaHUS  (HOCOBas  Pa3HOCTh
MOTEHI[UAJIOB, U3MEPEHHE KOPOTKO3aMKHYTOI'O HMHTECTHHAIBHOTO

TOKa), 10 BO3MOKHOCTH, JOJDKHBI OBITH POBECHBL.
3. Ilpexynpe:xaenue mporpecca Jérounoii 6o1e3nn yepe3
obecrieyeHHEe BCeM MAINMEHTAM JOCTYIMHOCTH TePANUH C

NpoBepeHHOo I3PPeKTHBHOCTHIO

®enuke Patven (Kanana)

Tatpux ®mom (CILA)

Amnan Cmur (CK)

Oxwunaembii  cpox  xkm3uu ¢ CF  3a  mocnegnue
4 necstunetdss  3HauMTenbHO  yBenmumics  [12]. Ogwnako

6onpiinHCcTBO manueHToB ¢ CF emé ymupaer oT pecnupaTtopHOi
HegocTaTouHocTd  [13], W MO3TOMY 3aMeIeHHe MPOrpEeCCHH
néroyHoil Oone3HM ocTaérca ThnaBHOM wenbto Tepamun  CF.
OcHoBHO#1 nmepexr mpu CF TOpUBOAMT K HEIOCTATOYHOCTH
MYKOLIMJIMAPHOTO ~ OYHMILCHMS, 3aCTOK CIU3M UM BTOPHYHOMN
MH(EKINN TaKMMHU TaToreHaMH, kak Staphylococcus aureus u
Pseudomonas aeruginosa. Xponudeckass HH(EKIHs (C BbI3BAHHBIM
HelTpoduamu BOCIAJICHHEM ) epeMexacTcs OCTPBIMH
OCJIO)KHCHHSIMH, TIOCJIC KOTOPBHIX (YHKIMS JEKAX MOXET He
BEpHYThCS K ucxomHomy yposHio [14]. CrenoBarensHo, st
COXpaHEHUs JErOYHOH (YHKIMH BaKCH TINATCIBHBIA €KEIHEBHBII
yXOJI M CpOYHas, arpecCHBHas Tepamus NpH 00OCTpeHHsX. B
JaHHOM pazjiene 0OCyKIaeTcsi Hawilydlias NpakTUKa B 3TOM
obmacTu.

3.1. Credyem u 1euums nepeuyHble Wik HOGble OAKMEPUATbHbIE
uHgexyuu, svizeannvie Pseudomonas aeruginosa?

Ocrapnennas 6e3 nedyenus, HoBast nH(pekiws P. aeruginosa
OyJeT NporpeccupoBaTh BO BTOPHYHYIO HH(EKIHIO, KOTOpas
CBsI3aHA C YXYy/JUICHHEM JErovHOil (QYHKIUH, yXyALICHHEM
MHUTAHUS, YACTHIMU JIETOYHBIMH OOOCTPEHHMSMH M IOBBIIICHHEM
cmeptHocTH [15]. He mmeercst sicHBIX yKa3aHHii Ha TO, KaK CKOPO
ClIelyeT HAUMHATh PAJAUKAIBbHYIO TEPAIMIO, HO JICUCHHE JOJDKHO
HAa4YMHATBCSL OBICTPO (HE mMOIPKe 4eM uepe3 4 Heenu Iocie
MOJIYYCHUS  TIOJIOKUTEIBHOTO PEe3ysbTaTa KyJIbTHBHPOBAHMS).
EcTh HECOMHEHHBIC CBHACTENIBCTBA (B PEKTUBHOCTU paanKaIbHOMH
Tepanuu npotuB P. aeruginosa, HO emié HU OAMH PEKHUM HE
MOKa3all CBOEro mpeumyiiecrsa B dpdexruBHoctr [16]. Meroast
BKJIIOUAOT: 28 nHell mHramsuuu pactBopa toopamunuua (TIS), n
10 3 MecALeB COYeTaHUs] MHTaIALUI KOJIUCTHHA C IepOpaIbHbIM
npuémoM 1unpoduokcanuna [17]. Heobxoanmo mociexnyromee
HaOJII0ICHHE MO KYJIbTypaM, YTOObI MOJITBEPAUTh MCKOPEHEHHE
HHPEKINH.

3.2. Kax  creoyem  neuumo
unexyuio Pseudomonas aeruginosa?

XpOHUYeCKyl0  OAKMEPUAnbHYIO

Ecin pangukanbHass Tepamusi He ObUta  YCIEMIHOM, TO
JIMarHO3 OIPEeNeNIAeTCsl KaK XpOHHMYecKas HMH(EeKLHs, M HOJDKHA
ObITh ~ HA4YaTa  JONTOCPOYHAs  HHTASIIUOHHAS — Teparms
antubnotukamu [18]. Jupexruspl CIIA pexkoMEHIYOT st
MAILMEHTOB cTapiue 6 JieT ¢ XpoHuYeckoil nHekuuei P. aeruginosa
MecstuHble Kypesl TIS ¢ mepepbiBamMM, HE3aBHCHMO OT TSDKECTH
JEroYHOM GOJIC3HH, HA HEOTIPEICTIEHHYIO JTHTEILHOCTE cpoka [19].
XOTsl OTCYTCTBYIOT HCCIIE€I0BAaHNSI OTHOCUTENBHO JIETel Miaare 6,
JiedeHHe C SKBHBAJECHTHBIMU J03aMU TAaKXKe PEKOMEHIyeTcs U B
9TOH Bo3pacTHOH rpymme. JomyctuMelid pexum — 300 Mr 1BaKIbI B
JIeHb, 28 nHEH, depelyIoIIMics ¢ INepepblBaMHu JieueHHs Ha 28
npueit. Maramamus cyxoro mopomka TtobOpammimHa (TOBI
Podhaler™) wumeer paBHO3HauYHYI0 3(Q(EKTUBHOCTB, KakK ObLIO
nokazano B [20]. Wuramsums  a3tpeoHaM-imsuHa  [21]
pEKOMEHJOBaHA KaK albTepHATHBA M  EBPONEHCKUMH, H
amepuKkaHcKuMH JupektuBamu. Komernn (2 ME nBax/s! B 1eHb)
IIMPOKO McHonb3yercs: B EBporie, u ceifuac moctyneH Takke B BUAE
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npenapara cyxoro nopouka [22]. Cneuuanuct-(puznoTepanest
JIOJUKEH PEKOMEH0BAaTh paclucaHue NpuéMa HHIaISIHOHHBIX
JICKApCTB U MOJIXOASAIINN METO HHTAJIALUH.

33. Tlokasana mu xponuueckas noooepicusarowas mepanus OJs
JleyeHusi Opyeux uHgexyuii?

Xots JUI1  HEKOTOPBLIX MNAalMEHTOB JIUTEJIbHBIC KYPChL
aHTUOMOTHKOB 6J'IaFOTBOpHBI, ceiiuac MMEIOTCS HEMHOTHE JaHHBbIC B
M0JIb3Y XPOHMUYECKOW MOJAEP>KUBAIOLIEN Tepanuu MPOTUB IPYTHUX
Gakrepwuii, kpome P. aeruginosa.

3.4. Tlokazana 7w
baxmeputi?

npogunakmuueckas — mepanusi  Npomus

IIpodumakTnka (IIyKIOKCAMIUIMHOM B  TIEPBBIC T'OJBI
JKU3HH JUis TipepynpexiaeHus uHdekuuu Staphylococcus aureus
HOJICP)KUBACTCS  JUPEKTUBAMH B  OJHHMX CTpaHax, M He
PEKOMEHJIYeTCs B APYIHX; TOT BOIPOC OCTA&TCs MPOTHBOPEUUBBIM
[17]. He umeercst qaHHBIX B I0Jb3y MPOGHIAKTHYECKON Tepariu
HPOTHUB APYTUX OaKTEpHi.

3.5. Hensemes mu guzuomepanust CywecmeeHHbIM KOMIOHEHMOM
Xpouuueckoli nooddeporcusaroweli mepanuu? Ecmb au makou memoo
OUUCTIKU ObIXAMETbHBIX HYmell, KOMOPbill Tyuuie Opyeux Memooos?

®uznorepanus TPYAHOH KIETKH C LEIbl0 OYMCTKU
JBIXaTeNbHBIX TyTell pekomenayercst aupektuBamu CK [23] u
CHIA [24], u nmomkHa ObITh fgocTymHa BceM manmentam ¢ CF.
Henasuue napaniensHble HCnbITaHus [25] mokasanu, 9to 00bIYHOE
MOJIOKUTENbHOE  naBineHue  Bbimoxa (PEP)  nyume, dem
BBICOKOYACTOTHBIE ~ KONEOAHUs TPYAHOH CTEHKH (KOTOpBIE
OCHOBaHBl Ha JoporocrosieM oOopyaoBanuu). OgHAKO B
OONIBIIIMHCTBE CITydaeB HE HMEETCS JaHHBIX O MHPEHMYINEecTBax
KaKkoro-mmbo OJHOTO METoJa B CPaBHEHHH C JPYTHMH.
CrnemoBaTenbHO, METOA OYMCTKM MABIXATENBbHBIX ITyTEH JOJDKEH
no0uparthesi MHANBHAYaIbHO [26]. [Ipyn Ha3HAUCHHUH MOAXO/SIIETO
METOJIa OYMCTKH JIBIXaTeJIbHBIX ITyTeH HEOOXOAUMBI T'MOKOCTh U
OpUHSATHE BO BHUMaHWMEe MPEANOYTeHHil mamueHta [27].
Crenyanuct-Gpu3noTepaneBT JOJKEH HMEeTh OOIIUPHbIC 3HAHUS 1O
BceM MerogaMm, mo maro¢umsmonornu CF, mo anpTepHATHBHBIM
pELICHUSIM U MIPOTHBOMOKA3AHUSIM IS Pa3IMYHbIX mporeayp [26].
VYnpaxuenns n pusndeckast akTUBHOCTh JOJDKHBI OBITH BKITFOUCHEI
B o0mmii mpomecc (UHOTEpANNH, TPEIaraeMblii KaKIOMy
napeHty ¢ CF, He3aBHCHMO OT BO3pacTa M TSIKECTH OOJIE3HH.
OcrnabneHue criocOOHOCTH K YIPa)KHEHHSIM CBSI3aHO C YXY/IILICHHEM
JIbIXaTeNbHON (QyHKIUK U BbDKHBaeMocTH [28].

3.6. Kaxkosvl sadicHeliuie KOMROHEHMbl JIe4eHUs NAYUEHINO8 60
8peMsL INU30008 KIUHUHECKO20 YXYOuleHus?

a) Pannee BrIsBIICHUE U JIEUEHHE.

IIporpecc nérounoit Gomesnm mnpu CF xapakrepusyercs
nMepuofiaMi  CTaOWIBHOCTH WM BPEMEHHBIMH  SIH30/aMH
KIIMHIYECKOTO YXYALICHUS, Ha3bIBAEMBIMU «IETrOYHBIMI
oboctpenusmu» (PEX). CornacoBannoro ompenenenus PEX He
CYIIECTBYET, HO HEO00XOAWMO, 4YTOOBI 3TH SHH30IbI OBICTPO
JUarHOCTUPOBANUCh M Jednmnuch. IlaleHTsl ¢ HM3MEHEHusIMH B
CUMIITOMaX, KOTOpbIE MOTYT yka3biBaTh Ha PEX, NOMKHBI MMETh
OezoTiaraTeNbHBIH  JOCTYH B  CHEHHAIM3UPOBAHHBIN  LEHTP.
HeobxomuMsie cpencrBa quarHoctuky it oneHkn PEX Brumouaror
u3MepeHHe JIETOYHBIX (YHKIHH, MHKPOOMOJIOTUUCCKUI aHAIN3 U
pentrenorpaduio. s stewenmss PEX  oObraHO  TpeOyroTcs
AQHTHOMOTHKH, KOTOpPBIE BBOJSTCS MEPOPANBHO MyTEM HHTATALHH,
WM BHYTpUBEHHO. Ecim manueHTy TpedyeTcs ToCIUTaIN3anus 1

BHYTPUBEHHOM  Tepamuu  aHTHOMOTMKAMH, TO BaXHO  HE
OTKJIQJIbIBATh €E.
b) MesKUCIMILTMHAPHAS TOMOIITb.

Jleuenne oboctpenuii CF monaraercs He Ha OJHY TOJBKO
AQHTHOMOTHYECKYIO TEpamuio, a TpebyeT MEXAUCHUIINHAPHOTO
noaxona. IlanmenTam cremyeT perymasipHO TNPOXOJAUTH OCMOTP
CIIeIMaNCTa-(QU3HOTePaNeBTa,  KOTOPBI  YIYYIINT  OYHCTKY
JBIXaTeNIBHBIX IyTeH U, €CIM HYXHO, ONTHMH3UDPYeT pPEeKUM
uHramanuil. Bo Bpems PEX y nanueHToB Hepenko CHHKaeTcs
anmeTuT, U UM TpeOyeTcs YBEeIHYeHHOE MOTpeOIeHHe Kalopuid
BCJICZICTBHE  MOBBIIICHHOW  METaOOMMYECKOH  MOTPEOHOCTH.
Hab6monenne CHeIHanuCcTa-UeToora OYeHb BaYKHO.
BuyTtpuBeHHbIE AaHTHOHMOTHKM CIIETyeT BBIOMpAaTh C Yy4acTHEM
(hapmarneBTa 1 HH(EKIHOHICTa-MUKPOOHOIIOT.

C) Pesxum aHTHOMOTHKOB.

®dapmakokuHeTnka antHOMoTHKOB Tpu CF nmeer ocoObrit
Xapaktep, M TpeOyeTcss Iox00p MO3MPOBKH aHTHOHMOTHKOB
COTJIACHO CIELMATbHBIM JUPEKTHBAM (B HEKOTOPBIX CIy4asx — C
noBbiierneM 103e1) [29]. Tlporus P. aeruginosa pekomeHmyercst
KOMOHMHAIMS U3 BYX U OOJbIlle aHTUOMOTHKOB, U OOBIYHBINA KypC
14 nHeli BHYTPHBEHHOH Tepamuu, XOTs NOATBEPKACHUN 3TOMY HET
[30]. Bonee mmurenbHas Teparmus OJaroTBOpHA Il HEKOTOPBIX
MalMeHTOB, W pelleHne o0 3TOM JOJDKHO OCHOBBIBAThCS Ha
MEJMIMHCKUX IOKa3aHMAX, a HE Ha pecypcax M CTOMMOCTH. B
OT/CNBHBIX  CIIy4asX KCIOJb3yeTCs HAJOMHas BHYTPUBCHHAs
aHTMOMOTHYECKas Teparus, HO IporpamMMa JOMAIIHEro yxoja
TpeOyeT rapaHTHH, 4TO BCEC YKa3aHHBIC BBILIE aCIEKThl BXOIAT B
wiad JjedeHuss. Ilosromy cTanMoHapHOe Jie4eHHE OCTa&TCs
CTaHAAQPTOM  TMOMOIIM  JuUli  OOJILIIMHCTBA  MAI[MEHTOB,
HY)KIAIOIIUXCSI BO BHYTPUBEHHOI aHTHOMOTHYECKOI Tepartvy.

d) OlleHKa PEaKIiy Ha TEPAITHIO.

B nauane un no okonuanuu neyenust PEX Baxxno nposeputh
¢bysakmio nérkux. HecMOTpst Ha MHTEHCHBHYIO TEpaIMio, OKOJIO
25% mnanmeHToB mocne 000CTpeHusi, TPeOyIoIero BHYTPHBEHHON
AQHTHOMOTHYECKOH Tepamuu, HUMEIT OCTaTOYHOE YXYAIICHHE
néroynoil  pynkumu [14], uyro mog4EPKUBAET HEOOXOIMMOCTH
TIO/IJIeP>KUBAIOIICH TepaIHu IS IPeTyPEKACHHST 000CTPEHNUI.

3.7. Kaxosa pexomeHO08aHHasi XpOHUYECKAsk NOOOEPIHICUBAIOUYAs]
mepanus 05 COXPAHEHUsL 300P08bs NE2KUX!

OOumpHBI 0030p 3TOI TeMbI HE BXOIUT B 3a/1a4U JAHHOTO
JOKYMEHTa; OH MMeeTcs B Apyrux umcrounnkax [19, 31]. Meromsr
OUYHMCTKHM JIBIXaTeJNBHBIX MyTeH, (Qu3ndeckas aKTHBHOCTD U
HOAJEeP)KUBAIONIas JMeTa — BaXKHBIC KOMIIOHEHTBI COXpPaHCHHUS
3JI0pPOBBSI JIETKUX, HO 37I6Ch MBI 00CYK/JaéM TOJBKO JIEKapCTBEHHYIO
Teparuro.

3.7.1.  Myxomumuxu

EnuHCTBEHHBIN areHT ¢ J0Ka3aHHOU () (EKTHBHOCTHIO MPU
CF, pasznmararomuii cmu3e — jgopHasa anbda. lcciemoBaHusMEH
MOKa3aHbl yIydIleHne (QyHKIUN JErKnX U COKpamieHHe JErouHbIX
oGocTpeHnii y GONBHBIX HE3aBHCHMO OT TSDKECTH COCTOstHHs [32].
HenaBaue cooOmennst 1o aHauM3y KpPYNHBIX 0a3 JaHHBIX
CBUJICTENILCTBYIOT, YTO JIOpHa3a aib(a 3aMe/uIseT YXYAIICHUE
nérounoil Gpynkumu [33]. Ddekr nedeHns He TOCTHraeTCs, eCin
JIeUeHUe HpepBaTs, nosToMy  TpeOyercs  JUIMTENbHAs
MOJICPKUBAIOIIIAS Tepamnus. D¢ dexTHBHOCTD JIpyTuX
MYKOJIUTHKOB, TaKHX Kak N-alleTIIIHCTENH, He Oblia JoKa3aHa y
6onpHbIx CF [34].
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3.7.2.  Jleuenue cuopamopamu

Jpeixarensaele mytn npu CF 00e3BOKEHBI, a yBEIMYUTH
0OBOIHEHHOCTD [IBIXATEJILHOW ITOBEPXHOCTH MOKHO C ITOMOIIBIO
OCMOTHYECKHMX areHTOB, Ha3bIBa€MbIX ruaparopamu. VX mMexaHusm
JefcTBUs OTJMYAeTCs OT TaKOBOro y JopHasa anbda, u oba
MoAXo/a JOMOJHAIT JApyr apyra. B EBpome mocTymHbl Kak
UHTTALUOHHBIE areHThl TMIEPTOHHYECKHE PACTBOPBI CONMU U
MaHHUTA. ['mneproHmyeckuit paccos (7%) cokpamaer JIErovHbIC
000CTpeHMsI M HECKOJBKO YIydllaeT JIErOYHylo (yHKIHIO, IO
JIAHHBIM cHCTeMaTH4YecKoro 063opa [35]. T'uneproHnyeckuii paccoi
ceiiyac HCIOJIB3YeTCss MHOTHUMHU IIAlIMCHTAMH C YMEPEHHOH u
TSOKETON NErovyHoi OOJE3HBIO; OH MOJIEPKUBACTCA ITUPEKTHBAMU
[19]. Manuut ObUT MPEATIOKEH MO3[HEE; OH TaKKe YIydIlaeT
nérounyro pyuakuuio [36, 37]. DToT mpemapar moctyreH B Gopme
CyXOTO HOpOIIKa, YTO COKpalIaeT BpeMs mpoueaypsl. Oba arenrta
JNEeHUCTBYIOT — pa3jpaxaromie, H TpeOyloT IpeIBapUTeNILHOM
JUJIaTald OPOHXOB U MEPBHYHOTO HCIBITAHUS IEPEHOCHMOCTH.
3.7.3.  Amwmubuomuuecxas mepanus

Wndexnun  ppixarensHeix  myteid npu CF - MoxxHO
MOJpa3/ieiuTh Ha pAaHHHE, TEPeMEeKaIoONIecs M XPOHHYECKHE
nHpexnuu. Takas cxema Obpila Tmone3Ha Ui WHQEKIUU
P. aeruginosa (cm. Beime Bompoc 1) M MOXET HPUMEHSThCS K

npyruMm  OaktepusM. Korma He ynmaércs  HCKOpEHEHWE, W
pa3BuUBaeTCA XPOHUYECKas! UHDEKIUS P. aeruginosa,
UHTBILUOHHAs ~ aHTUOMOTHYecKas Tepamust C  JIOKa3aHHOU

9 (PEKTHBHOCTRIO COKpAINAET JIETOYHBIE OOOCTPEHUS, YIydlIaeT
¢byuknuio n€rkux U obnerdaer pecnuparopHbie cumrrToMsr [18];
MOATOMY OHa SIBISIETCST YacThiO CTaHmapTHOW momormu [17, 19].
VIHransnmMoHHas aHTHOMOTHYECKas Tepanus J0JDKHA Ha3HAYaThCs
KaK JUIMTEJbHAs IOJJICP)KUBAIOIIAs TEparus, C JICYCHHEM JHMOO
€IMHCTBEHHBIM IIpernapaToM, JIMOO € YepeaOoBaHHEM Ppa3TUIHbBIX

aHTHOMOTHKOB. [lomb3a OT JICUCHHS MEPEBEIIMBACT  PHUCK,
CBSI3aHHBIM C pa3BUTUEM PE3UCTEHTHOCTH MHKPOOOB, OOBIYHO
MPEOJ0IeBaeMO  BBICOKUMH  MECTHBIMH  KOHILICHTPALUSIMU
aHTUOHOTHKA.
3.74.  Maxkponuow

Makponunel  OmaronpusitHel  aiast  nanumerntoB ¢ CF,

BO3MOYKHO I10 IIPUYUHE CBOETO JABOWHOTO d(dekTa Ha MHPEKIHIO U
BocrniasieHne. XOTs MEepBHMYHO OHHU He dS(PQPEKTUBHBI IMPOTUB
P.aeruginosa, wuMeroTCs  JaHHBIC, ~yKasbIBAaIOLIME HA  UX
3¢ HEeKTHBHOCTD, KOTJ[a OpPraHW3Mbl HaXOAATCS B OMOILIEHKAX, Kak
9TO MNPOUCXOJMT IPH XpOoHHYecKoi wuHpekuuu P. aeruginosa.
ITokazaHo, 4YTO MOAJCPKUBAIOLIAS TEPANUs A3UTPOMULIHHOM
yiydmana QyHKIu JIErkuX U cokpamana PEX y xpoHudecku
UHOUIUPOBaHHBIX  maiuentoB  [38]; onHa  BKiIOYeHa B
pekomengoBanHoe  Jsiedenwe  [19].  Taxke — HaOMI0aI0Ch
COKpaIlleHHe JIErOYHBIX OOOCTPEHHH Yy MIIAJIINX IAIlMEHTOB, HE
nndunuposanueix P. aeruginosa [39]. Ocrarortcst HeKoTopbIe
COMHEHHSI OTHOCHTENIBHO CTOWKOCTH d3(deKkTa u  BINSHUA
MaKpOJIHI0B Ha HHAYKIHIO PE3UCTEHTHOCTH y IPYTUX OaKTepHii.

3.8. Tomocaem nu  xpouuueckas nooddeporcusarowas mepanis
NpOMUe 60CHaeH s ObIXAMETbHbIX HYMEll, U KaK €20 cledyem ieduns?

Bocnanenue — CyliecTBEHHBIM KOMIIOHEHT JIETOYHOM
6one3nn npu CF. B BocnaneHnn IbIXaTeNbHBIX TyTeH JOMUHUPYIOT
HeWTpoWIBl, W Takue OOBIMHBIC IPOTHBOBOCIAIUTEILHEIC
JEeKapcTBa KaK KOPTUKOCTEPOMIbI, BBOJUMBIC CHCTEMHO WIIU
HHTaJSIIUeH, He UMEIOT JO0Ka3aHHOW 3()()eKTUBHOCTH Yy NAIMCHTOB
CF — kpome JjedeHHs cOMyTCTBYIOIIeH actmbl. [lokazaHo, 4TO
BBICOKHE 036l HOympodeHa 3aMemssioT yXyaeHHe JIEroYHon
¢byukunn [40]. Takoe nedenne TpeOyeT KOHTPOIS yPOBHS B KPOBH,
U HECMOTpsl Ha OOHAA&KHMBAIOIIUE MAAHHBIE, OHO HE MOIYYHIIO

IIUPOKOTO pacrpocTpaHeHust. XoTs celyac HU3y4yaroTcsl Jpyrue
NPOTUBOBOCIAIUTENbHbIE  JIKApPCTBA, OHM [OKa 4YTO  He
MOJICPKUBAIOTCST HU OIBITOM MX MPUMEHEHHS, HU JIOCTYITHOCTBIO
JIUIST KITHHUYECKOM TIOMOIIIH.

3.9. Tepanust mooynsmopamu CFTR — kaxoe neuenue ycmparsem
ucxoomwiii Oegpexm npu CF?

CoBpeMeHHOE JICYCHHE HANpaBlICHO, IMIABHBIM 00pa3oM, Ha
CHMIITOMBI, KOTOPBIE BbI3BaHBI JE()EKTHBIM TEHOM, TOrJAa Kak
tepanus CFTR nomkHa TOBBICHTH O3KclpeccHio Oelka Ha
TIOBEPXHOCTH KIIETOK, MM YCHIHTH €ro (DPyHKIHIO C TOMOIIBIO
(dapmakorepanuy. Takas cTparerust JIGUCHHS MOXET BHECTH
KOpEHHBIE U3MEHEHHs B Pa3BHTHE, WIN Ja)Xe OCTAaHOBHUTH MPOIECC
6one3nn. Ceituac U3y4aroTcsi pasiIMYHbIC IIPeNaparsl, HalleICHHbIS
Ha cnenuduueckrne kmaccel aepexkroB CFTR. Ha ceromust Toipko
OJIHO JIEKapCTBO TOKA3aJ0 SBHYIO KIMHUYECKYIO (P ()EKTHBHOCTS.
MBakadpTop — cpencrso, norenuupyromee CFTR, mzyuanocs npu
perynstoprHoir myrtanuu G551D: oHO He TOmBKO oOneryano
HMOHHBIH TPAHCHOPT (YTO MPOSIBUIOCH CHIDKEHUEM YPOBHS XJIOPHAA
B 1I0T€), HO M YJIy4IIaJO TaKue KIMHUYECKHE IOKa3aTelld, Kak
¢byukius nérkux 1 PEX [41]. DddextuBnas BenmynHa JErovHOM
(yHKIMY TpEeBBICHIIA TAKOBYIO, HAOIIOAaeMyI0 IpH JIF000i Apyroi
JIOCTYITHOM naiueHTam cerons JiekapcersenHoi tepanun CF. Xors
9Ta MyTalyss oOHapyKUBaeTcsi MeHble yeM y 5% Bo BCEM Mupe,
nBakaTOp  MOATBEP)KAACT  MPHUHIMITHATGHYI0 — BO3MOXKHOCTB
yeremHol  papmakorepamuun CFTR. V' nammentoB ¢ myramnmeit
G551D uBakadTOp HOIKEH CTATh YaCThIO CTAHAAPTA TIOMOIIIH.

3.10. Kax  cnedoyem  neuwumv  cpubrosvie  uHpexyuu  u
TAHCENBI/BO36PAMHbBLIL WINEPSUUECKULL OPOHXO~TIE20UHBIL ACNEPIUINE3
(ABPA)?

Aspergillus fumigatus, a Ttaxke npyrue rpuOKH OOBIYHO
00HapyKXuBalOTCs B MOKpoTe maruentoB ¢ CF. XoTst mocnencTsus
9TOTO HE COBCEM MOHSTHBI, TIOCIECAHNE JAaHHbIC YKa3bIBAIOT HA TO,
aro A. fumigatus moxer nelicTBOBaTh Kak IATOTCH Y HEKOTOPBIX
naupentoB ¢ CF [42]. TloaToMy KyJIbTHBHPOBAHHE MOKPOTEI
nanpeHToB ¢ CF  [0MKHO  BKJIIOYATh  OLIEHKY I'pUOKOB.
Annepruyeckuii OpOHXO-JIETOYHBIN acmepruiuié3 — 3TO XOPOIIO
u3ydeHHOe ocnokHeHne y manmentoB ¢ CF, W OHO JOIKHO
MIPOBEPSITHCS Y JIFOOOTO MAIMEHTa C KITHHIIECKHM YXY/IIICHHEM, HE
TOUTAFONIINMCST aHTHOHOTHYeCKO Teparmu [17]. lnarHocTnyeckne
TECTHI BKIIIOYAIOT: KOKHYIO aJUIEPTHYECKYIO TPO0y, OIpeeleHne
ypoaeil IgE u cnemupuueckoro x Aspergillus IgE B cbiBopoTke
KPOBH, OIpE/CICHUE MPEUUIUTUHOB ChIBOPOTKH K Aspergillus.
Takue aHAIM3BI JOJDKHBI OBITH JOCTYIHBI B KOKIOM YUPEKICHUH
novou npu CF. Jleyenue: nepopaybHbI NPEIJHU30JIOH ILIIOC-
MHHYC IPOTUBOTPpUOKOBas Teparms [17].

3.11. Kax cnedyem secmu nézounyro bonesns?

d Jlnist oneHkH 1 00CyXIeHHS Bcex acnekToB nomouu npu CF
HEeoOX0MMa MEXIUCHUILTMHApHAS OpUrajga CrelHaaIicTOB.

. PerymnsipHBIf MOHUTOPHHT BKJIIOYAET OLEHKY ITOJIOXKSHHUS C

OYHCTKOI ABIXaTEeIBHBIX TyTeH, METO1a HHT ALK 1
OLICHKY COOJIONICHUS PEXUMA.

. Knmangeckue o6cneioBaHust, KOTOPBIE JOJDKHBI
BBINIOJIHATHCS HE peske 1 pasa B 3 Mecsla, U BO BpeMst
YXYULCHHsT CUMITOMOB [43].

. [TockonbKy WH(pEKIHs IbIXaTEIbHBIX IyTeH — TJIAaBHBIN
meuratenp Jiérounoi OonesHum npu CF, mpu kaxmom
MOCCIIEHNN KIMHUKK CIIeAyeT OTOMpaTh KyIbTypy u3
JbIXaTenbHBIX myTeil [17]. MuKpoOHOIOrHYecKuil aHaIu3
TpeOyeT HCIIOIb30BaHMS CIEHUPHISCKHX KyIbTypaIbHBIX
cpen Ams psia nmatoreHos, cBoiicTBeHHBIX CF, uTOOBI Takue
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OpTraHU3MbI He OBLITH TIPOIYIICHBI.

. TecrupoBanne nérouHoi GyHkuuH BeadT 3a  coboii
TEpPAIHIo, U AODKHO MPOBOJUTHCS IIPH KaXKIOM MMOCEIICHUH
KIMHAKA Yy TANHEHTOB, JOCTAaTOYHO B3POCHBIX UL
cotpyaauyectBa (00bruHO ¢ 5 ser) [43]. Tectol miis
MIIQAIIMX JAeTei ceifuac paspabaTbiBatoTcs. PerymspHoe
TECTHpOBaHWEe JIETOYHOW (YHKIMH JIOJDKHO BKIIIOYATH
CIIUPOMETPUIO, ~ MPOBOAMMYIO  COTJIACHO  KPUTEPHUSIM
ATS/ERS [44]; nomkHO ObITh IOCTYITHO TECTHPOBAHHUE JI0 H
rocIie OpPOHXOMIaTOpA.

Penrrenorpadust rpyiHoi KJIETKH HMPOBOAUTCS PEryJIspHO,
exeronHo B OonpmmHCTBe LeHTpoB CF, a Takke Bo Bpems
KJIMHUYECKOTO yXynmeHus. Jpyras cbéMKa M300pakeHHH, Taxas
kak kommbiotepHass Tomorpadust (CT) BbICOKOro paspemeHws,
TaKoKe JIOJDKHA OBITh JTOCTYITHA W PETYISIPHO HCIOJIB30BATHCS B
HekoTopbIx HeHTpax CF.

4.  OnTtumanbHOe MUTAHHE U JieYeHHe MeTa00IHYeCKHX
0CJIO’KHEHMI KHCTO3HOro pudpo3a

Anne Mynk (®Opanrys)

Capa JDxeitn [IBapuentepr (CILIA)

Crto Yonopu (CK)

Craryc MUTaHUSI UMEET MPOYHYIO HOJIOKHUTEIBHYIO CBSI3b C
néroynoil ¢ynkiumein u BbpkuBanumem mnpu CF. ObGecmneuenne
HOPMaJIBHOTO pOCTa peOEHKA M MOAAEPKAaHHE HOPMAILHOTO
MTUTaHKs Y B3POCIIBIX MPEJICTABIISAECT BaKHbIe Leiun st Opurast CF.

4.1. Kaxosvl yenu, nocmaenentvle 015t AMUMEHMAPHO20 CMamyca y
nayuernmos ¢ CF?

MitafieHIbl U JIeTH JOJDKHBI HOPMAIIBHO PACTH TaK, YTOOBI
MIIQJICHIIBl JIOCTHTIM HOPMAJIbHBIX MEPLEHTHUIICH Beca M POCTa,
CXOJHBIX C OCTAJIbHOM MOMyJIAIMeN, K Bo3pacTy JIByX Jjer. Jletu u
MOAPOCTKH JOJDKHBI HOCTHUraTh 50-# MEepUeHTUIH MHIEKCa Macchl
tena (BMI). ¥V B3pochmbix  abcomrotHeii  BMI  nmomkxen
noJiiepKuBaThbes Boitie 20 KI/M?2, HieanbHo — 22 Kr/m? (>KCHIIIHBI)
u 23 kr/M’ (MyK4uHBI). Bce MANMEHTHI JIODKHBL  HMETh
HOPMAQJIBHBIH ~CTaTyc 10 JKHPOPAaCTBOPUMBIM BHTAMHUHAM H
MuKpodieMeHTaM. ClieZlyeT KOHTPOJIMPOBATh CTaTyC HE3aMEHUMBIX
JKUPHBIX ~ KHMCJOT, €cllM  Takoi aHanu3  goctymeH. [lo
JIMETOJIOTMYECKON OIICHKE U BEICHUIO OOJBHBIX U3/IaHbl TUPEKTUBbI
[3, 5, 45-51].

4.2. Kax cnedyem xonmponuposamu anumeHmapHblil cmanyc npu
sedenuu 601bH020?

TToka He 3aKOHYMTCS POCT, IPH KAKIAOM MOCCIICHUN LIEHTPa
JIOJDKHBI ITPOBOJUTHCS TOYHBIE M3MEPEHHs Beca (Kr), pocTa (M) U
OKPYXXHOCTHU TOJIOBBI (CM) (IO Bo3pacTa 2 jeT). Y B3pOCHBIX POCT
CllelyeT M3MepsTh eXerogHo. V3mepeHus JOJKHBI  OBITH
nepecuntansl B BMI (> 2 5eT) u cpaBHEHBl C HaIMOHAIBHBIMU
STAJIOHHBIMU KapTaMu. MIIaalyM JeTsIM | TI0JPOCTKaM TpedyeTcs
ocoboe BHHMaHKE BBUJY MX YCKOPEHHOIO mpoiiecca pocta [3, 43,
45-53].

43. Kax crnedyem ompedenamo 9K30KpUHHYIO HEOOCMAMOYHOCY
noooicenyoourou  oicenesbt  (EPI)  u  adexsammoe  3amewjenue
NAHKpeamuyeckux pepmenmos?

Tpebyercst nposepka EPI. Ompenenenne kod¢duimeHta
nornomenus xupa (CFA) — «3omoTol craHmapT», HO OHO OYEHBb
obpemenuTensHO. DekanbHas MaHKpearndeckas snacrasa-1 (FEL) —
MpOCTOM M HAAEXKHBIM METOA C JBYX HEIelb BO3pacTa, IpU
OTCYTCTBHH XHJKOTO CTYyJIa.

V manueHTtoB ¢ JOCTATOYHOI (yHKIMEH IMOKeTyI0uHOM
xkene3sl FE1 crenyer mpoBepsiTh €XEroiHo B MIIQJICHUYECKOM U
JIETCKOM BO3pacTe, a TAKXKe B MEPUOJIBI 3aMEUIEHUS POCTa, MOTEPU
BECa M ANapen.

AZEKBaTHOCTH 3aMeIAlONIel MaHKpeaTndecKue (pepMEeHTHI
tepanin  (PERT)  ompemensror  KIMHWUYECKW,  HaOIromas
QIMMEHTapHBIA CTaTyc, MNpPU3HAKK W CHMITOMBI HapyIICHHS
BCACBIBAHUsI, U YPE3MEPHBIH alIeTUT MpU MeJUICHHOM Habope Beca.
Toseimennsie 10361 PERT MoryT mpuBectd K 00JSIM B )KHBOTE H
3anopy. MwMeroTcs aumpekTtuBbl 1o TecTupoBaHuo Ha EPI u
no3upoBke pepmentos [3, 46-51, 54].

44. Kaxoewi OCHOBHbLE
OUEMONIO2UYECKO20 8e0eHLsl OOIbHO20?

cmpame2uu NpeseHmueHoco

Hentper CF  nomwkHbl  OBITH ~ O3HAKOMIIGHBI €
PEKOMEHIALMSIMHI [0 JHETOJIOTHYECKOMY KOHCYJIBTHPOBAHHIO B
pa3MYHBIX BO3pAcTax, npoBoguMomy auerosoramu nentpa CF [3,
5, 43, 45-51, 54-56]. OHu BKIIOYAIOT:

d Onenky EPI n naznauenue PERT.

. Bribop mopxopsiiei AWETHI, ¢ BHUMAHHEM K BBICOKOMY
MOTPEOIICHAIO KHPA.

. Icuxonmornyeckyro Tepanuro st JOCTIDKCHUS
HOJIOXKUTEIIBHOTO OTHOIICHUS K NPUEMY TTHLIH.

. JlononHuTensHOE obecrieueHue HATpHEM, npu

HEOOXOJAMMOCTH, C OCOOBIM BHHUMAHHEM K MIIaJCHIIAM,
MPOLICAIINM CKPUHUHT HOBOPOIKIAEHHBIX.

. OOecrie4eHUE  KUPOPACTBOPUMBIMHU
ITOKa3aHUsM J1a00PaTOPHBIX aHAIN30B.

BUTaMHHaMH, o

Kenmmnaam ¢ CF, KoTOpble IUIAHUPYIOT OepeMEHHOCTb,
CIeyeT TMOJNYYUTh  TPEABAPUTEIBHYIO  KOHCYJBTAILMIO  I10
YIAYUIIEHHIO CBOETO ATMMEHTapHOTO craryca [55].

4.5. Kaxue ¢haxmopul  cnedyem oyenusamv Yy Nayuenmos ¢
3aMeONeHHbIM POCHOM?

OO6cnenoBaHue JODKHO MPOBOJIUTHCS B CIy4asx: MOTEPU
BECa WJIM CHIDKCHHUS NEPLUEHTWIH pocTa/Beca (BO3pacT <2 JeT);
cHWKeHus nepueHTuan BMI, cooTrBercTByIOLIEl BO3pACTy U MOy
(Bozpact >2 JeT); MEMJICHHOrO JHHEHHOro pocta (<18 mer);
yxyaueHuss BMI (> 18 sier). Pannee BMematenscTBO BaXKHO BO
n30exaHne 3HAYUTEIILHON TOTEpH Beca MM POCTa.

JluarHoctuka TPWYHMHBI IJIOXOTO IUTAaHHWS OCHOBaHAa Ha
BHUMATEIILHOM OOCIIEJOBAaHUM M MEXIUCHUILIMHAPHOM ITOJXOJIE.
Bo3MoskHBIE TPUYMHBI BKIIOYAIOT: HEJOCTATOYHOE TOTpebiIeHHe
Ny, OONBINNE TOTEPH SHEPTHM CO CTYJIOM (HeaJeKBaTHOCTh
PERT wmm HecoOmoaeHHE peXnMma), 3apakeHne JIMOIHUEH,
OpromHyt0 0OJIe3Hb, THUIEPKATa0ONU3M B CBS3UM C JETOYHOM
00JIe3HEI0, pBOTY I racTpomnapes, TIIIOKO3YPHIO,
ncuxonorudeckoe BiusiHue CF.

4.6. Kakogwl 6o3mooichbie 6apuanmel OuemuyecKux uHmepeenyuit?

VHTepBeHIMH  MO/DKHBI  BBOJOUTHCS — IIOCTENEHHO, HA
OTpaHUYCHHBI  MEPUOJ  BpPeMEHH, WM 0  JOCTHKCHUS
ONTUMU3ALUHU ATUMEHTApHOT'O CTaTyca, B 3aBUCUMOCTH OT CTEIEeHU
HEJIOCTATOYHOCTH U BO3pacTa IMalnueHTa.

. Ipeoynpescoarouee sedenue. Hacroifuuocts B
COOJIIOJICHMM  JIMeThl, PEKOMEHJALMM [0 HATPUIO H
(depMeHTaM, W3MEHEHHWE  MOJCIM  HOBEACHUS WM
MOTHUBHpYIOIIHE Oecebl

° Ymepennoe neooedanue. Jluernueckue n00aBKM CleayeT
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UCIOJIb30BaTh ISl JOTOJIHUTEIBHOM KalOPUHHOCTH Kak
BPEMEHHYIO TPOOY, W BPEMEHHOE 3aMEIICHUE Y OOJTBHBIX
manueHToB.  MoxkeT  OBITh  TOJE3HBIM  BPEMCHHOC
HazoractpainbHoe (NG) mim HazoeroHanbpHOE (NJ) mutanne

. Taoicénoe nedoedanue. utepanproe nmuranne gepe3 NG
WITH TaCTPOCTOMHUYECKHUIA 30H1 OOBIYHO yITydIllaeT 1
nojaaepkuBaet nutanue nanneHtos ¢ CF

Hpyeue memoovr mepanuu: llumporentaiuH U TOPMOH
pocTa He BXOAAT B OOBIUHYIO Tepanuio. [lapeHTeparbHOE THTAHHE
MPUMEHUMO, TOJIbKO €CIIH YHTEPAIbHOE IMUTAaHUE HEBO3MOXKHO WU
HE JIUCTBYET.

Jlueronornyeckass peaOMIMTAIUsT MOXKET 3aHiATh 36
MECSIEB, TaKk 4TO €€ MpPOBEACHHE Iepes OIepanued JOHKHO
HA4YMHATBCSA 3aJ0Jr0 A0 HA3HAUEHHOTO CpoKa omepaunud (Hamp.,
TpaHCIUIaHTauu oprana) [45-49, 56].

47. B xakux cmyuwasx u Kak credyem Npogepsmb  Haauuue
caxaprozo Juabema?

Bcee mammentsr ¢ CF, koTOpeIM He OBUT AHAarHOCTUPOBAH
mnabet/CFRD, Bkmodas Tex, y KOro Mor ObITh 1uabeT BO BpeMs
OepeMeHHOCTH, JOJDKHBI TpoBepsThes ¢ 10-meTHero Bo3pacra
©KEroJJHO, B MEPHOJ KIMHUYECKOHl CTAOMIBHOCTH, COTJIACHO
crannaptHomy npotokony BO3. EnuHuuHblii  aHOMaJIbHBIN
OpaJIbHBII TEeCT Ha ToJepaHTHOCTh K Tioko3e (OGTT) tpebyer
HOATBEPIKACHUS HOBTOPHBIM TECTOM. JlonotHUTEbHBIE
HOAPOOHOCTH CM. B OIyOJIMKOBaHHBIX TUPEKTUBAX.

Ony6nukoBanuble aupekTuBbl  [57-59] mpenmonararor
0oiee YacTyr0 MPOBEPKY TJIOKO3Bl HATOILIAK/TIOCIE €Ibl H/WITH
OGTT B crenyromuX CUTYAMAX: JErouHOE 000CTpEHUE, BBEACHUE
TIIFOKOKOPTUKOMIOB, KOPMIJICHHE Yepe3 OHTEPANbHBI  30HI,
IUIAHUPOBAaHWE  OEPEMEHHOCTH, BO  BpeMs  OepeMEeHHOCTH,
IUITAHUPOBAHUE TPAHCIUIAHTALMK OPTaHOB, KIMHUYECKHE CHMITTOMBI
nuabera.

4.8. Kaxoso mexywee eeoerue CFRD?

ITomoms mamuednram ¢ CFRD  jpoipkHa  oTBEYaTh
CTaHAapTaM OKa3aHHs MOMOIIHM BCeM OOJBbHBIM JAHA0ETOM; 0COObIC
orymuust 1yt 6onbHbIX ¢ CF nokasansl nwke [57-59].

[Taunenram c CFRD Tpedyercs IIOMOILIb
MEXIUCUUIUIMHAPHON BpaueOHo# Opurazabl ¢ onbitoM B CFRD, BO
B3aMMOJICHCTBHM U KOHCYIbTanuu ¢ Opuranoii CF. Pekomenmyercs
neuntb CFRD wWHCYNMWHOM, HO HE OpAIBHBIMH JUA0CTHYCCKHMHU
cpeactBaMu. Bo  Bpemst  JIETOYHBIX  OCIIOKHEHUH  MOXET
moTpeOoBaThCs YCHIICHHE KOHTPOJIS IO TIIFOKO3€ ¢ 0ojiee 4acThIMU
npoOaMy U TMOBBIIEHHEM HHCYINHA. J(HeToornueckie AUPEeKTUBEI
npu CF otHocarcs u k mamueHtam ¢ CFRD. HM3menenue
noTpeOyieHnsT  KaJopuid, >kupa, Oelka © CONM  BCJICACTBHE
JIMarHOCTHPOBAaHHOTO Juabera HeuenaecooOpa3Ho. MOHHUTOPHHT
ocnoxxaennit CFRD Taxoif xe, kak npu Apyrux popmax nuadera.

Ocoboe BHEMaHHKE ciieayer oOpamars Ha manueHToB CF co
CHIDKCHHOU ToliepaHTHOCThIO K Tiroko3e (IGT), ocobenHo BoO

BpeMsi  OOJIE3HW, TIIOCKOJIBKY HM  MOXET  IOTpeOOoBaThCS
TIepHOANYCCKasi HHCYIMHOBAs TEPATIHS.
49. Cnedyem u nposepamov nayuenmos ¢ CF ua sabonesanue

rxocmeti? Kaxue ¢haxmopvl u xak yuacmeyiom 6 HpeOynpexcoeHuu
CHUICEHUSI MUHEPATILHOU NIOMHOCMU KOCmell?

CHmKeHHe MHHEpaIbHOW InIoTHOCTH Kocted (BMD) —
OOBIYHOE OCIIOKHEHHE Y TOAPOCTKOB M B3POCIBIX MAI[EHTOB, U
MOXKET TPOHCXOAUTh Yy A€Ted NpH YXYJIUIEeHHH KINHHYECKOTO
COCTOSIHUSL. PekoMeHJyeTcst perymsipHblii CKPHHUHT Ha CHIKEHHE
BMD ¢ wucnonp3oBaHMEM ~ CHHUMKOB  JBYX?HEPIreTHUECKOH

penTreHoBckoit abcopbumomerpun (DXA), HaumHas ¢ Bo3pacra
BOCBMH—/IECATH JIET, KaK OITMCAHO B ONMYOJINKOBAHHBIX JUPEKTUBAX
[60-62].

IeHTpbl JOJDKHBI OBITH O3HAKOMIEHBI C (haKTopamy,
BausomuMi Ha cHrkenne BMD npu CF, u ¢ MeTogaMu CHIOKEHHSt
oToro pucka. Camble OObIYHBIE (DAKTOPHI BKIIOYAIOT: JIErOYHEBIC
nH(pEKINY, cIadblii aTMMEHTapHBIH CTaTyC M OTCYTCTBHE CHIIOBBIX
YIOpa)XHEHUH, 3aMe/UICHHUE II0JIOBOTO  CO3PEBAHUS, JICUCHHUE
TJIIOKOKOPTUKOW/IAMH, THUIIOTOHAIM3M, JAe(QHUIUT BHUTaMHHA D,
Kanbius win Buramunaa K [60-62].

4.10. Kaxoso mexywee 6edenue npu CcHudCEeHUU MUHEPATLHOU
NnAOMHOCHIU KOCIelL?

JUis  ynydmieHuss 370pOBbS  KOCTEH CJEdyeT CBECTH K
MHHUMYMY  W3BECTHbIE  (DAKTOpBI ~ pUCKA, ONTHMH3HPOBATH
MOCTYIUIEHUE KalblUs M BUTaMuHa D ¢ nueroit. VMcnonb3oBanue
oucpochoHaTOB ClEAyeT PAcCMOTPETh Ha HHAWBUAYAIBHOU
OCHOBE, C Y4€TOM MHUHEPAIbHON IIOTHOCTH KOCTEH, OTCYTCTBUS
TpPaBMaTHYIECKHX IIEPEIOMOB B aHAMHE3€ M CTaTyca TPAHCIIIAHTA

[60-62].

5. CaoeBpemeHHOe U 3 (PeKTHBHOE JieYeHUE OCTOKHEHUI
KHCTO3HOTo pudpo3a

[arpux ®mom (CLLA)
JlxoBanuu Tauertu (Mranmus)
Anan Cmut (CK)

5.1 JIé20unwle ocnooicnenus

Y nammeHtoB ¢ kucto3HeM ¢udpozom (CF) moxer
Pa3BUTBCS PsII OCIOKHEHHH, KOTOpPbIE HE OYEHb 4acTo, HO BCE ke
BcTpeuatotcsa, u neHtp CF pgomkeH OBITP TMOATOTOBIEH K HX
Tepanuu. Huxe npeuiararoTcs cTangapThl AMarHOCTUKU U Tepanuu

9THX OCIOXKHEHWH, a TakkKe JIONOJHUTEIbHbIE HCTOYHUKH
nHpOpMaIHu.
5.11. Kakoevl nyuwue memoovl mepanuy NHEEMOMOPAKCA Y

nayuenmos ¢ CF?

[THeBMOTOpaKc — 3TO OCIOXKHEHHE, KOTOPOE BCTpEUaeTCs
YaIe BCEro y MalUeHTOB C THKEIBIM 0OCTPYKTUBHBIM COCTOSIHUEM
npixatenbHbix mytei [63]. Lentp CF momkeH uMeTh OOJBIIYIO
HACTOPOXKEHHOCTh K 9TOMY OCJIO)KHEHHIO y IMAalUEHTOB C OCTPOM
00JbI0 B TPYyOM W OJABIIKOH, W MMETh BO3MOXXHOCTH JIJIS
MOCTAaHOBKM  JIMarHo3a C HCIOJNB30BaHHEM pPEHTreHorpadun
(T.e. peHTreH WM TOMOTpadus TPyIHOH KIeTkH). [{MpeKTHBHI 1O
BeJIeHHUIO OblUIH OmyOnuKoBaHbl [64]; IEHTp [O/DKeH WMETh
BO3MOKHOCTh OKa3aHHsS OCHOBHOW IOMOIIM (T.€. IIIEBPAJBHBIH
apeHax, oOe30onmuBanue). s MalMeHTOB, KOTOPHIM MOTYT
noTpedoBaTbesl  CIOXKHBIE Tpouenypsl (Hamp., VATS), wnentp
JOIDKEH HMEeTh 3apaHee COIVIaCOBAHHbIE IIyTH HAIpaBICHUS B
OTZIENIeHNE TOPAKaJIbHON XHPYPIUH.

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

KpoBoxapkanue — 3T0 00bIYHOE OCIIOKHEHHE, KOTOPOE I10
TSDKECTH  MOXKET BapbHpOBaTh OT CKYAHOTO JIO MAacCHBHOTO,
ompenenseMoro kak >240 wu/cytkun wiau > 100 mu/cytku B
TEUYCHHE HECKONBKUX IHed [65]. JJUpeKTHBBI MO BEACHHIO OBUIH
omy6uikoBaHsl [64]. I[eHTp D0JDKEH JaTh MALMCHTY U CEMbE SICHBIC
yKa3aHHsI, KOT1a 00paImaTsest B caydae KpOBOXapKaHUS, U JOJDKCH
MIPOBOUTE PEKOMEH/IOBAaHHYI0 Tepamuio. Ha cmydail cumbHOTO
KpPOBOTEUEHUs, LEHTP JODKEH HMETh JOCTYIl K WHBAa3UBHOM
PEHTreHoJoTuu (Hamp., SMOonu3amus OpPOHXHUAIBHOH apTepuu)
W/WITH TOPAKAIIbHOI XUPYPTHUH.
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5.1.3.  Kakoevt 1ayuwue memoouvl OvIxamenvHou
Hedocmamounocmu y nayuenmog ¢ CF?

EcrectBennoe passutue nérouHoit Oone3sun npu CF
HporpeccupyeT K TMO3JHeH cTaguu OOCTPYKIMH JbIXaTeNbHBIX
myTed W, HAaKOHeI, K JbIXaTeJbHOM HemocTaToyHOCTH. LleHTtp
JOJDKEH PACIIO3HaBaTh NPOTPECCHUIO Ha ITOH CTaJWH, U IIPOBECTH
KOHCYJIBTAllMIO 110 TPAHCIUIAHTAIMM JIETKUX W TPOABUHYTOH
crparerun momomm (cM. Pazgmen 6). YV manmenTta Ha mo3jmHel
craguu n€rouyHoil Oomesnu (mporHoz FEVi1 <40%) cuenyer
OLIEHUTb MTOTPEOHOCTH B IOMOIHUTEIBHOM KHCIOPOJE, KaK B ITOKOE,
Tak W ¢ Harpy3koii [56]. Ilommepkka BeHTWIsiMH (HAMp.,
HEMHBA3UBHASl BEHTWIIALUS) MOJDKHA IPEAOCTABIATHCA COTIIACHO
JKENTAHUIO MalueHTa i1 obnerdenns oxpiuku [43]. LleHTp nomken
MMETh BO3MOJXKHOCTh OLCHKH HEOOXOAMMOCTH B ONHAaTax JuIs
obyierdeHnsl OABIIKA ¥ OOJIM, CBSI3aHHBIX C IIO3JHEH crajgueit
6onesnu [66, 67].

mepanuu

5.2. OcrnooicHeHUs 8 neueHu U NOOXHCETYOOUHOI Jicenie3e

5.21.  Kakoevl nyuwue memoovl mepanuu OO0Ne3HU NeUeHU Y
nayuenmog ¢ CF?

Y wmuormx mammeHtoB CF ¢ maHkpearmueckoiu
HenocrarouHocTeio (PI) Oyzmer pasBuBaThcs OO0NC3HH NEYCHH,
BapbUPYIONIAs 10 TSHKECTH OT OYeHb ci1aboro OmmmapHoro ¢pudposa
JI0 LUppo3a mnocienHed craguu. bone3Hp mneueHu, CBsizaHHas C
KkucTo3HBIM (prdpo3om (CFLD) — 3T0 GmitmapHsIit TUppo3, KOTOPEI
00BIYHO HAcTymaeT 10 Bo3pacta 20 JieT, ¥ MPUBOANUT K HOPTATLHON
TUIIEPTEH3MH W 1e4EHOYHOM HemocrarounocT [68, 69]. Ilewnrp
JIOJDKEH HPOBEPSATh BCEX IALMEHTOB P TEKylleM (QU3MYEeCKOM
OCMOTpE U MEPUOJUIECKOM aHATH3e (EPMEHTOB MEeUCHH. Y Ka3aHUs
10 WCIIONB30BAHUIO YIBTPAcOHOTpadUH, ypPCOAE30KCHXOIEBOH
kucinoThl («Urso») W BO3MOKHOW OHWOIICHM TI€YEHH HMEIOTCS B
OnmyOIMKOBAaHHBIX qupekTHBax [68—70].

[TaiuenTOoB ¢  MOpTaIbHOM  TUNEPTEH3HEH  Clenyer
HAaIpaBJIsITh K TacCTPOIHTEPOJIOTY/TENaToNory Julsl IPOBEPOYHON
SHJOCKOIMM M JICUCHHS] OCIOXKHEHWH JIErOYHOW THIEPTeH3UM.
Texymee Bepenue nanueHToB CF ¢ mUppo3oM IODKHO BKIIFOYATh
MMMYHH3AIMI0 TIPOTHB BHUPYCOB Tematuta A u B, uckmoueHue
HECTEPOUIHBIX MPOTHBOBOCTIANUTENBHBIX JiekapcTB (NSAID) u

TelaTOTOKCHYECKUX AareHTOB (HAmp., AIKOTOJIs1), MOHUTOPHHT
(YHKIMOHATBHOTO  COCTOSHMS — TEYeHH  (T.e.  KOaryJsmus,
anmsOymuH). lleHTp HOMKEH WMETh IIyTh HANpaBlIeHHsA Ha

Mporpammy repecajku MeueHH JUIs MAlMEeHTOB C MO3HEeH cTauei
0O0JIE3HH TMIEYECHU.

5.2.2.  Kakosvl ayuwue memoovi mepanuu HCENYHO-KAMEHHOU
bonesnu y nayuenmos ¢ CF?

JKémuno-kamenHast OoJIie3HP HE BCErJa IPOSBISIETCS
cumntoMam [71]. IIeHTp [OJDKEH NPOSIBUTH BHUMAHHE MPH
o0creloBaHNN MalUeHTa ¢ Hecrnenuduueckoi 60JIbI0 B KHUBOTE U
ToIHOTOM. [[eHTp MOoJDKeH MMeTh JOCTYN K ynbTpacoHorpaduu u
ckaHupoBaHuio HIDA 1is oLieHKH KETUHOTO My3bIps.

[Ipn CHMITTOMaTUYECKUX KETUHBIX KaMHAX
YPCOIEC30KCUXOJIeBast KUCIIOTA HeAPPEKTUBHA, 1 OOJTBHOMY OOBITHO
TpebyeTcs HanpaBIeHHe Ha XUPYPTHIO.

5.2.3. Kakoevi nyuwiue memoovl mepanuu HAHKpeamuma y
nayuenmos ¢ CF?

[Tankpeatut — MeHee yactoe ocioxHeHue B nomyssuu CF,
HO MYyYMTEIbHOE Y HeKoTopeIX manueHTtoB CF ¢ maHkpeatnyeckoi
J0CTaTO4YHOCTHIO [72]. Tleproqudeckuii OCTpbIil HAHKPEATUT MOXKET
CII0cOOCTBOBATH MEPEXOAY OT JOCTATOYHOCTH K ITaHKPEaTHIECKON
menocratounoctn npu  CF.  JKamo6sr moryr ObiTh  Ha
Hecrenuduueckyro 00Jb B JKHBOTE, IIOITOMY JOJDKHA OBITH

BBICOKAas ~ HAaCTOPOXKEHHOCTb ~ TPH  OCMOTpPE  MAalMEHTa  C
MEepUONYECKO, HEOOBSICHUMON O0JbI0 BMECTE C TOIIHOTOM M
pBoTOi. LleHTp MOMKEeH MMETh BO3MOXKHOCTH OOCIEmOBaHUS C
TIOMOIIBIO CTAaHIAPTHBIX JIAOOPAaTOPHBIX aHAINM30B (T.e. ammIasa,
nMmna3a) ¥ CHUMKOB (HAmp., yIbTPAacOHOTpadusi, KOMIBIOTEpHAs U
MP tomorpadus). [IpuHINIEI BeaeHHST HE OTIMYAIOTCS OT OOIIeH
Tepanuu TnaHkpeatHta. OJHAKO OCTPBIM MAaHKPEATHT CBSI3aH C
TSOKENON pAeruaparanueit, a B nonymsauun CF ona MoxkeT ObITh emé
cepbé3Hee; MOATOMY Ba)KHO BHHMAaHME K pEruapaTalid u
KOHTPOJIO 32 EKTPOIUTAMU.

53. JKenyoouHo-Kuueurble 0CI0MHCHEeHUs,
5.3.1. Kakoevt ayuwiue Mmemoovl mepanuu  HCeryOOUHO-
nuujesoonoeo pegaoxca (GORD) y nayuenmos ¢ CF?

Pedmrokc wacto Berpewaercs y mammentoB ¢ CF,
nposiBisisice npumepHo 'y 30% [73]. LleHtp mo/pKeH 3HATH O
NpU3HAKaX W CHMITOMax peQuIloKca, W HWMETb BO3MOXKHOCTh

NPOBE/ICHNST HEOOXOAWMOH IMarHoCTUKH (T.e. 30HAMPOBAHHE
uMreanca u pH, BepXHsist SHIOCKOIHS) U JieueHus [74].

5.3.2.
CF?

Kaxkosbi Jqydwue Memoowl mepanuu 3anopa y nayuenmoes ¢

3amop MMeeT MEIUIEHHOE IPOSBICHHE, C YMEHBIICHUEM
yactotsl cryna [75]. TIpu CF oH 00bIYeH, H MOXET OTSTOMIATHCS C
HCIOJIb30BaHUU HApKOTUKOB. BOJBIIMHCTBO BPEMEHHBIX 3aIllOpPOB
HOAJIAI0TCS THAPATALMOHHON Teparny, pa3MsIrdeHuIo cTysa (Harp.,

MOJUATHICHITIMKOACM) WM crabutensHbiM  [76]. Kimsmer
TPeOYIOTCS PEIKO.
5.3.3.  Kakosvl ayuwue memoovl OUACHOCMUKU U Mepanuu

cunopoma oucmanvrou o6cmpykyuu kuuieunuka (DIOS)?
Cumnromel DIOS umeroT ocTpoe HposiBICHHE ¢ OOJIbIO B
npaBoM HiKHeM KBazpante [75]. IeHTp m0KeH ObITh CrIocOOeH
pacmo3HaTth 93TO OCJIOXHEHHWE (M €ro BapUaHTBl), U HMETh
CTaHIApPTHBIC TPOTOKOJBI JHATHO3a M JIEYCHHWsS HAa OCHOBE
OMmyONMKOBAaHHBIX pekomeHpanuit [43, 75, 77]. Tlaunentam Moxer

MOMOTaTh ~ IepopanbHas  pPerHapaTanyus B COYETAaHHH C
Pa3MATYUTENIAMU CTYNa, HO Oosiee TsKENbIE cilydan TpeOyroT B.B.
THJpaTalliio,  Ha30TacTPalbHYI0  aclUpaluio U KIU3MBIL
[TaneHTOB, KOTOpHIM HE IIOMOTaeT Takas KOHCEpBaTUBHAs
Tepanus, HEeo0X0IMMO 00s13aTeNbHO HalpaBUTh K
ractposHTeponory  co  3Hammem  DIOS.  Xwupypruueckoe

BMCIIATCJIILCTBO CICAYCT NPUMCHATH TOJIBKO B KpaﬁHHX ciiydasax, u
IO3TOMY B LEHTPE AOJLKHBI OBITH XHUpYpru, KOTOPbLIE 3HAKT O
JKCIIYAOYHO-KHUIICYHBIX OCIOXKHCHUAX IIPHU CF.

5.34.  Kaxkosobl ayumue Memoobl npeodynpesicoenus
Gubposupyroweii konononamuu (FC)?

D10  pemkoe  OCIOXKHEHWe.  ENMHCTBEHHAs  sICHAs
pekomeHmanust K - npexnynpexaernio  FC  —  HCIONB30BaTh

MOAXO/ISIIYIO 103y MAaHKPeaTH4ecKnX (hEepMEHTOB, HE yBEIMYNBATh
103y (hepMeHTOB 03 TOUHBIX YKa3aHMil, U HE MPEBBIIIATH MOJTHYIO
no3y ¢epmentoB Gombmie 10 000 eauHMI IHMasbl HA KT B CYTKH

[49].

5.3.5.  Kaxoguvl
annenouxca?

JluarHo3 craBUTCs ¢ MOMOIIBIO yibTpacoHorpaduu [78]. B
cilyqae OOHApyXEHHs CHMIITOMOB, OIEpAaIHs alleHIIKTOMHU C
pe3ekuueit Kpaés anmneHAnKca 1 KOHYMKA CIIENON KUIIKM yCTPaHUT
PHCK peluInBa.

Jayduiue Memoobl mepanuu MyKoyeijie

5.3.6.  Kakoevl nyuwue memoovl mepanuu KOIOHU3AYUU MOHKO20
xuweunuxa y nayuenmos ¢ CF?
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KosnoHn3anuio TOHKOToO KHUINEYHHKA MOJ03PEBAIOT, €CIH Y
MANUeHTa pa3luTas WIA OKOJIONYNOYHass O0jb, dYpe3MepHbIe
KHIICYHbIC ras3bl, TOIIHOTA M HECBapEHUE, HECMOTps Ha
JOCTATOUHBIM IpuéM (epMeHTOB. PHCK MOBBINICH y INAIWEHTOB
nocje MpoBEIeHHs OIepaluy Ha KUIIEYHUKE WU UCIOJb3YIOLUIUX
HapKOTHKU. J[MarHo3 peKOMEeHJyeTcsl CTaBUTh C KIMHHYECKON

TepaneBTHYecKoil npoboi  Mmerponmmasona [79].  Tpebyercs
KOHCYJIBTAIUS FaCTPOIHTEPOIIOTA.
5.3.7.  Kakoevt nyuwue memoovl mepanuu  MeKOHUEBOU

Henpoxooumocmu kuweynuxa (MI) y nayuenmoe ¢ CF?

MI — 5T0 HEOTNIO)XKHOE HEOHATAILHOE COCTOSIHUE, KOTOPOE
MOATEKNT KOMIETSHI[MN XHpypra-meauarpa ¢ omsitoM B MI (n
HNEeJUaTPUYECKOTO PEHTIEHOJI0ra), KOTOPBI JOKEH CPOYHO
cs3aThes ¢ neHtpom CF. Xupyprudeckas Opurana gomkHa OBITH
O03HAaKOMJIEHa KaK C KOHCEpBAaTUBHOW, TaK M C XUPYPrU4ECKON
tepanueir [80, 81]. MI ¢ ocnoXHEHHSMH HPOTEKACT TsKEIee,
TpyJHES W3JICUYMBACTCS W MOXET NOTpeOOBaTh UIUTEILHOM
rocimTanmu3anuy. IIpu  MOCIeoneparioHHOM BEIEHHH MOKET
NOTpeOOBaTECSI O3HAKOMIICHHE IIEHTpa C JHETHYECKOil Teparmeit
CHHPOMa YKOPOUSHHOTO KHIIEUHHKA.

5.4. Tpouue ocnoscrenus

54.1.  Kaxoguv
moxcuynocmu?
Jleuenne nérounoii Gonesnn mpu CF MoxkeT mpuBecTd K
OCJIO)KHEHHMSIM BCJICJICTBUE JICUCHHS] U TOKCUYHOCTH IPUHHUMAEMBIX
JIEKapcTB, B 0COOCHHOCTH aMUHOTIMKO3UAOB (Hamp., Heppo-, OTO-
1 BeCTHOYIISIpHAst TOKCHYHOCTB ).
I{eHTp 1OIDKEH MCIIOIB30BaTh CTAHAAPTHBIE IIPOTOKOJIBI IS

ayduiue Memoovl Mepanuy  1eKapCmeeHHOll

MOHUTOPUHIA  JICKAPCTBEHHOM  Tepamuud ¢  IPUMECHCHUEM
AMMHOTJINKO3H/I0B u coloath pEKOMEH TyeMble
TepaneBTUYeCcKre JI03UPOBKH [17]. Bo n3oexaHue
HE(DPOTOKCHYHOCTH, BO BpeMs BHYTPHBEHHOTO  BBEICHHS

AMHHOTJINKO3HMIIOB JOJDKHBI OBITH cTporo 3ampemeHsl NSAID.
IleHTp MOKEH NPOBOJAMTH OOCIEIOBAaHHE HA OTOTOKCHYHOCTH
METO/IOM ayJAHOMETPUH y MAllMCHTOB CO CHIKCHHBIM CIYXOM HIIH
IIyMOM B yIIaxX, JIMOO B XOA€ peryJispHOro CKpuHHUHTa. L{eHTp
JIOJDKEH MMETh JIOCTYI K KIMHUYECKOMY Bpady, UMEIOIIEMY OIBIT
BECTUOYJIIPHOTO 00CICI0BAHUS.

5.4.2. Kakoevl nyuwue memoovl mepanuu No4euHO-KAMEHHOU
bonesnu y nayuenmos ¢ CF?

IToueuno-xkamenHass Gone3Hp oObryHa y marueHToB ¢ CF
[82]. Ilenrp mokeH ObITh O3HAKOMJIEH C TIPU3HAKAMH U
CHMIITOMaMHM I10YEYHO-KAMEHHON O0O0JIE3HH, M C OLIEHKOW 110
anamm3y moun u CT-IVP. Cnenyer ompenennts Merabosindyeckoe
HapylIeHue, BbI3BaBlIee oOpa3oBaHue kaMHel. [Ipu ocIoKHEHHBIX
ciryqasx LIeHTp MobkeH MMeTh JOCTYH K CIICIHAIHCTY-YPOJIoTy U
XHUPYPTy-PEeHTT€HOJIOTY.

5.4.3. Kakoevr nyuwiue memoowvl
nayuenmos ¢ CF?

Aprpanrus — o0buHbIi cumnToM y mamuentos ¢ CF [73],
HO apTpomnaTus ocTaércs ciabo u3ydeHHoOU. LleHTp momkeH ObITh
O3HAKOMIJICH C 3TOH IPOOJIEMOH, U UMETh JOCTYINl K PEeBMAToJIOTy,
ocseomniéaHOMY B obnactu CF.

mepanuu apmponamuu y

5.4.4. Kakoguvl
nayuenmos ¢ CF?

XpOHUYECKUII CHHYCHUT, C HOCOBBIM IOJHIIO30M HIIH 0e3
Hero, o0bruen y namuenTo ¢ CF [73]. LleHTp JODKEH peryisipHo
HPOBEPSATh COCTOSIHHE CHHYCa M OKa3blBaTh PEKOMEH/OBAHHYIO
HOMOIIb, UMES B BHIY, YTO CHHYCHT MOXET CTaTh HCTOYHHUKOM
UHGEKIMH HIDKHHX JAbIxaTesbHbiX myted [83]. Ilentp nomkeH

ayqwue  mMemoovl  mepanuu  cumycuma -y

UMeThb JIOCTYIl K JHuarHoctuke (T.e. ToMorpadust cuHyca) u
OTOJIAPUHTOJIOTY, OTIBITHOMY B JiedeHHH cuHycuTa B cBsi3u ¢ CF.

5.45. Kakosvr nyumue memoowl
bonesneil y nayuenmog ¢ CF?

3a uckmouenneM ABPA, xotopsrii o0cyxmaercst B Ipyrom
pazzene 9STOro JOKYMEHTa, 3a00JeBaeMOCTh aJUIePTUUECKUMHU
OonesHssMu He moBbIeHa y mnamuentoB ¢ CF, m mommexwur
0o0BIYHOMY AT BceX JedeHuto. OAHAKO y TMAaIMeHTOB MOXKET
Pa3BUTHCS JIEKapCTBEHHAs auieprus (Hamp., K aHTUOMOTHKAM),
OCIOKHAIOIMAs ~ TAKTHKy Tepamuu. LleHTp gomkeH  ObITh
O3HAKOMJIEH € MpU3HAKaMH W CHMITOMaMH  BO3MOXHOMU
QUICPTUYECKOIl peakIMy Ha JIeYeHWe, M COOTBETCTBEHHO 3HATB,
KOIJla TIpeKpamaTh Takoe JiedeHue. lLleHTp JomkeH WMeTh
YCTaHOBJIEHHBIE IPOTOKOJIBI JIECEHCHOMITH3ALIIH.

mepanuu  aulepeudecKux

5.4.6. Kakosvl ayvuue memoovl npedynpeicoerust 0CiL0NCHEHU
ecreocmsue ONUMenbHoOU YCMAaHOBKU NOCHOAHHBIX 6HYMPUBEHHbIX
xamemepog y nayuenmog ¢ CF?

IlocTostHHBIEI  B.B. Karerep ClieqyeT yCTaHAaBIMBAaTb
COTJIACHO JKEJIAaHWIO ITaI[MeHTa, €CJIM BBINIOJIHEHHWE B.B. BIMBAaHHN
3arpyaHeHo. LleHTp NomkeH HMeTh JOCTYN K CHELHaIncTaMm,
OIBITHBIM B YCTaHOBKE IOCTOSIHHBIX KaTeTepoB (Hamp., Port-A-
Cath). Tompko oOy4eHHBIC JHIA JOMYCKAIOTCS K YCTaHOBKE
HOCTOSIHHBIX ~ KareTepoB C  HCIHOJIb30BAHHEM  CTaHIAPTHBIX
MPOTOKOJIOB JC3MH(EKINH M yxoda 3a KarerepoM. OOBIYHBIC
OCJIOKHEHHs IIPU KaTeTepax BKIIIOYAIOT COCYIMCTHIE HapyIICHHUS
(nanp., uHpekuus, Tpom603, cunapom SVC) [84, 85]. Ilenrp
JIOJDKEH OBITH XOPOIIO O3HAKOMJICH C NMPU3HAKAMH M CUMIITOMaMH
OCJIO)KHEHHH B CBS3M C KareTepoM, M HMETh BO3MOXKHOCTh
HPOBEICHUS HEOOXOANMBIX aHAJIN30B, B TOM YHCIIC TI0CEBA KYJIBTYD
(m1s BBIABICHUS HWHQEKIWH B KPOBHU), YIbTpAacOHOTpaduu U
koHTpacTHOI pentreHorpadmu (KT wmu MPT) npu okkimro3un
COCY/IOB.

5.4.7. Kakoevr myuwue memoovl 6eOeHUs OepeMeHHOCmU Y
nayuenmox ¢ CF?

BepemenHOCTH MOXET OCIHOKHUTE JieueHHe xkeHmuH ¢ CF.
TIpu o6cte1oBaHNH KEHIIMH PENPOAYKTHBHOTO BO3PAcTa B LICHTPE,
BCerma CIeayeT CIpammMBaTh O BO3MOXKHOH OepeMEeHHOCTH,
0COOCHHO B  CBSI3W C  JOIOJHHUTEIBHBIMA  JIEKapCTBAMH,
NPOTUBOIIOKAa3aHHBIMK ~ IpHU  OepeMeHHOCTH.  bepemeHHBIe
naiuentkn ¢ CF Bcerma JMOMKHBI CUMTATBCS OSPEMEHHBIMU C
BBICOKUM PHCKOM [0 TPHYHHE BO3MOXKHBIX JIETOUHBIX |
ATMMCHTAPHBIX/META00INYCCKUX  OCJIOXKHEHHH, ©  OBITh  MOJ
HaOIIIO/ICHUEM aKyIllepa, OMBITHOTO B BEICHUH CIIOMKHBIX CIIyd4aes.
Pexomenmaimun mo Bemenuto OepemenHoctu mpu CF  Obumm
omy6nmrkoBaHsI [55].

5.4.8. Kaxosuvl
nayueumos ¢ CF?

Kenmuuer ¢ CF Moryr 3abepeMeHeTb, W NpH YCIOBHU
Xopomielt (YHKIUH JETKUX W MHUTaHUS BO3MOJKHO BBHIHAIIUBAHHE
OepeMEHHOCTH. Y JKCHIIMH B MEHEE XOpPOIIEM COCTOSHHH
BO3MOXXHO OTpaHUUYCHUE IUIOJOBUTOCTH, U MX CIEIyeT HAIpaBIiATh
K CIEIHaINCTaM CeMEHHOr0 KOHCYIbTUPOBAHHUS, €CIIU HE ymadrcs
3a0epeMeHeTh.

VYV 6ompmmncTBa (98%) My:xxunmH npu CF naOmomaercs
a300CHepMusi, 1 B HaAJeXKallleM BO3pacTe CIeIyeT MX YBEIOMHThb
06 »stom. [lammeHTaMm, 3aMHTEPECOBAHHBIM CBOUM COCTOSTHHEM,
CllelyeT TPEVIOXKUTHh aHalW3 CIepMbL. [lalMeHTHl  TOIDKHBI
HOYyYUTh  CICNHAIbHYI0O KOHCYJIBTAalMIO O  BO3MOXKHOCTSIX
pa3MHOXKEHHsI, B TOM 4UHCIE€ METOAaMH HCKYCCTBEHHOTO
BCIIOMOJKEHHSI.

ayduiue  Memoosl  mepanuu  6ecnioous

6. TpaHCl’IJ’IaHTaHI/Iﬂ M Ha/JIe)Kalee BeleHne 00JIbHbBIX npu
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JA0KUBAHUHU

Ckott bemt (ABcTpanmst)
Amucrap dadd (CK)

6.1. Beseoenue

Tpancmmantanmust — 9TO YCTAaHOBJICHHas Tepamust B
TOCJIETHAX CTaUAX OO0JIe3HN JIETKNX M redeHn y maruentos ¢ CF.
HampaBnenuto B cayk0Oy TpaHCIIAHTAIIMU CIOCOOCTBYIOT 3HAHHMS
6purazpl momomy mpu CF 0THOCHTENBHO MPOIECCOB, MPUBOASIIINX
K YCTeIIHOH uMIUIaHTanuu. Jlnsg HEKOTOphIX MalUeHTOB
TpaHCIUIAHTALMA HEMPHUIofHA KakK BBIOOp Tepamuu, WM K& He
npoBoautcs. D(QEKTHBHOE BeiCHUE OOJBHBIX HPH JOKHUBAHUH
HACyIHO HEOOXOoAMMO, M TpeOyeT BHUMAHMS K B3aHMOCBSI3H,
KOHTPOJIO CHMIITOMOB U MEKANCIUIUIMHAPHON ITOMOIIIHN, BKIIIOYAs
KBUIM(UKAIMIO B IaUIMATUBHOM IOMOIMM. OTH CTaHAAPTHI
BKJIIOYAIOT CEPUIO BOIPOCOB O IOJXO0JIE K OI[EHKE TPAHCILIAHTAIMN
M K TOMOIM TpH  JOKHBAaHWH, C  HCIOJIBb30BAHHEM
OITyOJIMKOBAHHBIX PE3YNIBTATOB M OIyOIMKOBAHHBIX AUPEKTUB IIO
TpancmanTauuu. [loapoOHbIil 1 BcecTOpoHHMI 0030p TEMBI CM. B
m3nanusx: «llpakrnyeckue nupextussl: TpaHcmaHTanus JETKUX Y
MalieHTOB C KHUCTO3HBIM (HOPO30M», COCTABJICHBI HAyYHOU
rpynmnoii CeTH eBpONEHCKMX 0Opa3lOBBIX IIEHTPOB KHCTO3HOTO
¢ubpoza (ECORN-CF) [86]; Hdupextussr ECFS o momomm mpu
noxuBanuu [87].

6.2. Bonpocut

6.2.1.  Kakoevt 6ajicnbie OemepMuHAHmMbl NEPUOOUZAYUU U
Ha3HaweHus Ha mpancnianmayuio iézkux y nayuenmog ¢ CF?
Bpewms, kotopoe Tpebyercst Ha 00CIeI0OBaHUE U OKUIAHHE
MOJXOMSANIEr0 JOHOPA BapbUPYET, HO MOXKET COCTaBHUTH OOJIbIIE
nByx ser. @DaxkTopel, KOTOpPBIE CBSI3aHBI C  TTOBBILMICHHOM
cmeptHocThio [88, 89] W pexkoMeHmAlMsSAMH HANpaBlICHHS Ha
TpaHcuianTauio [89], OTHOCATCS K MALHEHTaM C:

i IIporuosom % FEV1: nporuos < 30%,

i BricTpeIM yXyAmeHneM, 0COOCHHO Yy JKSHIINH U MIIAIIINX
MaIEeHTOB,

. Kucnoponnoii Tepanueii npu runokcemMu,

. I'unepxanuuei,

. YacTeIMi 000CTPEHHSAMHE, KOTOPBIC C TPYJIOM JIeHaTCs

BHYTPUBCHHBIMU AHTUOMOTHKAMH.

PaHHee HanpaBJieHHE ClelyeT PACCMOTPETDh Y MAlIEHTOB CO
CTOMKMM ITHEBMOTOPAKCOM W  HEPUOAMYECKMM  MAaCCHBHBIM
kpoBoxapkanueM [89]. [ToBsImIeHne BEDKHBAEMOCTH, OTPaHHICHHAS
JOCTYITHOCTh JOHOPOB M pa3iM4usi B CXeMax paclpeeeHus
OpTaHOB TPHBEIM K CO3JAHUI0 MOJeNell CMEepPTHOCTH/BBLKUBAHUS,
KOTOpBIE ITOMOTAIOT HPHHATH PEIICHUs O MPHOPUTETE MAIHEeHTOB
Ha tpaHciuianTaiuio  [90, 91].  CioXHOCTH  BPEMEHHOIO
COIJIACOBAHMS HANpaBICHUS HAa TPAHCIUIAHTALMIO TPeOyeT TeCHOMN
CBSI3U €O CIyKOOH TpaHCIUIAHTaUMH. OTO TakXkKe IOMOraeT
HALMCHTaM BOCHPHHSATH CIOXKHYIO HMH()OpPMAalMI0O U TPUHATH
HH(POPMUPOBAHHOE PEIICHHUE.

6.2.2. Kakue xmuHuueckue nokazamenu NOGLIULAIONM  PUCK
cMepmu 80 6peMsi OJNCUOAHUSL 8 CHUCKe HA MPAHCHAAHMAYUIO
néexkux?

Ilpuoputer Ha  TpPaHCIIAHTAIMIO  JOIDKEH  OBITH
npenoctasier [88, 89, 92] marmenrtam CF c:
. 3aBuCHILIEH OT KUCIOPOa JIErOYHON HEZOCTaTOYHOCTHIO,

o XpoHHYECKOl runepKanHuei,

o JIérounoii runepreHsuei,
° HenocraTo4HOCTEIO MUTAHMS, OCOOCHHO Yy KEHIIHH.

OrpaHMdeHHOE  KOJNIMYECTBO  JOHOPOB  ONpEIeisieT
BO3MOXKHOE YHCIIO TPaHCIUIaHTAui. HalroHanbHbIe TIOJIUTHKH I10-
pasHOMYy  ONTHMH3UPYIOT  3(GQEKTUBHOCT  pacrpeeseHus
JIOHOPCKHX OPraHOB, B 3aBUCUMOCTH OT CHCTEM HJICHTH()HUKAILMK
JIOHOPOB U TPaKTHYeCKOi/reorpadudeckoii soructuku. [puopurer
HEOTJIOXKHBIX CITy4aeB YCTAHABINBAIOT HA HALMOHAJIBHOM YPOBHE.

Perymsaproe m wuHpOpMaTHBHOE OOLIEHWE CO CIyKO0MH
TPAHCIUTAHTALNN JKH3HEHHO BAKHO ST PEryJSIPHOTO OOHOBICHHUS
JaHHBIX O KJIMHMYECKOM TEYCHHH y BCEX ITAIEHTOB B CITHCKE
OXKUIAHUS.

6.2.3.  Kaxoswl eadicHble nokazamenu RnAaAyueHmos,
MO2Yym UCKmouums mpancnianmayuio aézkux npu CF?
K uckimoyeHusIM Ha HMIUTAHTAIHIO JIETKUX OTHOCATCS [89]:

Komopuvle

d Pakosrle 3a0oneBanust 3a 2 nocieanux roga. Kak npaswuio,
TpeOyeTcss «4UCThIi» mepuox 5 ner. MoXHO paccMOTpeTh
HEKOTOPBIE CITydal YPOT€HUTAJIBHOTO paKa M paka KOXKH,

. Hewsneunmble MUCOYHKIMM JAPYTHX BaXXHBIX OpPraHOB
(namp., cepana, IeYeHH, ITOUYEK),

. XpoHuueckasi BHeNErouHast HHGeKnus (Harmp., rernaTtuT B,
renarut C, BUY),

. Kpynnusle neopmannu ckenera,

. JlnutenbHOE HECOONIOJNCHNE PEKUMa U HEperyJsIpHOe
TOCeIeHNe KIINHUKH,

. Hewnsneunmble ICHXOIOTHUECKUE COCTOSIHUS,
OTPaHNYUBAIOIINE CIIOCOOHOCTh COTPYAHUYATH C T€PaTUei,

. OTcyTCTBHE  COTJIACOBAaHHOM  CHUCTEMBI  COLMAIBHOH
HOAJIEPIKKH,

d [Ipuctpactue k BemecTBaM (Harp., K aJIKOroJI0, TabaKy, B

MIPEAIIECTBYIOMHUE 6 MECSIIEB).

BonbmmHCTBO ¢i1y)k0 TpaHCIIAHTAIIMU HE 00CICIYIOT
OOJIBHBIX C:

. Xpouwuueckoit Burkholderia cenocepacia,
o Abcueccom Mycobacteria.
IIpouune nHpeKIn (Hamp., MYJIbTHPE3UCTCHTHAS

Pseudomonas aeruginosa, Scedorsporium species, Clostridium
difficile) 3aBucaAT OT TONUTUKM M ONbITA MECTHOW KIMHMKU
TPaHCIJIAHTALUH, U TPEOYIOT MOAPOOHOTO PACCMOTPEHHUSL.
TpaHCIIaHTallMM ~ «TOJIBKO ~ JIETKMX» WM COYETaHHUs
«MEeYeHb—NIETKNE» TPeOyIOT THIATENBHON OLEHKM Y MAalMeHTOB C
Mo3/HeH cTaaneil 1€royHoi 60Ne3HN U MOPTATBHON rUIepTEeH3HEH.

6.2.4. Kaxue ocnoxcnenus CF  saoscnvr  Ons
npuopumema nepeo mpaHchianmayuerl 1éakux?

OnrtuMusanys aaiMEHTapHOTO CTaTyca MPUOPHUTETHA IS
OKHMJIAIOIIUX MAI[EHTOB, HO HE MOXET OBbITh CHIBHBIM (DaKTOpOM
JUTSE 3aJIepKuBanus B criucke [92].

CFRD mpucyrcteyer 'y 40-50% manueHToB  IpH
oOcienoBaHNM, W TIOCIE TPAHCIUIAHTAMHM Pa3BHBACTCS emé y
~20% mnanuentoB. Y manuertos ¢ CFRD npu TpaHcmmaHTanuu
oTMevaach TIOBBIIICHHAS CMEpTHOCTb, HHDEKINI u
TOCIINTANN3auUs B CBS3M C OTTOp)KEHHEM. Bo Bpemsi oxupaHus B
cnicke BakHa onrumusanus koutposst CFRD [93, 94].

Xponmueckass ©Oonesnp mouek (CKD) Bcrpeuwaercs y
MHOrHX B3pocnelx OompHbIX CF, W Tam, rae mpaxkTHueckn
BO3MOXHO, CIIEIyeT IpPeAyCMOTPETh OTPAHUUYCHUE BO3JACHCTBUS
HEe(POTOKCHUECKUMH JICKapCTBAMH TIepe] TpaHciuanTanuei [95].
BnusHEE UIMTENBHOTO CHCTEMHOTO BBEAEHHS aMHHOTIIMKO3HJIOB

80Nnpocos
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nepe)  TpaHCIUIaHTanueil  Ha  QYHKLIMIO  TOYEeK  Iocie
TpaHCIUlaHTaluu  HesicHo [96]. MHrubuTopsl  KalbLHHEBPUHA,
runeprensuss 1 CFRD cBs3pBasmich ¢ OOJIE3HBIO IOYEK IIOCTE
TpaHCIUIAHTALH.

Ocreonopo3 (24%) m ocreonenus (38%) Bcrpewaercst y
natmentoB ¢ CF [97]. Mosker moTpeOOBaThCs — Teparnust
oucpochonaTom IS MOIAEPNKAHUS W YIYUIICHHS COCTOSHUS
KOCTeH nepeq TpaHCIIaHTaluei.

HekoropeiMm 0GonbHBIM B MO3AHEH CTaaAWU JIErOYHON
Oomesnn  (Hamp., APBA) TpeOyercss cuCTeMHOe BBEICHUE
KOPTHKOCTEPOH/IOB. Y MCHBIIICHUE THEBHOM J03BI IPEAHU30JI0HA JI0
<15 Mr/cyTkM  TOMOXKET  3@KHUBICHHIO W  CHU3UT  PHCK
HOCJICOTIEPAIIMOHHON NH(EKIMHU, a TaKkKe OTpaHHYHT JaJIbHEeHIIee
CHI)KEHHE TUIOTHOCTH KOCTH.

C TOYKHM 3pEHHUs [ICUXOJIOTHH, BKHO OMOYb TALUCHTY
HOJUICP)KUBATh HAJIGKAY U OOPOThCS € JIeMOpalIM3aueii u
U3HEMOXKECHUEM.

6.2.5. Ilpu xaxux obcmosmenvcmeax ciedyem paccmMompenms
UHBA3UBHYIO denmuaayuio y nayuernmog ¢ CF?

Ponb  HMHBa3WBHON BEHTHISALMH Uil HALMEHTOB Ha
MocJeHel CTaauy JErOYHOI 00Je3HH MPOTHBOPEUNBA M IPHHOCHUT
Maio pe3ynbratoB [98].

Crenyer paccMoTpeTh €€ NpUMEHEHHE MalieHTaM, Y
KOTOPBIX JIErOYHasi HEIOCTATOYHOCTh pAa3BHIIACh B  YCIOBHSIX

OCTPOr0 MPHUCTYNA, W BOCCTAHOBJIEHHE BO3MOXKHO  (HAmp.,
MacCHBHOE KPOBOXapKaHHUe, MHEBMOTOPAKC, TpHIII,
nocleonepanuonHsii yxox) [98, 99].

TpaHcruiantanust — Mocjie  BEHTHIATOpA  CBA3aHa  C

MoBbIIeHHON panHelr cmepTHOCTBIO [100] M mpemTaraeTcs TOIBKO
B HUCKIIOYHTENBHBIX  CIIydasX, M HE BCEMH CIyKO0aMu
TpaHcIiaHTanud. OOBIMHO OHAa MPOMCXOAUT TOJNBKO Yy Tex
MAIMEeHTOB, KOTOPBIM 10 BEHTWIAMH ObUla  TIPOBEACHA
npeoTnepaluoHHast MOAr0TOBKA.

Hexoropeie ciy)kObl TpaHCIUIAHTAIMM  PACCMATPHBAIOT
TPaHCIJIAHTALIHUIO naryeHTam, KOTOPBIM notpedoBagach
JKCTpaKopropanbHas MemOpanHas okcureHanust (ECMO) npu
TsOKENON  n€rouHol  HemoctaroyHOCTH. ONHCaHHS — CIIydaeB
npeAcTaBsu oTiaudHble pe3ynbrarel [101]. Jlo mawama ECMO
o0s3aTeNbHBI TIOAPOOHBIE 00CYykIeHuss Mexny Opuramoir CF u
CITy00# TpaHCIUTAHTALIUH.

6.2.6.  Kaxue nanpasnenus mepanuu 8ajichvl npu NALIUAMUGHOU
nomowu nayuenmy ¢ CF?

HeoOxomnmber panHue Oecembl  (BKMIOYas O0OCYXKICHHE
BO3MOXKHOCTEH  TpaHCIDIAHTAallMM), YTOOBI JaTh BpeMs s
TICUXOJOTHYECKOW HACTPOHKH M BHUMATEIBHOTO BHIOOpA TEpaIvH,
0COOEHHO €CIT OTCYTCTBYET NMOHHMMaHue. Jlewammii Bpad IOJDKEH
HayaTh C TAIlMEHTOM M CeMbEH O0O0CYXKJIEHHEe TOMOIIM MpH
JOKMBAaHUM, U MPUBICYb MEXKIUCHHUIUTHHAPHYIO Opurany. Mosxer
noTpedoBaThcs  3HAYMTENBHOE  y4yacTHe Icuxosora  (Hamp.,
npenBapuTebHbIe OLIYLICHUsS CTpajaHusi, padora ¢ dYJIeHAMHU
cembn) [102].

CHUMITOMEI, KOTOPBIE 9acTO TPeOyIOT KOHTPOJIS, BKIIOYAIOT
OJIBIIIKY, OOJIb B TPYy/H, TOJIOBHYIO 0OJIb, YCTAIIOCTD M IIOXOH COH

[103]. HcnonszoBanue HapKOTUYECKUX AHAJIbI€TUKOB,
AHKCHOJIUTUKOB, MOJNEP)KKA OYMCTKH JIbIXaTeJbHbIX IyTeH,
IICHUXOJIOTHYECKHE  CTPATerWH,  KHUCIOPOA M HOJJIEpIKKa

HEWHBA3UBHOM BEHTHIIALMEN UMEIOT BasKHOE 3HayeHue [67].

Ecmun  morpebyercs, I ONTHMH3ALMH  KOHTPOJIS
CHMITTOMOB OpHUrajam cieyer HOJMy4HTh MOAACPKKY OT KOJUIET 110
naJMatuBHo# oMoy [103, 104].

Bamanc Mexny dS(pQeKkTHBHONH aKTHBHOHM Tepammed Ipu
obecreyeHn aJeKBaTHOIO KOHTPOJISI CHMITOMOB MOXET OBITh
0COGCHHO TPYIHBIM y IMALMEHTOB, OKMAAIOIINX TPAHCITAHTALIIO
[103, 105]. KonTtposb CHMIITOMOB HE [PEISITCTBYET

TPAHCIUIAHTALMK JIETKUX, OJHAKO Ba)KHA TECHAsl CBSI3b MEXKIY
opuranoii CF ciyx60# Tpanciuiantanuu [103].

CMepTh TAalMEHTAa MOXET OKas3blBaTh 3HAYMTEIbHbIN
sddexr Ha ApPYrux MAalUeHTOB M COTPYIHUKOB IieHTpa. JoikHA
OBITh TpemIoKeHa moanepkka apyruM mnanumeHtam ¢ CF u
corpyanukam [103].

6.2.7.  Kakue axmopvl 6adxchvl ONisi NPUHAMUS DeUleHUsi O
Mecme nomowgu ymuparowemy oonvromy CF?

JXenanue nanyMeHTa W POACTBEHHHUKOB JOJDKHBI HIDATh
IJIABHYIO POJIb B TNPUHATHH PEIICHHS O TOM, TIJIe OKAa3bIBATh
MOMOIIb ~ YMHPAIOIIEMY TAIMEeHTy. HacKoJbKO TMPaKTHYeCKH
BO3MOXKHO, CJIE/LyeT CHOCOOCTBOBATH BBIMOJHEHUIO ATHX JKEJIAHHH.
KiroueBoil  BONPOC — 3TO JOCTYMHAs JoMa TOIJCPKKa ISt
OINTHUMAJIBHOTO OOJIErYeHUsI BCEX CHMITOMOB (HAIp., TPOBEACHUE
OYHCTKH [IbIXaTCJIbHBIX IYTEH, BO3MOXXHOCTH CBOCBPEMEHHOTO
KOHTPOJISI CHMIITOMOB).

TMamyeHTbl  NPEANOYMTAIOT — MOJy4aTh  MOMOLb  OT
COTPYJHHUKOB, KOTOPBIX OHH XOpPOLIO 3HAIOT, M B 3HAKOMO
obcranoBke [106]; BO MHOTHX Cilydasx OHH MPEAINOYUTAIOT
nosydars nomouis B 6ospHuie [103, 107].

3a4acTyio MPOJIOJIKACTCS aKTHBHOC BEICHUC MAIMCHTOB C
MaKCHMaJIbHBIM KOHTPOJIEM CHMIITOMOB, U BO3MOXHBIH KOH(IUKT
MEXIy aKTHBHBIM BEJCHHEM M  ONTHMH3AlMEH  KOHTPOJIS
CHMITTOMOB TpeOyeT BHUMATEILHOTO PACCMOTPEHHMSL.

Baxno oOmenue Mexay BCEMH UICHAMH OpHTrajbl,
MECTHBIMH YIPEKICHUIMU 3JpaBOOXPAHEHHUS (BKiTROUAs
MIEPBUYHYIO TOMOII[b), TTAIIUEHTOM U POJICTBEHHUKAMH.

6.2.8. Kakas mepanus cneyugpuueckux ocnoxcrenuii CF
mpebyemcs noce nepenecénnol mpancnianmayuu 1é2Kux?

Iocne Tpancrulantanuu JETkUX Tepamnus ocioxxkHeHuit CF
ocraércs akryanpHoi (Hamp., CFRD, ocreomopos, DIOS). Bo
MHOTHX CITydasiX CIIy’k0a TPaHCIUIAHTAI[MH NPOBOUT TIOJIHEIA yXO
3a manmentoM. Opnako npu HeoOxomammoctu meHTp CF momken
OKa3bIBaTh TTOJIIEPIKKY.

Tpebyercss mncuxocouuanbHbIM KaHal A pabdoOThl ¢
MICUXOMATOJIOTueN (Harmp., IEKapCTBEHHbIN MCUX03, PEaKIUH MOCT-
TPaBMaTHYECKOT'O CTpecca).

7.  TlcuxoJjoruueckasi moaIepKKa

Amucrap Hadd (CK)

I'epansn Yaspux (I'epmanus)

Mbuau bpaiion (CK)

Kuzup ¢ CF Moxer ObITh 3MOLHOHAIBHO U (HU3UYECKU
HaNpsKEHHOM /ISl MALMEHTOB U UX POJACTBEHHUKOB. bone3up u e€
JICYCHHE BIUSAIOT HA CIOCOOHOCTh K BBIIIOJHECHUK OOBIYHBIX
©KCJHEBHBIX 3a/lad M MEPEKHBAHUIO HEOXKHIAHHBIX JKM3HCHHBIX
coObIThii.  Xopoliass — INCHUXOJIOTHYECKas  IIOMOIIb  Terepb
HHTEIPUPOBaHA B MEMIMHCKOI OpHraje; MMeeTcss 3HAYUTEIIbHBII
00BEM  JMTEpaTypbl, TA€ ONHCAHbl  OCHOBHBIE  AJIEMEHTBI
nicuxocotransHoi posu [5, 108]. Lenb 9Toi cTaThu — YCTAHOBUTH
HPHOPUTETHI 110 KIIFOYEBBIM NICHXOCOILMAIbHBIM BOIPOCaM M JaTh
PEKOMEH/IALINH 110 BEACHHIO TTAIIHEHTOB.

7.1. Kaxosvl cywjecmsennvle snemenmuvl nodoeporcku pooumeneil
Ha nepeom 200y, nocie OuaeHo3a?

Juarnossl CF Gonblieil 4acThlo CTaBSTCSA NMPU CKPUHHMHIE
HOBOpOkAEHHBIX. CkpunuHr Ha CF nmeer menmpio CHMXKEHHE
3a00J1€Ba€MOCTH U CMEPTHOCTH, XOTS JIOJKHBI OBITH MPU3HAHBI €T0
BO3MOJKHBIE HEJOCTATKH M CBEACHO K MUHUMYMY UX BO3J€HCTBUE
[2]. Huarno3 CF mopaxkaeT, OCOOEHHO €CIM B OCTaJbHBIX
OTHOIICHUSIX peO&HOK 3m0poB. Poxurenn MOryT mpoOSBISTH
HeJoBepHe M pa3o0INeHHe JuarHosa M peOEHKa, KOTOpoe MOXKeT
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MIPOJIOJIKATECS IIEPBBIE HECKOJIBKO HEJelb, M TOpa3/io JOJIbIIe
[109]. [MHomxHbl  OBITH  HPEUIOKEHBI  MPEAYHPEIUTEIbHbIC
KOHCYJIBTAallM M SYMOIMOHATIbHAS TTOIEPXKKA, C HEeTbl0 OneHKH: (i)
NoHUMaHuss MHGOPMAIMU poauTeNsamMH, (i) peakiud Ha JHarHO3,
(iii) cTuist BeaeHusl, HEOOXOANMOCTH MOAICPIKKH U PECYPCOB.

PopurensiM cneayer 3aHAThCS OOyYEeHHEM BBIPAIMBAHHIO
pe6éuka ¢ CF, moanepkuBasi 6amaHC MEXAY BEICHHEM CIIOKHOTO
3a0oJieBaHMsT ¥ BOCHHMTAaHWEM y peOEHKa YyBCTBa COOCTBEHHOTO
JOCTOMHCTBA ¥ MOHMMaHuUs. CeMbsl JIOJDKHA HAJCSThCS Ha TO, YTO
pPEOEHOK BBIPACTET B3POCIBIM C XOPOLIMM KadeCTBOM JKH3HU H
TaKUMH K€ JOCTHKCHUSIMH, KaK Y CBOMX CBEPCTHHUKOB.

OcCHOBHBIE 3a/1a4H, 110 KOTOPBIM TPEOYIOTCSl KOHCYJIbTALINH:

d CoueTaHue JeYCHUs ¢ eKETHEBHBIM YX0JI0M 3a PEOEHKOM

. TTomormp poauTensM B IPUHATHHU U IIPOBEACHUN JTCUCHHS

. Wudopmuposanue poaureneii u qpy3eil 0 MEJUIIHHCKOM
COCTOSIHUH

. B03MOKHOCTB IICHXOCOLMATBHOTO HAOJIIOJCHHS 32
poIUTEIAMH, ecin TpeOyeTcs, BKIo4as IapHble
KOHCYJIBTAIMH

d JoctynHas ¢puHaHCOBast
TI0J1JIeP>KKa/TI0COOHSI/KOMIIEHCAINH, U IIPOYHE CPEACTBA
TIOJIJICPKKH.

7.2. Medrcoynapooroe NUOEMUOTIOSUU

Oenpeccuu/mpesodichocmu (TIDES)

usyuernue

JlaHHBIE 10 pe3ynbTaTaM MEKIYHapOIHOTO H3yIEHHs
snuaemuonornn  nenpeccun/rpeoknoctd  (TIDES) B Epore
MOKa3bIBAIOT, YTO ITIOBBINICHHE OAJUIOB AENPECCHM HE OTIMYACTCS
OT OOIMX IIOMyJISIUHA, XOTS COOONIATOCh O BBICOKMX Oaurax
TPEBOXKHOCTH, OCOOEHHO CpEeAW KCHIIMH. BBIIBIEHO HECKONBKO
(hakTOpOB pHUCKa, BIUSIOMINX HA MOBBILICHUE OAIIOB ACHPECCHU U
TPEBOXKHOCTH CPEIU MALMEHTOB. TPEBOKHOCTD U JIETIPECCHUST TAKKE
MPEACTAaBIAIOT 0co0yi0 mpobiemy y poauteneir. B ciyxbe CF
JOJDKHA OBITH JOCTYIHA ITOJUIEPXKKA B OTHOWICHUH ITHX IPOOIEM.
Kaknmu myTsimu cieayer BBISBIATh U YCTPAHATh UX?

Bpurana CF JIOJKHA ~ PeryJsipHO o0cIenoBath
ncuxosiorndeckoe Omarononyune nanueHtoB ¢ CF (em. Ctpykrypa
HEeHTpa TUIs JIOCTYITHOCTH CTELUATTICTOB-TICHXOJIOTOB).
Habmronenne 3a pmenpeccueil M TPEBOKHOCTBIO Yy MAIMEHTOB MU
poauteneil JOHKHO HPOBOJUTHCS 4YEpe3 €XKETOIHBIH OCMOTP C
ncuxometpukoit (Hamp., HADS, CES-D) unu 6ecenoid.

IloBplICHHBIE — TICHXOMETpUYECKHEe  Oamisl  TpeOyroT
JIMarHOCTUYECKOTO MHOATBep)kAeHHs. OHO JIOJDKHO BBIHOCHTBCS
ncuxojorom Opuraael CF mociie KIMHHYECKOro coOecepoBaHMsI.
Ecnu He mMeercst mITaTHOrO INCHXOJIOTA, TO CIEAYET PacCMOTPETh
HaIpaBJICHUE B CITy)KOY NCUXUATPUYECKOH ITOMOIIH.

Icuxonornyeckoe BMEMIATEILCTBO, €CIIM OHO TTOTpeOyeTcs,

JOIDKHO  TIOJIEPKUBATBCA ~ COOOPAKEHMSAMH  NPAKTHIECKHX,
COLIMAJIBHBIX, 00pa3zoBaTeNbHBIX " po¢eCCHOHATBHBIX
MOTPeOHOCTEH MAIMEeHTa U €ro IMOTICYHTENCH.

7.3. Kax cnedyem codeticmeosanv NCUXON02UHECKOU

YCMOUHUBOCUL 8 KIIOYEEbLe NEPEXOOHbIE MOMEHMbL, U KAK CRPAGISIMbCs
€ BO3MOJICHOIL NCUXONOSUYECKOUL YA38UMOCTBIO?

TlepexOHBIMH CUMTAIOTCS 3HAYUTEIBHBIC HM3MCHECHHS B
OTHOLICHUM MEPCIEKTUB M NPOOJIEM pa3BUTHS M JIMYHOCTH Y
ITAILIMCHTOB C CF, u ‘lyBCTBO OTBCTCTBCHHOCTH, KOTOpOe OHU BJ'[eKyT
3a co00Ii.

KitoueBbie nepexoaHble MOMEHTBI CIIELYIOIINE:

i. Anamrarus poauTesneil K TUarHO3y
ii. Hawano oGyuenus: jeTckuii caji, HaYaIbHAS M CPEIHAS

IIKOJIa

iii. TTepexom OT POAUTENBECKOTO YXO/Ia K CAMOOOCITY)KHBAHHIO

iv. Tlepexos OT MeIMATPHYECKON TOMOIIN KO B3POCIOLL
MEUIIUHCKON TOMOIIN

V. [octynnenue Ha paboTy WK JajbHelee 0Opa3oBaHue

Vi. TloTeps He3aBUCHMMOCTH (HAmp., YBOJbHEHHE C pabOTHI,
HOTepsi AaKTUBHOCTH M (DYHKI[MOHAJIBHOCTH, IOBBIIICHHE
3aBHCHMOCTH OT MHTEHCHBHOTO JICYEHUS U OOCITyKUBaHHU,
HPHHATHE TPAHCIUIAHTALIMH WM JIO)KUBAHNS).

B o0mem, mncuxoyoruueckas yCTOMYMBOCTH —  3TO
CIOCOOHOCTh BOCCTaHABJIMBATHCS MTOCIEC HETATUBHBIX COOBITHIA TIPH
OTCYTCTBHU  JUTMTENFHOTO  3MOIIMOHAIBHOTO  PAacCTPOUCTBA.
VYcroitunBocTh MHOTO(AKTOpHA, M €€ OJIIEMECHTHl HE Bcerua
nopnatorcss  u3MeHeHuto [110]. TnaBHoe BHHUMaHHE —CIEAyeET
HANpaBUTh HA YCHJICHHE COLHMAJIbHON MOANCPIKKH M IOOIIPEHHE
onTuMmU3Ma (B MIEPBYIO OYepe/ib, IIPH MEAUATPUUECKOH TOArOTOBKE
MNAalMeHTOB K BEACHUIO B3POCIOH JKM3HM W  [OBBILICHUIO
CaMOJIOCTAaTOYHOCTH M CAMOKOHTPOIS).  OMOLMOHAIBHYIO
YSI3BUMOCTBD CIICIIyET YMCHBIIIATh MyTEM aKTUBHOM MPOPIIAKTUKU B
KaX/IbIH 1epeX0IHbI MOMEHT.

74. Kaxosvl  cywjecmeennvle  nemeHmvbl 6 OCNUMAHUU
COONIOOEHUs: pexcumd, 8 YACMHOCTU, UHRATAYUOHHOL mepanuu?

CoOJro/icHUEe PEKUMa, OCOOCHHO B OTHOIICHUH MHTAJSIIIUI
— KimoueBast mpoGiieMa B TPOQHIAKTHKE IPOrPEcCHH OOJIE3HN.
VYemex  NCHXOJOTMYECKOTO0  BMENIATeNbCTBA  ONpEJesIsieTcs
crenyromuM: (i) MOBEICHUEM OpUTaIbI TIPU YXOJE 3a MAlHCHTAMH,
(i1) COTpYAHMYECTBOM C NALMEHTAMU B YCHJICHUHM MX MOTHBALMH,
(iil) BBIABICHHEM HPEMATCTBHNA M aKTUBHOHM IMOJACPKKOW YCHITHI
MALUEHTOB K IIPOBE/ICHUIO JICYCHHUSI.

i. Bpurasa noJKHA MOAAEPKUBATH SIMHBIN, BOCIUTATEBHbII
U LIEJIOCTHBIN MOJAXO0J K COOJIOIEHNIO PEKHMA, HA OCHOBE
¢ QekTHBHOTO HHGOPMHUPOBAHUS M  JTOBEPHUTEILHOTO
obmenust. OTKpPBITBIE 00CYXISHUSI BEIyT K OOJErdeHUIO
yXoma, wWrpas OONBIIYI0 WHIWBHIYaIBHYIO pOIb U
ompezmensii  TpeOOBaHMS K yJacTHIO W NPUHATHIO
UH(POPMHUPOBAHHOTO pelIeHusI. INcuxoconuanbHble
CTEIMANUCTBl  JIOJKHBI MOJJIEP)KUBATh YCHIIMS UJICHOB
Opurazpl 1O BOBJICYEHHIO MAIEHTOB B Oeceay cC
UCIIOB30BAaHNEM YMEHUS aKTHBHOTO CITyIIAHUS

ii. VOex/eHre TANMEHTOB, KOTOpHIE XPOHUYECKH ILIOXO
COONIIOMAIOT pEeXHUM, He melcTByeT. [lcumxoconuanbHbIC
CIICIMAINCTHI JTOJDKHBI PYKOBOJIUTH YCHIIMSAMHE IO CHSTHIO
MEepIEeNIUOHHEIX W OMOIHMOHAIBHBIX ~ 0apsepoB B
COOJIOJICHNN peXMMa y MalieHTOB, KOTOPBIE HE KETAloT
NPHU3HATH POOIIEMyY HITH He MOTHBHUPOBaHbI [111]

ili. Panx mcuxonormyeckux cTpartermit Mpou3BOmMT SddeKT
(Hamp., yCHJIeHHOE MJIaHUPOBAHUE, Pa3pelieHnue mpoodaem).

Ceffuac  TPOXOIAT KIMHUYECKHE HCIBITAaHUS  TaKUX
MeTonoB. IlcuxoconuanbHble — CIEHMUATUCTBI  JOJKHBI
JIOCTUTaTh ~ KOMIIETEHTHOCTH B HMX MPOBEACHHUU U

obecrieunBaTh pyKOBOJICTBO.

75. Kaxosvl cywecmeertbie snemenmvl NOOOEPAUCKU NAYUEHINOS,
OUAZHOCIMUPOBAHHBIX 8 NOOPOCKOBOM/E3POCIIOM 803pacme?

Juarnoctuka CF mocne mepuoaa nercTBa MPOUCXOIUT IO
psny mnpuumH: ciabble WM OMHMOOYHO JMarHOCTHPOBAHHEIE
CHMITTOMBI, MEHbIIasi TsDkecTh (eHoTuna [112]. TTauueHTsl 4acto
pas3rHeBaHbl U HOTPsiCEHbI MHpOpManuel (mporHo3, decruioaue) u
«TEeXHUUYECKUMM» acnekramu JeictByromux kiauHuk CF. Oto
OpUBOAUT K mpobneMaM B TIOCTPOGHHH  JOBEPHTEIBHOTO
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corpynHuyectBa. TpeOyeTcs ruOKuil 1 MHANBUAYAIBHBIA TOIXOI K
KIIMHUYECKOMY BEJCHUIO Ka)XKIOI'0 HAallUEHTa, KOTOPOE OTINYACTCS
oT 0OBIYTHOI [IOMOLIH, OKa3bIBACMOM ManueHTaM,
JUAarHOCTUPOBaHHBIM C paHHero pnerctBa. Cneayer HalpaBUTh
BHUMAHUE Ha IIPOTHO3, BOIPOCHl IIJIOAOBUTOCTH, JIHYHYIO
MOAJEPKKY U PACCMOTPEHUE UCTOUHHKOB M COJEPKAHUS CBEACHUI
o CF, xoTopble ManueHTsl MOTYT MOIYYUTh (HEKOTOPbIE HCTOUHHKU
BBOJAT B 3a0nmyxaenue) [113].

7.6. Tpobnemvl  6ecnopsoouHo2o numaHus U GHewHe20 6uod
GIUSIOM  HA JledeHue U NpoSHO3 nayuenmos. Kaxoevl Kirouesvle
aneMeHmbl st UX peuteHust?

Konkypenmus tpebGoBanmii neuyenusi CF, Bkirouarommx
KOHTPOJb 32 aTMMEHTapHBIM CTaTyCOM B IUIaHE MPHOABICHHS Beca,
U TpeOOBaHUH KyIbTYpHI, aKIIEHTUPYIOIIMXCSA Ha CTPOMHOCTH Tena,
NPUBOAUT K HEJOpPa3yMEHHMSIM B OTHomleHHMH muranus. O
npobiemax OecHOpSIOYHOrO THTAHWS M BHENIHEro BHJIA Y
6onbHbIx CF ectb craths [114].

Toaxox kK AMETOIOTMUECKOMY BEJICHUIO MAalMeHTa Tpedyer
YUHUTBIBATh €T0 OTHOIICHUE K MUTaHUIO, (PUTYpe W BHEIIHEMY BUAY,
a HE TOIBKO COCPENOTOUYMBATHCS HA TNOTPEOICHHH Kalopuil u
npubaBneHnn Beca. OLEHKa MOTPeOJIIEMON MUINK  JOJDKHA
BKITIOYATh YKA3aHHBIC BBINIE BOMPOCH M IUIAHHPOBAHHE [HETEHI,
OCHOBAHHOM Ha UJee 30POBOTO MTUTAHUS.

Just marentoB ¢ CF nomkHBl MeThesi 00pa3oBaTelIbHbIC
nporpaMmbl, HHGOPMHUPYIOIIME O IHIIEBAPCHUH, [OTPEOICHUN
Kajnopuil 1 ucnonb3oBanuu sHepruu npu CF. Bpauu-crenuaaucTsl,
pabotatomue ¢ naruentamu ¢ CF, 10/mKHBI OBITH TIOATOTOBJIEHBI K
OTIPE/IENICHUIO U PAaHHEMY BBIIBICHUIO HETIPABHMIIBHBIX PHUBEIYEK B
nuTaHnd. PeKOMEeHIyeTcss COBMECTHOE BMENIATeNbCTBO JHETOJNIOTa
1 TICHXOJIOTA.

1.7. Kax  cnpasumvca ¢ KmouesbimMu  NCUXOIOUHECKUMU
npobaemamu 83pocivix u nodcuvix nayuenmos ¢ CF?

KiroueBbie mpoGIteMbl B3pocioro Bodpacra: (i) yciaoKHEHHE
OOBIYHBIX 337124 B3pocibix Beneactsue CF, (i) IpUHATHE CIIOKHBIX
pemreHuii (Hamp., cOCTaBlIeHHE NPOQECCHOHAIBHOTO IIaHA MM
pemierne o Tepanuu), (iii) MPEOJONEHUE YXYIIICHHS 3I0POBbS,
MOTEPH TO/BIKHOCTH M HE3aBUCUMOCTH, a TAK)KE HOBBIC THArHO3bI
ocnoxxHenui (Hamp., CFRD), koTtopble Moryr, Kk mOpumepy,
BBI3BIBATh TPEBOJKHOCTH M JACHPECCUIO (AEMOPATIHU3ALUIO), HUKYIO
CaMOOLICHKY U TPYJHOCTHU B OOIIEHHUH.

KiroueBbre mogxon! clieryrommue:

i. AKTHBHOE TIpeIyIpeXIeHNE NPU PETYJIAPHBIX MPOLELYPax U
€KEro/THOM 00C/Ie/IOBAHUU TIOMOTAET BBISIBUTH NOTPEOHOCTH B
SMOLIMOHAJIBHON, MPAKTUYECKOW M COLMATIBHOM MOJIEPIKKE
(mamp., paboTa, IUIOZIOBHTOCTH, PHCKOBAHHOE IIOBEJCHIUE).
ITareHThI CTaparTCst He TOBOPUTH 0 HEX [115, 116]

ii. HampaByeHre K MCHXOCONMANBHOMY CIIEIUAIUCTY OPUrabl
CF i K crenuanucty ciry’KObI ICHXUATPUIECKOIT TOMOIIIH.

Bpuranst CF 10/mKHBL ObITH 03HAKOMIICHBI ¢ BO3MOXHOCTBIO
JeMopajn3alii, HPOUCXOAAIICH BCIEICTBHE MHOMKECTBEHHBIX
npo0jeM co 310pOBbEM. DTO HANOMUHAET (XOTS U OTJINYACTCA)
JIETIPECCHIO TIPH BO3JICHCTBHUH HA JIMYHOCTH U Jeuenun [117].

7.8. Kaxosvl cywgecmeennvie acnekmvl 0Oyuenus u nOOOEpPIICKU
MDT 6 pazsumuu NCUXOCOYUANLHLIX 3HAHUL?

Bcem  unmenam  Opuragel  HeoOxoammo — ob6nanarth
HCUXOCOLMAIBHBIMU 3HaHMsAMU. Onmcana 4-crymneHdaTtas MoJeib
o0y4eHus:

i. Unenbl  Opurajbl  JOJKHBI  MMETh  MOJATOTOBKY B
pacro3HaBaHUHU TICHXOCOLMATIbHBIX MOTPEOHOCTEH, yMeTb
NPEOCTABIATh  MHGOPMAIMIO W IICHXOJIOTHYECKYIO
MOJIEPKKY. Nwmers BO3MOXKHOCTb BbI30Ba
TICUXUATPUIECKOIT CITy’KOBI B HEOTIIOKHOM CITydae.

ii. Uen Opurasbl MOKET MMETH JOTONHHUTEILHOE OOydEHHE
I10: IPOBEPKE U HAIPABJICHUIO B CIy4ae ICUXOJIOTHYECKOro

HUCTOLIEHMS, TPOBEJEHUIO MEPBOH  IICUXOJIOTMUYECKON
TIOMOIIM TOCIE TPAaBMAaTUUECKUX MEAMIMHCKUX COOBITHI
(Harmp., KpPOBOXapKaHHeE), BBITTOJTHEHUIO 0CO0BIX

MICUXOJOTUYECKUX METOJOB (Hamp., 00e3007MBaHHE NpPHU
60J1e3HEHHBIX IPOLEAYPax).

ili. OGyueHHblii ¥ aKKpeIUTOBAHHBIA ulleH Opuragbl st
OIGHKH TICHXOJIOTMYECKOr0 HCTOIIGHUS M BBHINOJHEHUS

0C00BIX TepaIeBTUIECKHX METOJIOB (namp.,
MIPEIOCTABICHHE KOHCYIBTAIIMM WJIM TEparuH COTJIACHO
YCTaHOBJIEHHOM CTPYKType LEHTPA). Tpebyercs
PYKOBOJCTBO  KBAIH(DUIMPOBAHHOTO  CIEIHANNCTa IO
TICUXUATPUH.

iV. KpanmuduuupoBaHHblil CHEMMANMCT 110 TICHXUATPUU (HATIP.,
KIIMHUYECKUI IICUXO0JIOT), KOTOpBIH MOKET

JAUArHOCTUPOBATL MNCUXOMATOJIOTUIO U JICUWUTH, UCIIOJIb3Ys
CIICIUAIbHBIC TICUXOJIOTUYECKUE NHTCPBEHIUH.
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