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AHHOTaUUA

HecmoTps Ha AOCTUXKEHNS B TAPreTHOM Tepanuu, MyKOBMCUMA03
(MB) 0CTaeTCs TshXeNbIM reHeTUYECKMM 3300/1eB3HMEM, KOTOPOE
MMeeT NPOrpecCcUpyoLLnii XapakTep, @ ero OCA0XKHEHNS
3HAYUTENBHO YXYALLAIOT Ka4eCTBO XM3HW M3LMEHTOB.
CoBpeMeHHble MOAXOAb! K NeHEHMIO MO3BOAVAN YBEANHNUTD
CPeAHIO MPOAOIXKUTENBHOCTb XW3HW A0 44 neT, 04H3KO
CYLLECTBYIOT OrpaHUYeHNs B 40ArOCPOYHOM 3PPeKTUBHOCTH
T3preTHOW Tepanun 1 BAMAHKE Tsxenoro Tevenns MB Ha

NpOrHo3 nauveHToB. Ocobyio rpymnmny CoCTaBASIOT N3UMEHTbI C
nporpeccupytowmm TeqeHem MB, onpesensemsiM Mo KpUTepuaMm,
BiktoYaowmnm OPBL < 40% A0MKH., HaAMYMe rTMnepKanHun no
[\3HHbBIM r330BOr0 COCTaBa apTeEPUaNbHON KPOBK, COMYTCTBYIOLLYHO
NErOYHYIO rYNepTEH3MIO, 8 TAKXKE 43CTble 000CTpeHus 33001eBa-
HUS. [IN5 A3HHBIX NALMEHTOB aKTYa/IbHO PaHHee BHeApeHye nan-
JM3TVBHOW MeANLMHCKOV MOMOLLM, HANPaBAEHHOW H3 yayYLLeHne
K34€CTBa XW3HW, KOHTPOIb CUMMNTOMOB W MCUXO3MOLIMOHANbHYIO
noAAEPXKY. B A3HHOM 0630pe 06CYXA3I0TCS KOHCEHCYCHbIE
PEKOMEHA3LIMVM MO MHTErpaLUmm NaANNaTUBHON MeANLMHCKON
NOMOLLM B CTAHA3PTHOE BeeHne nauyeHTos ¢ MB.

KnaroueBble cnoBa: MyKOBNCLM/03, N3ANVBTUBHAS MeAVLMHCKAS
NOMOLLb, MPOrpeccUpyioLLee TeYeHne, K4eCTBO XIU3HY,
pecnvpaTopHas NoAAEPKKa.
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Abstract

Despite advances in targeted therapies, cystic fibrosis (CF) remains
a severe genetic disease with progressive clinical course, where
complications significantly impair patients’ quality of life. Modern
approaches to treatment have increased the average life expectancy
to 44 years, but there are limitations in the long-term effectiveness
of targeted therapy and the impact of severe CF on the prognosis
of patients. A distinct subgroup comprises patients with progressive
CF, defined by criteria including FEV1 < 40% predicted, arterial
hypercapnia, concomitant pulmonary hypertension, and frequent
disease exacerbations. For these patients, early integration of
palliative care aimed at improving quality of life, symptom control,
and psychosocial support is particularly relevant. This review
discusses consensus recommendations for incorporating palliative
care into standard CF management.

Keywords: cystic fibrosis, palliative care, disease progression,
quality of life, respiratory support.

BBepeHuUue

MyxkoBucnugo3 (MB) — reHeTuueckoe 3abojeBa-
HMe, KOTOPBIM, IO MOCJeJHUM JaHHBIM, CTPagaloT
6osiee 160 ThIc. yesoBeK Bo BceM Mupe [1]. HecmoTps
Ha 3HAUMTeJIbHbBI Iporpecc B jieueHuu, MB ocTaeTcs
MIPOrPecCcUpPYIONIMM U HEU3JIEUMMbIM 3a00JIeBaHNEM,
CYIIleCTBEHHO COKpallalouMM NPOAOIKUTETbHOCTh
SKM3HU MALlMEeHTOB, AasKe C y4eTOM ITpMMeHeH s COBpe-
MEHHBIX TapreTHBIX ITpernapartoB. JJocTyskeHus B 06J1a-
CTU Tepaluu y maieHToB ¢ MB m03BOMMIN TOGUTHCS
yBeIuUueHus CpefHel MPOrHo3uPyeMOoli BBDKMBAE€MOCTH:
Tak, Hanpumep, B CIIA mpogo/IkKUTEebHOCTD XXU3HU
yBenamumiach ¢ 20 net B 1986 romy o 44 et B 2018 rogy
[2]. HecmoTps Ha BHe[peHMe TapreTHO Tepannu, ee
moyrocpouyHast 9hheKTUBHOCTD OCTAeTCsI Heompee-
JIEHHOJ, Y HEKOTOPBIX MallMeHTOB BO3MOXXHO pa3BUTHE
1Mo60uYHbIX 3(PEKTOB Ha ITpKeM IIpernapara, a AJjs 4acTu
MMallMeHTOB AaHHAas Tepanus MOKeT ObITh HETOCTYITHA
MM He TIoka3aHa [3]. Takke He06XOqMMO YUUTHIBATD,
YTO y MHOTHMX MalXMeHTOB ¢ MB Ha ceromHSIITHNIT TeHb
y3Ke YCTaHOBJIEHO IIpOrpeccupyioliee TeyeHme 3a60-
JieBaHUSI, UTO TOBOPUT O TOM, UTO ITPOrpeccupyoliee
TeueHue MB gBisieTcs akTyaabHOI ITpo6IeMoii, Tpeoy-
I0L1ell MyJIbTUAUCUUIIMHAPHOIO NoAXoAa. [4].

IMamyeHThbl ¢ MB cTaNKMBAIOTCS C 6OBITUMU TPY/I-
HOCTSIMM 3a60J1€eBaHM S, BKITIOUAIOIIMMM B ceBsI orpe-
JIeJIeHHbIe CMMIITOMBI (OJIbIIIKA, 60/, YCTAJIOCTH),
9MOIIMOHAbHbIN CTpecc (TPeBOXHOCTh, Aelpeccus),
COIMANbHYIO U30JSIIUIO, & TAKXKe CJTOKHOCTHU, CBSI-
3aHHbIE C JIeUeHMeM U MIPUHSITUEM CJI0XHbIX Me -
LIMHCKMMM pellleHUii Ha MPOTSI)KEHUM BCEro TeUueHU s
60me3Hu [5]. TTaumeHThbI ¢ MB 06BIUHO XaMyIOTCS HA
00JIb U VICTIBITBIBAIOT AEIPECCUIO ¥ TPEBOTY Yallle, YeM
3J0pOBbBIE CBEPCTHUKM [6, 7]. [Ipenpinyuye uccuaeno-

BaHMSI MOJYEPKMBAJIN, UTO KAJOOBI M KIMHUUECKAS
KapTUHA MOTYT HIMPOKO BapbUPOBATh B 3aBUCUMOCTHU
OT BO3pacTa MalyeHTa, TSKeCTy 3a60/IeBaHMS M MHOTUX
IPYTUX XapaKTepUCTUK, BKIOUAS TeKyllee UCIO0b-
30BaHMe MeTOH0B jieueHMs. [laHHbIe UCCieJOBaHMIA
CBULIETEJbCTBYIOT O TOM, UTO B3pocJble ¢ MB uaie
CTaJKMBAIOTCS C BbIpaskeHHbIM QU3MUECKUM AMCKOM-
(bopToM, cBSI3aHHBIM C CMMIITOMaMM 3a60JieBaHMUs, 10
CPaBHEHMIO C IeTbMU U mogpocTkamu. Kpome Toro,
pacrnpoCcTpaHEHHOCTD U TSXKECTb CMMIITOMOB OKa3bIBa-
eTCsI Bblllle Y SKeHIIMH U MaljMeHTOB CTapIliero Bo3pacTa
[8, 9]. Hamubosiee pacipocTpaHEHHBIMY CMMIITOMAMU
SIBJISIIOTCSI KallleJIb, ONbIIIKA, YCTAJIOCTh, BbIJIEJIEHNS 13
MPUIATOYHBIX [Ta3yX HOCA, TPYAHOCTY CO CHOM U 60JIh
[10, 11, 12]. Kamens, ofpllika, puHOpes U yCTaJI0CTh
YacTO OIIEHMBAKOTCS KAaK CaAMbIe TSIKeJIble MU OeCIoKo-
siiue cumnTomsl [10, 11, 13, 14]. Kpome TOro, HEKOTOpPbBIE
CUMIITOMBI C 60jIe€ HU3KMMM ITOKa3aTeIIMM PacIpo-
CTPaHEeHHOCTY ObLIM 3aPeTUCTPUPOBAHBI KaK TSIsKeJIbIe
MJIV CUJIBHO OeCITOKOSIIe IJIS allIeHTOB, HallpuMep,
CUMIITOMBI CO CTOPOHBI XKeJTyTOYHO-KUIIIeYHOT0 TPAKTa
[10, 11]. Ncrionb30BaHMeE TapreTHOV Tepanuy U3MeHsIeT
pacnpoOCTPaHEHHOCTh U TSKECTh CUMITTOMOB MB, oco-
6eHHO cpeJiy MOJIOAbIX MAallMeHTOB, KOTOPble HavYaJIu
IIaHHYIO Tepamnuio B 60siee paHHeM Bo3pacre [15].

ManrmaTuBHAA MEeAULMHCKAA NOMOLLUb:
onpeaeneHUe U poab npu MB

[MTannauaTuBHAS MeAULIMHCKAS TOMOIb — 3TO BCE-
00'beMITIONINIE TTOAX0[T K OKa3aHMIO ITOMOII M, HATIpaB-
JIEHHbIV Ha 0b6JieryeHe CTpaJaHuit U yIydileHye Kaye-
crBa xkusuu (KXK) momeit ¢ TskeabpiMyu 3a60/1eBaHUSIMU
U YXaXKMBAIOUIMX 38 HUMM GJIM3KMUX C MOMEHTA MOCTa-
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HOBKM AuarHosa [16]. laHHble MeTaaHa/l113a paHL0MU-
3MPOBAHHBIX KIMHMYECKUX UCIIBITAHMI IOATBEPKIAIOT,
UTO MaJJIMaTUBHAS MeIUIIMHCKASI IOMOIIb yIydlIaeT
psip rokasareJieii, BKawuas KX naieHToB, TSXKeCTb
CUMIITOMOB, YI0BJI€TBOPEHHOCTb YX040M [17]. ®oH[,
60pb6bI ¢ MB (Cystic Fibrosis Fond, CFF) paspa6oran
cliefyrolee onpeaeieHne NajaauaTUBHON MeqUIVH-
cKo¥t momoru: «IlamauaTuBHAs MeUIIMHCKASI ITOMOIIb
HAITpaBJieHa Ha YMeHbIIeHe PU3NIeCKUX ¥ IMOILMO-
HaJIbHBIX CUMIITOMOB U yJIyullleH/ e KaueCcTBa KM3HU
gwpeii ¢ MB Ha mpoTsiskeHUM Bcel UX Ku3Hu. [lannm-
aTMBHASI MeIUIIMHCKAsI MOMOIIb OKa3bIBAETCS HAPSITY
C OOBIUHBIMM METOJAMMU JIEUeHU S ¥ MHIVBUIYATbHO
B COOTBETCTBUM C YHMUKAJbHBIMMU LEJISIMU, HAAEXIaMU
U LIEeHHOCTSIMM KakJIoro yesioBeka ¢ MB» [18].

LLikanbl oLeHKU cocTOAHUA nauveHToB ¢ MIB
U AUL,, OCYLLLECTBAAIOLLUX YXOA,

Insg nanyuenToB ¢ MB 12 net u crapiie @oHn 60pb-
651 ¢ MB peKOMeHAYyeT MCII0b30BaTh eAMHYIO IIKAJTY
pe3yabTaTOB KOMIIJIEKCHOM NaJIJIMAaTYBHON MOMOII U
(Integrated Palliative Care Outcome Scale, IPOS) eske-
TOJHO U Ha 3Tamnax pa3BuTus 60sie3HU (Hampumep,
IIPY MU3SMEHEHUM TSIKeCTU 3a00IeBaHMSI, YXYAIIEHUN
(OYHKIIMOHANBHOTO COCTOSTHMS) B LIEJISIX CKPUHMHTA
Y KIIMHUYECKO OIIeHKY CYIIeCTBYIOMNX IIOTpe6HOCTe!
B NaJUIMAaTMBHON MeauUMHCKO nomouyu [19]. IPOS —
3TO KpaTKasi, XOpOIllo BaJIMAMpOBaHHAs MHOTOMepHasi
M3MepuTeIbHAas IITKaia, KOTOpas IMMUPOKO UCIOTb3YyeTCsI
B MMOMYJISIUSIX B3POC/BIX NAI[MEHTOB C TSKEJIbIMU 3a-
607eBaHMSIMY, B TOM UMCJie aMOYyIaTOPHBIX MAIMeHTOB
[20]. [Tpy moMo1IM 3TOM LIKaJIbI ONIPenesoT KINHNYe-
CKMe TTIOTPe6HOCTH B IleJIeHAITpaBJIeHHOM Ta/JIMaTUB-
HOM BMeIIIaTe/IbCTBE B T€X 00/1aCTIX, KOTOPbIE OUeHb
axKTyaJbHBbI (60/1b, OOIIEHNE, TYXOBHbIE U (DMHAHCOBBIE
1po6JIeMbI), HO He OTpaskeHbl B crienuuueckux ajs MB
OLIEHOYHBIX CPeCTBaX. DTy KAy MOXKHO IIpefJjaraTb
B3POCJBIM U MOIPOCTKAM AJISI CAMOCTOSITeIbHOTO 3a-
nosHeHus [5].

Tak>ke MCMONB3yeTCS KpaTKas IKaaa OLeHKU JJis
JIUIL, OCYUIEeCTBASIOMMX yX0/1 3a 60abHbIMU (Brief
Assessment Scale for Caregivers, BASC) n1s1 o11eHKM T10-
TpebHOCTEN M GpeMEeHM JINII, OCYIIECTBIISIOMMX YXO/,
Y IOMOJHUTEbHBIX Mep [JIs1 JaJibHe1Iero yTouHeH U I
BBISIBJIeHHBIX Ipobsiem [21]. [TocmegHMe BKAIOYAIOT
OTIPOCHMK 310POBbS NMauueHTa n3 9 nyHkros (Patient
Health Questionnaire — 9, PHQ-9 [22]) u mikaJy reHepa-
JIN30BAHHOTO TPEBOKHOro pacctpoiicta (Generalized
Anxiety Disorder — 7, GAD-7) [23]) nyis usmepeHus
Jlelpeccuy U TPEeBOXKHOCTYU COOTBETCTBEHHO Cpenu
aoneit ¢ MB u nui, ocymecTBASIOIMNUX YXoa. Apy-
rve OMPOCHUKYU AJis AoAeli ¢ MB BKIIIOUAIOT OLIeHKY
IYXOBHBIX MoTpebHocTeii mamueHToB (The Spiritual
Needs Assessment for Patients, SNAP [24]) nyist olieHKU
sKeJTaHUS MOJYUUTh TIOMOIILb B CBSI3U C HEYJOBJIETBO-
PEeHHBIMM TICUXOCOMATbHBIMM, JYXOBHBIMMU/IK3U-

CTEHUMANbHBIMU U PEIUTUO3HBIMMU MIOTPEOHOCTIMH,
a Tak>Ke OJTHY MJIM HeCKOJIbKO IO IITKaJI ITlepecMOoTpeH-
Horo onpocHuKka o MB (Cystic Fibrosis Questionnaire
Revised, CFQ-R [25]) gns ouenku KJK, cBsI3aHHOTO CO
30,0POBbEM.

Kputepuu HanpaBA€HUA Ha NaAAUATUBHYIO
MEAULIMHCKYIO MOMOLLb U NPU3HAKKU
nporpeccuposaHua MIB

OkcrepThl oHIA 60pb0ObI ¢ MB Takske BhIAEISIOT
axTOpBI N1 HAaTIpaBIEHMS HA TIPOXOXKIEHME CKPU-
HMHTA 0 HAJIMUMY MIOTPeOHOCTEN B TAJUIMATUBHONM Me-
IUIIMHCKO ToMoIiu [5]:

¢ TocniuTanusanus B CTallMOHAp.

+ [IporHosupyeTcs 6pICTpOe CHUKeHMe 06beMa hop-
CUPOBaHHOrO BbiA0xa 3a 1 cekyHAy (ODPB1)% moysKkH.

+ Pa3BuTue HOBBIX OCJOKHeHUI MB unn Hannudme
CepbesHbBIX COMYTCTBYIOUIMX 3a00/€BaHMIA.

+ HampaBJieHe Ha o6ciieToBaHMe JJIST TPaHCIIIaH-
TalU JIeTKUX.

+ PellleHMe 0TKa3aThbCs OT TPAHCIIAHTALIUY JIETKUX.

¢ [TaliMeHT COOTBETCTBYET OIpeJieJIeHUI0 IIporpec-
cupyoulero reuenus MB.

KonceHcyc sxcriepToB ®oHpma 60pb6bl ¢ MB paspa-
60TaJI ompeiesieHye IPOrpeccupyollero TeueHust MB,
BKJTIOUAlOIIee B ceOsI MalyieHTOB, KOTOpbIe He TIepeHecn
TpaHCIIAHTAIMIO JIETKUX U Ube 3a00/1eBaHIe TOCTUTIIO
CTaauu, Py KOTOPOJi TpedyeTcs M3MeHeHMe MTOIX0I0B
K JIEUEHUIO UJIX YCUJIeHHOe BHMMaHMe K oTipe/ie/ieHHbIM
acrekTaM CTaHAApTHON Tepanuu.

Kputepun nporpeccupyioiero reueHuss MB 6b11m
cJIeqy IO MNA:

1) O®BI1 < 40% mOKH. B CTAOMILHOM COCTOSIHUY

nin

2) HampaByieHue Ha 06ciefoBaHMe sl onlepamumn
10 TPaHCIJaHTal UK IETKUX

N

3) OnHa MM HEeCKOJIBKO U3 CIeAYIOIMMX XapaKTe-
PUCTUK:

¢+ [IpeniecTBymOLIasi paHee rOCIUTaAMU3aS B OTe-
JieHVe MHTeHCUBHO Tepaluy B CBSI3U C IbIXaTeJbHO
HeJI0OCTaTOYHOCTHIO.

+ I'umepKariHMs 1O JAHHBIM Ta30BOTO COCTaBa KPOBU
(PaCO, > 50 MM pT.CT. IO JaHHBIM aHaJM3a apTepu-
anbHOi Kpou UJIN PvCO, > 56 MM PT.CT. II0 JaHHBIM
aHa/1M3a BEHO3HOI KPOBM).

* [ToTpe6GHOCTH B KUCJIOPOAOTEPAIIMM B COCTOSTHUA
IMOKOSI B THEBHOE BpeM$I (MCKJUas TOJIbKO HOUHOE
JCII0/Ib30BaHMe).

+ Hannuue 1eroyHOi runepTeHsnum (CUCTONIMYECKOe
JlaBJieHMe JIeTOYHO apTepuy > 50 MM PT.CT. IO TaHHBIM
9XO0-kapayorpadun vy MpusHaky IUCHYHKITUA TTpa-
BOTO KeJIyJlouKa Py OTCYTCTBUM TPUKYCIIUAATbHON
perypruranumn).

+ Cepbe3sHble GYHKIIMOHAIbHbIE HAPYILIEHMS 13-3a
pecniupatopHoro 3a6oseBanus (IV kyiacc mo NYHA).



¢ IMCTaHL MU TIPU TeCcTe 6-MUHYTHOM XOIAbOBI <
400 M.

OKcmepThl TaKKe OTMEeYaloT, UTO MalMeHThl, Y KO-
TOPBIX B IETCTBE B 3HAUMUTEJIbHOI CTEIIeHM CHUXKAIOT-
¢ QyHKIIMOHAbHBIE TIOKA3aTe I JIeTKUX, BEPOSITHO,
MMeIoT 60Jiee arpecCMBHOE TeueHMe 3a60JIeBaHUSI, UeM
B3pOC/IbIe C aHAJIOTMUYHBIMY HapylleHusamu [26, 27].

Ba>kHO OTMeTUTh, UTO CYIeCTBYET IpyMIia mamu-
eHTOB ¢ ypoBHeM O®DB1, npubmmskaromumcs K 40% ot
JOJDKHOTO, KOTOPBIE He MOMNafaloT M0, BblllleyKa3aHHble
KpUTepUu, HO UMEIOT ApyTrue MposiBaeHus1 MB, cBs3aH-
HbIe ¢ 60j1ee GBICTPBIM IIPOTPECCUPOBAHNMEM TEUEHUS
3a6oseBanus. Huske mpecTaBieHbl KIMHUYECKIME ITPO-
SIBJIEHMSI, aCCOLMMPOBAaHHbIE C yXyIllIeHeM IIPOrHO3a
/WM TIpOorpeccupoBanmeM 3aboseBanus npu MB.

* YacTble 060CTpeHNS.

* BeicTpoe cHmkeHne ODBI.

* VBeau4ueHue oTpe6HOCTU B KUCI0poae npu pu-
3MYeCKOil Harpy3Ke U CHe.

¢ VXyJileHre IUTaHUsI, HECMOTPS Ha IIpueM HYTpU-
TUBHOJ MO I PKKH.

* UHOUIIMPOBAHHOCTH PE3UCTEHTHBIMY MUKPOOP-
raHM3MaMu.

* MyKOBMCIIMA03aCCOUMMPOBAHHBIN CaXapHBIN
Iyaber.

¢ [THeBMOTOpAKC.

+ MaccuBHOe KpoBoxapKkaHbe (> 240 M), Tpebyroliee
TOCIIUTANIN3ALUN B OTAEe/IeHMe MUHTEHCUBHOI Tepanumu
Mu 3MO0aM3a1 MK GPOHXMATBHBIX aPTEPUIL.

J17151 BceX MallMeHTOB C IPOrPeCcCUPYIOILUM Teye-
HyeM MB 6b11M pa3paboTaHbl ClieAyIONie PeKOMEH-
mauuu [4]:

1. PekoMeHyeTCs Pery/sipHO MPOBOAUTD Gecebl 1o
NpeJBapUTeJIbHOMY IVIAHMPOBAHMUIO JIeUeHMS C alu-
eHTaMM U JINI[aMU, OCYIIeCTBISIONMMY YXOZ, 38 HUMU,
BKJTIOUast MHGOOPMMPOBAHME O ITPOTHO3€E U TEJISIX JIEUeHM S,
JOKYMEHTMPOBaHMe IpeiBapUTebHbIX YKa3aHUii U IIpU-
HSITHe pellleHNi, CBI3aHHbIX C TPAHCIIJIaHTalMel JIeTKUX.

2. [ManeHTaM peKOMEHIYeTCS MPONTU CKPUHUHT
Ha HaJIMuye TUTTOKCEMUM TIpU GU3UUECKOI Harpy3Ke
" BO BpeMsI CHa, HaJiuuye rurnepKanHum U JIETOUHOM
TUIIePTEeH3UN.

3. PekomeHyeTcs JONIOJHUTENBHOE MCII0/Ib30BaHME
KUCOPOA0Tepany y MalMeHTOB C IPOrpeccupyonmm
TeueHreM MB 1 y manjeHTOB € TUTTIOKCEM e, BbI3BaH-
HOJ (pu3MuecKoit Harpy3Koi MY HOUHOV TUIIOKCEMMUEIA.

4. PekoMeH1yeTCsI pacCCMOTPETh BO3MOXKHOCTb HOU-
HOI1 HeMHBAa3MBHOM BeHTuMIsA UK aerkux (HBJI) y manu-
€HTOB C IIporpeccupymommum redeHem MB 1 xpoHnye-
CKOJ1 TUTIepKaITHME.

5. He 6b1J10 06HAPY>KEHO TOCTATOYHO JTI0KA3aTeIbCTB
JLJIS1 peKOMEeH a1l Ml 110 MPUMeHEeHMIO Tepanyy Ba3onu-
JlaTaTOpaMM y allMeHTOB C IPOrpeccUupyoluM Teye-
HueMm MB 1 1erouHo rurnepTeH3uein.

6. PekomeHayeTCsl IpOBeeHME TPAHCIJIAHTAL UM
JIETKMX B KaueCTBe BapuaHTa JieueHus AJ1s1 TIogeli ¢ po-
rpeccupymomum TeyeHrem MB, eciin 3T0 COOTBETCTBYET
LIeJIsSIM JIeYeHUS.
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7. PekomeHayeTCsT, YTOOBI TTAI[MEHTHI C TPOTPECCU-
pyloium TeueHnem MB 1 oCTpoii IbIxaTeJ bHOM HeJo-
ctaTouyHOCThI0 (O[IH) cuMTanch NOAXOASIIIMMU OIS
JledeHu sl B OTAe/IeHUM MHTeHCUBHOM Tepanuy He3aBu-
CMMO OT BO3MOXKHOCTM IMPOBeIeHM s TpaHCIIaHTal U
JIETKUX.

8. PekOMeHIyeTCsI, YTOOBI Y MAllIeHTOB C IIPOTpec-
cupyromum Teuenrem MB 1 OZIH 65110 paccMOTpeHO
JCII0JIb30BaHMe BbICOKOMOTOUHOI okcureHanuu (BITO)
n/unu HBJI.

9. 171 TalileHTOB C IPOTPeCcCUPYIOIIUM TeUeHU-
eM MB 1 OIH, Hy>Xgamomuxcsi B MHBa3MBHON UCKYC-
CTBEHHOJi BeHTu sy jerkux (MBJI) 6oee 5-7 gHeii,
peKOMeHyeTCs pacCMOTPeTh BO3MOXHOCTb paHHeN
TPaxeoCTOMUM.

10. PekomeH1yeTCsI CBOEBPEMEHHO PACCMOTPETh Te-
peBOJ MalMeHTOB C MPOrpeccupyoiImum TeyeHnemM MB,
Yy KOTOPBIX pa3BMUBaeTCs pedpakTepHas AbIXaTelbHa s
He0CTaTOUYHOCTh, Tpebyromuias VIBJI, Ha sKCcTpaKopIio-
pajibHYI0 MeMOpaHHYI0 okcureHauuo (9KMO).

11. lMaeHTaM C Mporpeccupyomum teyenem MB
pPEeKOMEeHYeTCsI MPOBOAUTH HeNIPEPbIBHOE UYepenoBa-
HJe VHTAISIMOHHBIX aHTUOMOTUKOB B 3aBUCUMOCTY OT
0aKkTepyabHbIX IATOT€HOB, BbISIBJIEHHBIX IIPU ITOCEBE
MOKPOTBI.

12. PekoMmeHyeTCs Mall€HTaM C MPOTpeccupyro-
WM TeueHremM MB jierkux NpoBOAUTH CKPUMHUHT Ha
IpMOKOBBIE ITATOTEHBI B JOMTOJHEHME K CTAHIAPTHOMY
MMUKPOOMOIOTMUECKOMY CKPUHUHTY.

13. ITauiMeHTaM € IpoOrpeccUpyoIum TeueHeM MB
pPeKOMeHyeTCsI y4acTBOBATh B IPOTPaMMe JIeTOYHOM
peadbMIMTaI VN,

14. He 6b1J10 OOHapY>XKeHO MOCTAaTOYHO J0Kasa-
TeJbCTB [IJISI peKOMeHJaluii TT0 MpUMeHeHUI0 CUCTeM-
HBIX TTIIOKOKOPTUKOCTEPOUIOB Y MAIIMEHTOB C Iporpec-
cupyromum teuenem MB.

15. He 6b1J10 OOHApPY>KeHO MOCTATOYHO J0Kasa-
TeJbCTB AJ151 peKOMeHJaluii OTHOCUTE/IbHO PYTMHHOTO
o6ciieJoBaHMS HA HaIM4Me racTpossodareaabHOro
pedJioKca y MamMeHTOB C TPOTPECCUPYIOIUM Tede-
Huem MB.

16. PekoMeHgyeTCs UCII0JIb30BAaTh SHTEpPabHOE
30H/I0BO€ MUTaHMe y MallMieHTOB C MPOTrPecCcCUpyoinum
TeueHneM MB 1 HefOCTaTOUHBIM MUTAHMEM, YUUTHIBASI
PUCKU U TTOJIb3BI OT NMIPOLE Iy PhI.

17. Y nauueHTOB C IPOrpecCUPYIOIIUM TeUYeHeM
MB nipu yacToM IpezecTBYOIEM U IIPOLo/IKa0IeM-
Cs1 BO37eJiCTBUM HE(PPOTOKCUYHBIX M OTOTOKCUUHBIX
MpenapaToB PeKOMEeHIyeTCsI MPOBOAUTH MOHUTOPUHT
Ha MpegMeT HaKOIJIEHMSI TOKCMYHBIX BelleCTB.

18. PekoMeHyeTCS KeHIMHAM C IIPOrpPecCcCUpyo-
UM TedyeHnem MB, maaHupyomyum 6epeMeHHOCTb,
TIATEeJIbHO OLEHUTh PUCKU, TPOKOHCYAbTUPOBABIINUCH
C aKyliepaMM-TUHEKOJIOTaMU U JieyalllMMU BpayaMu
ITyJIbMOHOJIOTAMN.

19. 1711 manjeHTOoB C IPOrpeccupyoLiuM TeYeHeM
MB 1 nokasaHUSIMHU K IpUeMy OMMOUIOB PeKOMeHTY-
eTCsl leueHye, BKJII0Ualollee B COOTBETCTBUYU C MOHU-

NMAAMATUBHAA 7‘
N XOCMUCHAA
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TOPUHTOM MTOOOUHBIX 3(PHEKTOB 1 ITPU HEOOXOOMMOCTH
KOHCYJIBTAIlMY CO CIeIMaauCTaMM 10 06e360/IMBaHIIO
/YN AaJIMaTUBHOM MeOUIIMHCKOM IIOMOII M.

20. I maueHTOoB C IPOrpeCcCUPyIINM TeUYeHU-
eM MB 1 TpeBOXKHOCTbIO peKOMEeHIyeTCs TPOBOAUTD
CKPMHMHT Ha HaJiuuue Jernpeccuu, a Takxe jeueHue
IeTIpeccyuy U TPeBOXKHOCTH, TIPY 9TOM OeH301a3emMHbI
cleyeT UCIOJIb30BaTh TOJMbKO MIJISI TeueHus pedpak-
TEPHbBIX CUMIITOMOB MJIX 0OGJIeTYeHMST CUMITTOMOB Ha
TEePMMHAJIBHOM CTaguM 3a007€BaHMS.

21.TIpu cOOTBETCTBUM MALIMEHTOB KPUTEPUSM ITPO-
rpeccupymoliiero teueHuss MB pekomeHyeTcs mpoBe-
IeHye 00CYKIeHMS TIJIaHa [0 YXO4Y 3a MallieHTOM
C y4aCcTHeM JINL, OCYILIeCTBJSIOIIUX YXO, a TaKXe
pa3paboTKa MJaHa MOCTOSHHOM MCUX0COIMaabHOI
MO aeP>KKY MalyeHTa.

22. PekoMeHAyeTCs y NAllMEHTOB C IPOrpeccupy-
IOIMM TeyeHyeM MB olleHMBaTh JOCTATOYHOCTDb (Qu-
HaHCOBBIX PECYPCOB I10 KpaliHeli Mepe pa3 B ABa roja,
a Takyke Py U3MeHeHUM KJIMHUYEeCKOTO MUJIN COLUaJIb-
HOTO CTaTyca namueHTa.

23. [Ins neguMaTpuyeCKUX MalMeHTOB C ITPOrpeccu-
pyIoIMM TedeHreM MB, pmOIMsKar0IMXCs K BO3PacTy
repexoa BO B3pOCJIblii BO3pacT, peKOMEHAYETCS pas-
pa6oTaTh opUIIMANbHBINM IJIAH ITepexo1a NaleHTOB.

[TomBOIs UTOT, KOHCEHCYCHBIE peKoMeHaanuy @oHa
60pb6bI ¢ MB onpeensgioT naJIMaTUBHYIO MeIUITVH-
CKy10 TomMouib npu MB 1 garT ykazaHus rpyImam 1o
yX0[y 3a 60JibHBIMY ¢ MB 110 MHTerpauum nepBUYHOM
MaaauaTUBHOM MeqUIIMHCKO MOMOIIY B X CTAaHOAPT-
HYI0 KJIMHMYECKYIO MOMOIIb C PeKOMEeHAALUSIMU 110
HamnpaBJIeHUIO K CIel a3 POBAHHON NaJIIUaTUBHON
MeIMIIMHCKOM MOMOIIM ITPY HEOOXOIMMOCT M.

KAMHMUEeCKUM cayuyaun nauueHTa

C MYKOBUCLMAO30M, HY)KAQIOLLEroca

B NOAYYE€HUU NAAAMATUBHON MEAULIMHCKOM
MOMOLLM

ITanmeHnT: MysxumHa, 20 JeT.

OuarHos: MykoBuciumo3 (394delTT/394delTT), Ta-
sKkeyioe TeueHue. [eHepaa30BaHHbIe GPOHX0IKTA3bI.
XpoHnyeckoe MHOUIIMPOBAHME IbIXaTeJbHbBIX ITyTel
P. aeruginosa, MRSA, Achromobacter. spp. XpoHnue-
CKWI IOJIUTIO3HO-THOVIHBI PUHOCUHYCUT. XPOHUYECKUI
MaHKpeaTUT. XpoHMYecKas MaHKpeaTuueckas HeJoCTa-
TOYHOCTb. beTkoBO-3HepreTnyeckast HeJJoCTaTOUHOCTb.
YctaHoBKka ractpoctomMsl oT 09.2024.

OcnoxxneHusi: XJI1H runepkamnamyeckas II cT.

OCHOBHBI€ KaJI00bI:

+ [TocTOSIHHAS OJBIIIKA ITPY MUHUMAJIbHOM GU3M-
YyeCKoli HarpysKke (xomb6a o KOMHaTe, TUTMeHnYecKye
Mpolleypbl, OleBaHMe, PasroBop).

+ Kamenb ¢ BSI3KOM TPYAHOOTIEJSIEMOII MOKPOTOM!
3€eJIeHOTO 1BeTa.

¢ JIHeBHASI COHJUBOCTD.

* YTpeHHMe TOJIOBHbIE 6OJIN.

+ CHMXXKeHMe afIeTuTa.

¢ YCcTanocThb, NOLaBIeHHOE HaCTPOEeHMe, TPEBOX-
HOCTb Iepef Oyayimeit onepammeit.

AnaMHe3 3a601eBaHMSA: [[MarHO3 «MyKOBUCII-
03» YCTAHOBJIEH Ha ITePBOM IOy >XU3HU. [l MarHos
MO TBEPXKAEH IMTOTOBBIMU ITpoO6aMu U BepUDULIUPO-
BaH reHeruvecku. Myraumunu (394delTT/394delTT),
BbISIBJIEHHbBIE y TTal[MeHTa, He MOAXOIST A/ Ha3Ha-
yeHus tapretHoi tepanun. C 2008 r.— BoiceB MRSA,
c 2010 r.— BbiceB P. aeruginosa, c 2014 r.— BbiCceB
Achromobacter. spp. [TaijueHT noayyvaeT KOMIJIEKCHYIO
Tepanuio: MUHTAISIIMOHHYIO (B T.U4. MyKOJIUTUYECKYIO,
OPOHXOMUTUYUECKYIO, AHTUOAKTEePUATbHYIO, OTXapKMU-
BaIOIIYI0), HYTPUTUBHYIO (TUIIEPKATOPUITHOE TIUTAHNE
yepes racTpocTomy), bepMeHT3aMeCTUTENbHYIO Te-
pamnuio naHKpeaTU4YeCckol HeJOCTaTOUYHOCTH, BUTA-
MMWHOTepanuio, a TakKe MCI0JIb3yeT anmnapaTbl s
JIpeHakHOi Tepanuu (OTKALIIXBATENH, IbIXaTe/lbHble
TpeHaxxepsl), HBJI He meHee 12 4yacoB B CYTKMU U KUC-
JIOPOOHBIV KOHIIEHTPATOpP, @ TOM UlCJie TIepeHOCHOI
nmpu GU3MUYeCcKUX HAaTPy3Kax U B rlepepbiBax MeKAy
ceancamy HBJI. Hecko/ibKO pa3 B rof, NpOXOAUT CTALU-
OHapHOe JieueHNe, oJyyaeT KypChl TapeHTepaabHOM
AB-Tepanuu, NpoxoaAuT 06caen0BaHMSI. 3a TOCTIeIHIE
ro/ibl HabJIF0IaeTCs MPOTPeCcCUpYIolee YXyIIIeHK e
bYHRIIMM TIETKMX, HECMOTPS Ha PeryisipHOe JieueHue.
B 2025 r. ycTaHOBJIEHA TACTPOCTOMA JIJISI 00eCcreueHm st
aJleKBaTHOTO MUTaHMS U hepMeHTHOI Tepanuu. Briio-
YeH B CIIMCOK OXXMIaHMS Ha TPAHCIIJIaHTAIMIO JIETKUX.

OcmoTp nmanyeHTa:

+ O61Iee COCTOSTHME: CpeIHEel CTeIIeHU TSKeCTH,
CO3HaHMe SICHOE.

* UMT: 16,2 kr/m2.

¢ YacToTa IbpIXaTeJbHbIX JBUXKEHNIi: 28 B MUHYTY,
C yyacTueM BCIIOMOTaTeIbHOM MYCKYJIaTyphI.

* SpOq: 88% Ha BO3myxe B mOoKoe, 94% npu nogave
O3 2 1/MUH.

¢ AycKyJabTallus JIETKUX: pacCesiHHbIE BJIaXXHbIe
XPUIIbI, 0COGEHHO B HYKHE-3aJHUX OTHEe/aX; YUacTKU
0C1a6JIEHHOTO IBIXaHMS B BEPXHUX OT/Ie/IaX JIETKUX.

¢ CepeyHO-COCYOMCTasI CUCTEMA: TaXUKaAPAUS
(UCC — 110 yo/muH), akueHT Il TOHa Hapj IerOYHOI
aprepuen.

+ [Icuxo3MoOIMOHAIbHOE COCTOSIHME: BhIpaskeHHa st
TPEBOKHOCTbD, MIepekMBaHMSI 110 MOBOAY YXYAIIEHU ST
COCTOSIHUMS ¥ TPAHCIJIAaHTAI MY JIETKUX.

OcHOBHBIE JITAG0PATOPHBIE ¥ MHCTPYMEHTATbHbIE
MeTOIbI:

+ ODB1: 28% OoT mOMKH.

+ T'azoBbIii cocTaB KpoBu: PaO2 60 MM pT.cT., PaCOy
53 MM prT.cT., pH 7,36 (KOMITEHCMPOBAHHBI IbIXaTeJb-
HBII alUa03).

* 9XO-kapauorpadusi: IPMU3HAKM JIETKOI JIeTOUHOI
TUIepTeH3UM (CUCTONMMYECKOe IaBjieHle B JIeTOYHOM
apTtepuu — 52 MM pT.CT.), yMepeHHas AuaaTamus mpa-
BOTO XeJyJ0UKa.

+ TecT 6-MUHYTHOI X0Ab0bI: 170 M, C mecaTypanyein
oo 78%.



+ KomnpioTepHast Tomorpadusi OpraHoB I'pyaHOI
KJIEeTKU: BhIpaskeHHbIe GPOHX09KTAa3bl, YUaCTKY KOHCO-
JNIUAALINN, CIU3UCTBIE TTPOOKN.

* MUKpOoO6MOIOTMYeCKOe MUCCIeIOBaHE MOKPOTHI:
Pseudomonas aeruginosa (pe3ucTeHTHbI mrTaMmm) 1%10°7.

I[MannuaTuBHOeE NedyeHMne:

1. O61eruenue cuMnToMoB: [IpMeHeHne HBJI.
[MprMeHeHMe KMUCIOPOAOTEPATUY TPU GU3UUECKOT
aKTUMBHOCTHU. Peryysipabie MHTaaSIMy ¢ GpOHXOAMIA-
JlaTopaMu, MYKOJIUTUUYECKUMU CpeACTBAMMU, OTXapKU-
BalOUIMMM MpenapaTtaMmu. Micrmoab30BaHMe annapaToB
ILJIS1 yJTY4IIeHUST OTXOXIEeHNSI MOKPOTBI, IpeHaxa. Vc-
MoJib30BaHMe (GU3noTepanuim.

2. HyrputuBHasa nogaepskka: Vcnonb3oBaHue
racTpPOCTOMBI /151 JOCTAaBKYM SHTEPaJbHOTO NUTAHUS
u bepmeHTOB. MOHUTOPUHT HYTPUTUBHOTO CTaTyca
u neunuToB. Ilcuxonornveckast Mo IepsKKa /I agar-
TalMM K TaCTPOCTOME.

3. ndeKuMoOHHbI KOHTPOJIb: VIHTeHCUBHAS Ta-
peHTepabHast aHTUOMOTUKOTEPATIUS IIPY 060CTPEHMSIX
XpoHMYecKoi nHbeku. Vicronb3oBaHue MHTATSIU-
OHHBIX M YHTEPATbHBIX AaHTUOMOTUKOB B 3aBUCUMOCTMI
OT MOCEBOB B MEXITPUCTYIHBINA repuop,. CKPpMHUHT Ha
IPMOKOBYIO KOJIOHU3ALIMIO U TIPU HEO6XO0AUMOCTH BYH-
TUIMAHAS Tepanus. AyguorpaMma U oljeHKa KpeaTu-
HMHA Kakable 3 Mecsiiia B CBSI3Y ¢ Hepo- ¥ OTOTOKCHUY-
HOCTbI0 HEKOTOPBIX aHTMOAKTEePHAIbHBIX ITPErnapaToB.

4. IIcuxonoruueckas noaaepskka: UHouBupay-
aJbHble KOHCYJIbTALIUM C TICUXOJIOTOM JJI51 CHUKEHU ST
YPOBHSI TPEBOKHOCTU U MOAAEPKKYM IMOIMOHATIBHOTO
coctostHMs. CKpMHMHT Ha Jernpeccuio. Pabora ¢ mumamu,
OCYIIeCTBJISIIOIIMMMU YXO[, 38 MalUeHTOM.

5. [InauupoBaHue TpaHCIUIAaHTAIMM: [laleHT
MIPOXOAUT HEOOXOaMMBbIe 00C/IeJOBAHNS U IOATOTOBKY
K oreparuu.

PesyabraTshl: [laliueHT C BbIpa>XeHHBIMMU MTPU3HA-
KaMu IIporpeccupymiiero reueHnuss MB, cooTBeTCTBY-
IO M1 OOJBIIMHCTBY KPUTEPUEB IJis HallpaBIeHUs
B MMaJJIMATUBHYIO MporpamMmmy. [lajanuaTuBHas MOMOIIb
MHTEerpupoBaHa B CTAHAAPT JedeHsI M HallpaBjeHa Kak
Ha ob6JyieryeHue CMMIITOMOB, TaK M Ha MOAAepsKaHMe
KayecTBa KM3HU. [IallieHT MOTMBMPOBAH Ha TPaHC-
MJIAHTAIMI0, OMHAKO aKTUBHO YYaCTBYET B 0OCYKIEHUM
aJIbTepPHATUB U TPAHUI] BO3MOXHOI Tepanuu.

Taxkoii MogX0oJ MO3BOSIET COXPAHUTD MAallMEHTY
aKTMBHYIO POJIb B JIeYeHUM, CHUKAET TPEBOKHOCTb,
06s1eryaeT CMMITTOMBI I TOTOBUT K BO3MOKHBIM KpU-
TUYECKUM CLIeHaPUSIM.

3aKnrouyeHue

WHTerpanus nauyimaTuBHOM MeoUIIMHCKON ITOMOILINU
B jleyeHye MB gBiiseTcs BaXHBIM 1IarOM K YJIYYIIeHUIO
KX nmaumeHTOB 1 1x cemeii. MexX;yHapOHBIN OMBIT
U pa3paboTKa KJIMHUYECKUX PEKOMEHIAI Ui MOTYT
CIYXUTDH OCHOBO JJISI pa3BUTHUSI OJOOHBIX ITPOrpamMm
B Poccun, o6ecrieurBasi BCECTOPOHHIOI MO IEPKKY
60/1bHBIX MB Ha Bcex sTarax 3a60aeBaHMs.
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