INPOTOKO.I

BeJeHUs manuenTa ¢ Auaruo3oM Kucrosubiid pudpo3 (MykoBuciuunmos)
(mopmaruHas cceiika: KP «Kucrosnsiii pubdpo3 (mykoBucimgo3)» 2021r, M3 PO)

Kareropus Bo3pacTtHas JIeTH

Bua MeTUIIMHCKOM TOMOIIH NepBUYHAs
VYcnoBust oka3zaHus MEIULMHCKOM TOMOIIHU amMOyIIaTOpHO
®opMa oKazaHUs MEIULUHCKON OMOILHU IJIAHOBAS

Cpenaue CpoKH JIedeHus (KOIMIECTBO JTHEH)

HE yKa3aHBbl

Bpau

Bpad-TIeNaTpP yIaCTKOBBIN, Bpad- MEIHATP

Omnpenenenue 3a001eBaHust

Kucrosznsiit pudpo3 (MykoBuciuno3, MB) — ayrocomHo-
pelLiecCUBHOE MOHOT€HHOE HaCJIE[CTBEHHOE 3200 IeBaHuE,
XapaKTEepU3YIOLIeeCs IOPAKEHUEM BCEX IK30KPHUHHBIX KENE3, a
TaKXe KU3HECHHO BaKHBIX OPraHOB M CUCTEM.

Mytanuu rena CFTR HapymaroT He TOJIBKO TPAaHCIIOPT, HO U
CEKpEeLUIo MOHOB xJiopa. [Ipu 3aTpyAHEHUHU UX IPOXOXKIECHUS yepes
KIICTOYHYIO MEeMOpaHy yBeIMIMBACTCS peadcopOLust HaTpus
HKENe3UCTBIMU KJIETKaMH, HapyIIaeTcs JJIEKTPUUYECKHUI OTEeHIMal
IIPOCBETA, YTO BBI3BIBAET U3MEHEHUE JIEKTPOIUTHOIO COCTaBa U
JIeTUApaTALMIO CEKPEeTa JKelle3 BHEIIHeN cekpelun. B pesyibrare
BbIJIEISIEMBIN CEKPET CTAHOBUTCS YPE3MEPHO I'YCThIM U BsA3KUM. [Ipu
3TOM CTPAJAIOT JIETKHE, JKEITyA0UHO-KHUILECUHbIH TPAKT, 1€YEHb,
MOJKENTyA0UHAsI JKeje3a, MOYEIoJIoBasi CUCTEMa

J{uarHocTu4ecKkue KpuTepuu MyKOBHCIIMI03a

TlomoxuTenbHBIN pe3yJbTaT IMMOTOBOI'O TECTA

n/nJjaim

JiBe mytaiiun MBTP (CFTR), Bei3biBaroriine MB (cornmacuo 6aze CFTR-2)

HeonaranbHas TUNEPTPUIICMHOTCHEMUS

HNian

XapaxTepHble KIMHUYECKUE MPOSIBIICHUS, TaKHe Kak Ju(dy3HbIe OPOHXOIKTA3bI, BBICEB U3 MOKPOTEHI
3HaYUMOI1 11 MB matoreHHO# MUKPO(IIOpEI (0COOCHHO CHHETHOIHO MaI0YKH), SK30KPHUHHAS
MaHKpeaTHyecKasl HeJJ0CTaTOYHOCTh, CHHAPOM IOTEPH COJIeH, 00CTPYKTUBHAS a300CHEPMHUS




JTanbl HEOHATAJIBLHOIO CKPHMHUMHI'A (IIpuxa3 Nel85 ot 22.03.2006 «O maccoBoM 00c/ie10BAHUN
HOBOPO:KIE€HHBIX JIeTeil Ha HacJleICTBEHHbIE 3200/1eBAHUS»)

I »Tan

Ha 4-5 neHb y noHoIeHHOro (Ha 7-8 —if — y HeZIOHOIIICHHOT0) HOBOPOKICHHOTO —
onpejeneHne uMmMmyHopeakTuBHoro tpurncuna (MPT) B BeIcyllieHHOH Karijie KpoBU

II aTan

[Tpu monoxutensHOM pesynbrare (cut-off>99,5 nentms) Ha 21-28-# 1eHb TOBTOPHBII
tect Ha UPT

II1 sTam

[Ipu mOT0KUTETEHOM pe3yIbTaTe — IMOTOBas Mpoda. SIBIAETCS «30JI0THIM CTAHAAPTOMY
B IMarHOCTHKE MYKOBHCITHI03A.

Jlna ycmanosienus ouazno3a Heo06xo0umo noayuunms KaKk MuHumym 2
NOJ10)CUMENIbHBIX Pe3yibmama

1V sTan

HpI/I IOrpaHUYIHOM pPE3YyJIbTATC IIOTOBOM HpO6LI — AOIIOJIHUTECIBbHBIC MCTO/IbI
O6CJ'I€,Z[OB8.HI/I$I, BKJIrO4as I[HK',E[I/IEIFHOCTI/IKY, OIMPCACIICHHUE PA3HOCTH KUIICYHBIX
NOTCHIIMAJIOB U ApYyTrHUe.

Kinuan4yeckue nposiBjieHUs, XapaKTepHbIe 1JIs1 MYKOBHCIUI03a

Bricokocnenududnbie s
MYKOBHCI[HI032

Menee cneuupuyHbIe 1Js1 MyKOBHCLHHI03a

Co CMOpPOHbBL cucmembl

nuuiesapeHus .

Co CHIOPOHbBL CUCHIEMbL RUULEC8ADECHUA .

OrtcTraBanue GU3NIECKOTO PA3BUTHUS
MeKoHUEBBII UIIEYC lNmnonporennemus
DK30KpUHHAS JlebuuT >KupopacTBOPUMBIX BUTAMHHOB
HEA0CTAaTOYHOCTH CHHIPOM JUCTaTHHOW WHTECTHHAIBHOU 00CTPYKIINH

HOJIKEITY JOYHOU XKeIIe3bl Y
Jereu

PexranbHbIi nponanc

bunuapHslil uuppo3

IlopranbHas runepreH3us

JKKB y nmeteii 63 reMONUTHYECKOTO CHHIpOMA
[lepBUUHBI CKIEPO3UPYIOUINI XOJAHTUT

OK30KpUHHAsI HEIOCTATOYHOCTh MOKETYA0UHOM KeNe3bl y
B3pOCIBIX

PenynuBupyromuil naHkpeaTut

Co cmopoust 0blxameibHblX

nymeii:

XpoHudeckast UHPEKITUsI,
BbI3BaHHAs MYKOUIHOMN
¢dopmoii Ps. aeruginosa
BpoHnxoskTa3bl B BEpXHUX
JIOJISIX 000MX JIETKUX
Ilepcucrupyromas
HHEKITHS,

Co cmoponbst OblxamebHblX nymei:

XpoHHYecKas I pelUANBUpYONas HHOEKIHS,

BbI3BaHHas S. aureus, P. aeruginosa, Achromobacter spp., H. Influ
enzae

PenTrenonornueckne mpu3Hakd OPOHX0IKTA30B, aTEIEKTA30B,
TUNEpUHGISIINN WITH XpOHUYECKast HHOMIBTPAIN Ha
pEHTreHOorpaMMe OPTraHOB I'PYJIHOM MOJIOCTH

KpoBoxapxkanbe, cBsi3aHHOE ¢ AU (HY3HBIM MTOPAKESHNEM JICTKHX,
OTIIMYHBIM OT TyOepKyJie3a Ui BaCKyJIUTa




BbI3BaHHas B. cepacia e  XPpOHWYECKHUH M/WIJIN MPOYKTUBHBII Kalllelb
e XPOHUYECKU e  Aurepruyeckuii OpOHXO0JICTOYHBIN acrepruies
THOMHBIH/TIOJIUIIO3HO- e  XpOHHUYECKUH THOMHBIN/MOINIO3HO-THOMHBINA CUHYCUT
THOMHBIN CHHYCHT e PeHTreHoJIornyecKre NpU3HaKu XPOHUYECKOTO NAaHCUHYCUTA
/pyzoe: /pyzoe:

e  CHHIPOM 3JEKTPOIUTHBIX
HapyIIeHU I

e BpoxnaeHHoe
JIBYCTOPOHHEE OTCYTCTBHE
CEMSIBBIHOCSTIINX
MIPOTOKOB

e  VYTonNmeHwne KOHIEBEIX (alaHr
e  Herunuuuelii quader




IlepeyeHb 1a00PATOPHBIX 1 HHCTPYMEHTAJIbHBIX HCCIEI0BAHUI, KOHCYJIbTALMH CIENHAJNCTOB, OCYLIECTBJISIEMbIX IIPH
AUHAMHAYECKOM HAOJII0CeHUN MAIUEHTOB ¢ MYKOBHCIHI030M

IliianoBbIM
Ipu
BU3HUT Kaykable 6
Bua odciexoBanmusi MePBUYHOM 1 pa3 B roa 1 pa3z B 2roaa ITo nokazanusim
(kaxable 3 MecsieB
oOpameHun
MecsilieB)
PKanoOsl, aHamHE3 v v
AHTPOIIOMETPHSI C OLIEHKON MO v
MPOIICHTIIEHBIM PSAIaM U THHAMHUKOH
KnuHugeckuit ocMoTp v v
CriupomeTpus
Y nauueHToB ¢ 5-6 jeT, B TOM ciydae, v v
CCJIN TTAIINCHT MOJKET BBHITIOJIHUTH MAHEBP
(hopCUpPOBaHHOTO BHIIOX
CrinpomeTpus ¢ Ipo0oii ¢ OPOHXOTUTHKOM
(uccliieIoBaHue JbIXaTelIbHBIX 00BEMOB C
[IPUMEHEHNEM JICKapCTBEHHBIX MPENapaToB) v v
Y nanueHToB ¢ 5-6 jeT, B TOM cilydae,
©CJIM TTALMEHT MOYKET BBITTOJIHUTH MAaHEBP
(hopCcUPOBAHHOTO BBIJIOX
[TymecokcumeTpust v v
KiuHImaeckuii aHamm3 KpOBU pa3BepHYTHIH ) v v
OO aHATN3 MOYH v v v
buoxuMuueckuii aHanu3 KpoBu
(oGruit Genok, ambOyMuH, 00TIHit
omwmnpyoun, AJIT, ACT, ramma- v v v
rrotramuiTpanchepasa, D, xonecrepunm,
YPOBHb TPUIVIMLIEPUIOB, HATPUI KaJIUH,
KaabpIni, pocdop, KpeaTnHUH, amMmuiIasa,
nmunasza, C-peakTUBHBIN O€JIOK,, TIIF0K03a)
OpHUEHTHPOBOYHOE UCCIICIOBAHKE v v v v
remMocTasa (KoaryJjaorpamma)




OpabHBIHA TITIOKO30TONIEPAHTHBIN TECT

(OI'TT), cyTOYHOE MOHUTOPUPOBAHUE v v
rukemMun’

IManuentam crapue 10 jer

MUKpPOOHOIOTHYECKUIT aHATIN3 U3 3eBa v
(MOKPOTBI) C OIpe/IeIIEHuEM v Iocie Kypea
YYBCTBUTEIHHOCTU K MUKPOOHBIM B nabopartopun AHTUMHUKPOOHOM

npernaparam

AKCIIEPTHOTO YPOBHS

tepanuu (depe3 7-10

no MB JIHEH OT Havaiga
TEparnmum).
MuKpOOHOIOTHYCCKUH aHATH3
OTAEIIEMOro U3 OKOJIOHOCOBBIX I1a3yX
Konposorus v v
(KOTIPOJIOTUYECKOE UCCIIEI0BAHHE)
OrnpeneneHne akTUBHOCTH v S,

naHKpeaTHdecKoit snmactasbl-1 B kase?

TPU COXPAHHOU
9K30KPUHHON (DYHKIUU

TpY HAPYUICHUN
9K30KPUHHOW (DYHKIIHU

TOJKEITY JOUHOH "
TOKEITY TOYHOH JKeIIe3bl
JKEJIE3bI

nektpokapanorpadus (OKI) v
C 11eJ16F0 KOHTPOJIS
BIIMSTHHS DJIEKTPOJIMTHBIX
HapyLICHU Ha
CepCUHYIO
[1esITeJIbHOCTD,

Oxokapauorpadus (9XO- KI') v

V3 opraHoB OPFOITHOM MOJIOCTH,

nonmeporpadus

(YIbTpa3ByKOBOE HCCIIEIOBAHIE OPTaHOB

OPIOIIHOM MOJIOCTH (KOMILICKCHOE), v

YJIbTPa3BYKOBOE HUCCIIEIOBAHNE TIEUCHH,

YJIbTPa3BYKOBOE HCCIIEI0BAaHNE

reTaToOMIIITHAPHOM 30HBI)

DacToMeTpus CUCHH

v

C 11eJ1b10 OLICHKH CTEIICHU BBIPAKEHHOCTH
hudpo3a mo mkane METAVIR




YV POSIOrHYecKOro/aHIpOIOrHIECKOro
00cIe/I0BaHus C TPOBEICHUEM
YJIBTPA3BYKOBOI'O MCCJICJOBAHUA MMOJIOBBIX

opratHos (Y3U opraHoB MOIIOHKH, v Y

VY 1bTpa3ByKOBOE HCCIEJOBAHUE

[IPE/ICTATEIILHOM JKE1Ee3bl TPAHCPEKTAIbHOE, Efpl;?uzlljdqﬁﬂﬂ Hpu OTCYTCTBHH

Y 1bTpa3ByKOBOE UCCIIEJOBAHNE OPTraHOB HapyIICHUNN

MajIoro Ta3a (KOMIUIEKCHOE)

ManabuukaMm crapue 15 jer

PeHTrenorpadus OpraHoB rpy/THOH KJIETKH v

(peHTreHorpadus Jerkux) v

KT opranoB rpyaHoii kietku Jdersim ¢ S

JIET MJTH 110 TIOKA3aHHSIM) v v

Sennemca ocnoenvim memooom

OuazHOCMUKU U3MEHEHUI 6 1e2KUX npU

MyKosucyuoose .

MarHUTHO-pe30HaHCHAsT TOMOTpadus v

OpraHoB I'PyAHOHN MOJIOCTH
B KaUECTBE
YTOUHSIIOLLIETO METOAA
17151 CHUKEHUS Ty4eBOU
HATrpy3KH IIPH
MHOTOKPaTHOM KOHTPOJIE
BOCTIAJTUTEIHHOTO
rporecca. Jlo 7 et — B
YCIIOBHSIX Cealuy,
[ocjie — Ha CBOOOTHOM
IbIXaHUU

KT nasyx Hoca v

leTsim ¢ 5 ger

(KOMITBIOTEpHAsT TOMOTPa(¥st MPUIATOIHBIX Mp nepsruHoii oneHKe

Na3yX HOCA, FOPTaHH) [1aTOJIOTUYECKOTO

v npoiecca B

OKOJIOHOCOBBIX I1a3yXax
1 IIpU [IOATOTOBKE K
KOKIOMY
[PUHOXUPYPrUYECKOMY
BMELLIATENILCTBY

MarHuTHO-pe30HaHCHAs ToMOoTrpadus
OKOJIOHOCOBBIX Ia3yX

v




IIpu noaroroBke

[leTsim ¢ S s1eT KaxxnoMy

PUHOXHPYPTUUCCKOMY
BMEIIIATEIICTBY

OCTE01€HCUTOMETPHUS

(PECHTTCHOACHCUTOMETPHSI )

Jlersim cTapuie 8 ser

[l onenkun nuHamukn MIIK Ha done

JIeUCHHsI OCTEONopo3a

leTsim mutaine 8 et v

[1py HamuauK GaKTOPOB pHCKA KaK: KasKIIbIil TOJ1, ey Z- v v

1. am3kuit UMT (<90% oT uaeambHOTO
MMT)

2. aKTUBHOCTB JIETOYHOTO 3a00JICBaHMUS
(ODB1<50% momxHOIT)

3. mmutenbHas (3 Mec u Ooree) Tepanus
[epOPaATbHBIMUA KOPTUKOCTEPOUIAMU JIJIS
CHCTEMHOT'O TIPUMCHEHUS

4. 3aJ€piKKa IMOJIOBOI0 CO3PCBAHU,
TUIIOrOHAAU3MHAJINYN

5. HaMM4Iuu HU3KOOHCPTECTUIYCCKUX
[CPCIIOMOB B aHAMHE3E

Jletsim crape 8

JICT

v

kputepuii -2 SD u
HIDKE WU €CTh
HU3KO?HEPreTUYeCKHe
MepeoMbl B aHAMHE3¢e
M UIMEIOTCS
3HaYMMBbIe (haKTOPHI
pHCKa OCTEOTopo3a.

KakJible 2 rojia, eciu
Z-xputepuii Mexy -1
u -2 SD

Jlo Ha3zHaueHUs
AHTHUOCTEOTIOPOTHYE
CKOH Tepanuu




KUIIICYHUKA

OrneHka aeuuTa BUTaMuH /|

(uccnenoBanue ypoBHs 25-OH Buramuna /|
B KPOBH)

Ouenka nedunyra BUTaMUH A
(onpeniesieHne KOHIIEHTPALUY BUTAMUHA A
(peTuHoIIa) B CBIBOPOTKE KPOBU

v

[Ipu Hamuanmn
MTOJIICUHYCUTA U
MTOJTMIIOB HOCA W JIJIS
KOPPEKIIH TePaTIH

Onenka aedunura Butamut E ( a-
TOKO(epoIIa) ¥ X0JIeCTeprHa B CBIBOPOTKE
KPOBH, & TAK)KE UX COOTHOIICHHS)

v

JIIst KOppeKuuy Tepannuu

Onenka aedumnura ButamuHa K
(ompenencHue ypoBHs BuTamuHa K B
CBIBOPOTKE KPOBU')

v

J171s KOppeKIuu Tepanin
1 TIPU KPOBOTEUCHUSIX

Buramun B12 (onpenencnne ypoBHs
BuTamMuHa B12(1maHoko6araMuH) B KPOBH)

v

[Ipu cuHIpOME KOPOTKOM
KHUIITKA

[IpoBeneHne criepmMorpaMmsl 1
MOJIEKYJISIPHO-TEHETHUECKOTO (aHAIN3
rena CFTR, ecoin He ObL1 paHee
BBITIOJIHEH)

Manpunkam crapiue 15 ner

["OpMOHAIILHOI'O UCCIICAOBAHMS:
OIpeieNIeHIe YPOBHsI 00IIEro TeCTOCTepOHa
1 CTEPOUICBSI3BIBAIOIIECTO TIIO0YIINHA
(vccienoBaHe YPOBHsI I100YIMHa,
CBSI3BIBAIOLIETO MTOJIOBBIC TOPMOHBI, B
KPOBH)

Manbuukam crapue 15 jer




KoHCynbTaIms OTOPUHOJIAPUHTOJIOTA

v

IIpu obocTpenun
XPOHUYECKOTO CHHYCHUTA,
JIUArHOCTHKH HJIU
JUHAMHYECKOTO
HaOJIIOAEHUS HA3aJIbHOTO
MOJIAIT03a

DHJIOCKOTIHS HOCOTJIOTKU
(3HIOCKOMMYCCKAst YHIOHA3AbHAS PCBHU3HSI
MOJIOCTH HOCA, HOCOTJIOTKH)

v

[Tpu HEOOXOTUMOCTH
OLICHKHU BBIPQ)KEHHOCTH
XPOHUYECKOTO
PUHOCUHYCHTA, CTETIEHU
HA3aJILHOTO MOJIMI03,
YTOUHEHUS IOKa3aHU K
[PUHOXUPYPTUYECKOMY
IeueHuIo, OLIEHKU
[pe3yIbTaTOB
H/I0HA3aJIBHBIX
YHTOCKOMUYECKUX
XUPYPTUYECKUX
BMEIIIATEIIECTB

ToHanpHas TOPOTOBast Ay THOMETPHUS

L5 neteii Mutaame 4-7 J1eT peructpamys
BBI3BAHHOM OTOAKYCTUYECKOW HYMUCCUU
11/YUTA PETUCTPAIs KOPOTKOJIATEHTHBIX
CITyXOBBIX BBI3BAaHHBIX OTEHIIMAJIOB,
ASSR-tect

v

[1pu BBISIBIIEHHOM
CCHCOHEBPAILHOM
TYTrOyXOCTH

v

1. [Tpu cyObEeKTHUBHOM
CHIDKCHUH CITyXa W/WIIH
[OSIBJICHUH YIIHOTO
ryma

2. Jlo u nocne xypca
Teparnnu
AMHHOTJINKO3UIaMH

Koncyinpranus ncuxosora

v

KOHTpOIIB HaBBbIKOB KHHE3UTECPAIINU U
HCII0JIb30BAHUA NbIXAaTCIIBHBIX TPCHAXKEPOB
1 IprOOpOB




KoncynbTaliys Bpaya-racTpo3HTeposiora
(Bpaua-aueToJiora)

v

1711 mogOopa TUEThI
151
(hepMeHTHO3aMeCTH
TeJbHOU Tepaluuy,
OIICHKA
bddexTruBHOCTH
Teparun

Drbpo330dharoracTpoayoICHOCKOIHUS
(930¢haroracTpo/ryoJeHOCKOIINS )

v

Bcem marnmeHTam ¢
IUPPO30M TICYCHU
TUTST KOHTPOJIS
BapHKO3HO
|pacmmpennpIX BeH
TUIIEBO/IA

v

[Tpu mogo3peHny Ha
['OPB, spo3uBHoO-
SI3BCHHBIC TTOPasKECHUS,
BOCTIATHTEIIEHBIC
3a00JICBaHUS CITU3UCTOMN
MTUIIICBO/IA H KEITYIKa

KOHCYHBTEIL[I/IH Bpa4a-d5HAOKPHUHOJIOTa

v

IIpu 3HOOKPUHHBIX
HapyLIEHUX

v

IIpu orcyrcTBUn
DHIOKPUHHBIX
HapyLICHUH

v

[Ipu 3anepkke pocra,
T1O0JIOBOI'O pa3sBUTUA U
HapyIIEHUUIX

YTIIEBOIHOTO OOMEHa

KoHcynbTamnus Bpaya-TpaHCIUIaHTOJIOTa

v

[Ipy HanuuuKM Uppo3a
[MEeYeHU, TOKa3aHUM s
TpaHCIJIAHTALUU JIETKUX
1 TOCTAaHOBKH B JIUCT
TpaHCIIaHTALUU

Koncynpranus Bpaua-kapuosora
(KapapoIora IeTCKOT0)

v

[Tpn HanM4MyM NeroyHoN
THIIEPTEH3UH (JIETOYHOTO

cep/a)

Koncynbrarus Bpaua-yposiora (yposora-
AHIPOJIOTA JETCKOTO)

v

MaJibunkam crapuie

v

[Ipu HapyleHUn
[pEnpONYKTHUBHOM




15 jer mist OLieHKHU

GbyHKITIN

COCTOSIHUS
PenpOLYKTHUBHOU
CHUCTEMBI
KoncynpTamms Bpada-aKymiepa-THHEKOIOTa v
[Ipu HapyeHun
PETIPOYKTHBHON
GbyHKITIN
Knunuueckoro dapmaxosiora, v
17151 peLIeHUs] CII0KHBIX
BOTIPOCOB TI0 TEPAITHH U
[IPEIOTBPAIICHUIO /
IedeHITo
HE)KETaTeTbHBIX
SIBJICHUH JICKAPCTBEHHOMN
Teparnuu
KoHcybTaius Bpada 1o jgedeOHon v
(bu3KynbTYpe (MK Bpada 1o MEAUIINHCKON
caOMIHTAINH, WITH CTICITHAJIIICTA CO
P I (b’ o L1t 00yueHwus
HUM IT HOHAJIbHBIM .
cpea pogece 60 a MHTAJISIIHOHHON
MEIUIUHCKUM BaHUEM
(MeHIHCKIM) 0 pago anme Tepamnum,
HHCTPYKTOP TI0 JICYCOHON (PU3KYIIBT
(MHCTpYKTOp HO JTede6HOK (u3KyILTYPE, KMHE3UTEpaIny,
MEINIIMHCKAs CecTpa 10 MacCaxy,
IbIXaTEbHBIMU
MEIUIIMHCKAs cecTpa 1o (hru3noTepanuu
i p b p ) TpeHakxepaMmu
PexomMeHaImMu 1o 1eKapCTBEHHOMY
00OecreyeHnIo, BHECEHNE N3MEHEHHUH B
[PETHOHAIBHBINA PEECTp MO JIEKAPCTBEHHOMY
00ecTeueHnIo
["omoBoii anukpu3 (Beimucka st MCD) ¢ v
PEKOMEHAIUSAMH U TNITAHOM HaOI0CHUS
Ha IO
[Tonmucanne nHOOPMUPOBAHHOTO COTIIACHUS ,

1 BHECEHUE JAHHBIX ITallMEeHTa B
HallMOHAJILHBIN PErucTp




Jleyenue 3a00/1eBaHusA

eau neyennsn:

=

CoNoA~WN

ObecnieunBaTh MAaKCUMAJIBHO BBICOKOE KaueCTBO )KU3HU NAllUEHTa

[Ipenynpexaars 1 J€YUTh 00OCTPEHHS XPOHUYECKOTO HH(PEKIIMOHHO-BOCTIAIMTENILHOTO TIpo1iecca B OpOHXOJIErOYHOM cucteme

ObecneunTs (pU3MUECKOE Pa3BUTHE MALMEHTA COMIACHO BO3PACTHBIM HOpMaM (JOCTHKEHHE OKa3aTeneil pusnueckoro pa3BuTus B rpaHuue 25-75
MIEPLEHTUIIb 0CJIE KOPPEKIMHY HYyTPUTUBHOT'O CTAaTyca, peKOMEHyeMas 1eib - 50 MepLeHTHIIb)

ObecneunTs NPOMUIAKTUKY OCI0KHEHHH

Jleuenue ocnoxxnenuit (ncesno-baprrep cunapom, mekonuesslil uineyc, C/INO, M3C/, (MyKkoBUCII103-CBSI3aHHBIN caXxapHbIN AuadeT) UUppo3 MeYEHU
0e3\c cHHIPOMOM MOPTANBHOI runeprensuu, runepcrieanzmom, JKKb (skenmuHokameHHas 00s1e3Hb), MOJIUIO3HBII puHOcHHYycuT, BOH (OenkoBo-
SHEpPreTHYecKas HeJJOCTaTOUHOCTh), KpOBOXapKaHKEe, KpOBOTEUEHHUs JIerouHble, kpoBoteueHus: u3 BPBII (Baprko3HO pacmiMpeHHbIX BEH MUILIEBOIA) U
BEPXHEH TPeTH JKemlyaKa.

JleyeHue 00JIbHOT0 MYKOBHCLIH/1032

I'unepkanopudeckas auera. ONTUMaIbHO IPyAHOE BCKapMiIMBaHue. I HAPOIU3NPOBAHHBIE CMECH NPU CUHAPOME KOPOTKON KHUIIKH, HETIEPEHOCUMOCTH
0eJKa KOPOBBErO MOJIOKA, JIAKTa3HOM HEJOCTaTOYHOCTH, X0JIeCTase.

Muxkpocdepuieckre GepMEHTHBIE MTPETapaThl BCEM ¢ TAaHKPUATHUECKOW HETOCTATOYHOCTHIO.

JlononuuTenbpHO Xinopua Hatpus 2 Mmodib/kr/cyT (Imn NaCl 0,0% conepsxur 0,154 MMmouns HaTpHs).

XKupopacrsopumsie ButamunbiAa 1500ME, sutamun [ 400-800 ME, Butamun E 40-50uME, Butamusn K 0,3-1 mr/cyT.

Mykonutudeckas Tepanusi: “Hraasiuu JlopHasbl-aibQa, TuepToHnYeckoro pactBopa (3-7%). BpoHXonuTHKY — pu He0OXOAMMOCTH.
Kunesurepanusi, 0COOCHHO y eTel ¢ KIMHUYECKUMHU CUMITOMAMH.

AHTHOaKTEepUanbHas Tepanus: He3aMeAIUTEIbHO IPU 000CTPEHHUH, TIPU BBICEBE 3HAYUTEIBHON MUKPOQIIOPHI (1aXke MPU OTCYTCTBUU CUMIITOMOB).
[IpenapaTsl ypco/1€30KCUX0JIEBOI KUCIOTHI AETSIM C 3aTSXKHOM KeNTyXoH, u3MeHeHus MU Y 31 kapTHHBI, MOBBIIIEHUH I€YEHOUHBIX IPO0.

Taprernast Tepanus



OueHKa

OueHKa 6e3onacHocTU

Buabl Tepanum MokasaHua Lenb JlekapcTBEHHDI Nnpenapat apdeKTMBHOCTH
nevyeHus:
nevyeHus:
Mykonumuueckasn Bcem nannenram ¢ MB YMeHbIIeHnEe Bri6op nexkapcTBeHHBIX cpencts omnpeaensercs | Ilo KkuHUYecKkuM | [lo KITMHUYeCKUM IpU3HaKaM
mepanus BSI3KOCTH MOKDOTHI W | WHIMBHIYaJIBHO. nokasaTeisiM  (OLeHKa
obneryenue ec | BelOop myTH  BBemeHMs:  npeonoumeHue | CyTOUYHOTO KOJIMYECTBA
IBaKyalnuu omoaemcs UHEATAYUOHHOMY 66€0eHUI0 | MOKPOTBI, HM3MEHEHUH
MYKOTUMUKOS. ee KOHCHCTECHIIUH,
Bce  cnocobvr  pasoicudicenus  Mokpomul | OLIEHKa CTETICHH
HeoOX00UMO KOMOUHUPOBAMb C YyOajeHuem ee | IBIXaTeIbHOM
U3 ObIXAMeNbHbIX Nymell, UCHONb3YS Menoovl | HeIOCTaTOYHOCTH

KUHe3Umepanuu. Ilepeo ceancom
KUHe3Umepanuu Jcenamenbho, a npu HAIuduu
OpoHxX00O6CMpYKUUU — 00A3amMeNbHO, nepeo
UHeANAYUAMU MYKOUMUKOG nposecmu
UHeAnAYUY OPOHXOTUINUKOS.

JopHa3za anb(a - UHTATSAIMOHHO B J103€ 2,5 MT
B CYTKH; pH HEO0OXO0AUMOCTH
(pacmpocTpaHeHHbIE OpPOHXOJKTa3bl- 5 MI B
cytku (o 2,5 Mr x 2 p/mH depe3 HeOyaizep);
XPOHUYECKUM NOJUNO3HBIA CHUHYCUT - 5 MI B
cyTKH (2,5 Mr — "yepe3 HeOymnaizep. IIpenapam
aenaemcs oazucnoit MYKOUMUYECKOU
mepanueit, obecnieunBacT 3(h(EKT B TEUCHUE
CYTOK.

I'maneé (TMIEPTOHMYECKUI pPACTBOpP HATPHUS
xynopuna 7,0% ¢ Harpuem ruayponatom 0,1%)
NPUMEHSETCS] HHTAJSIIIMOHHO depe3 Hebymaiizep
no 5 mi 2 pasa B JieHb. [lpenapam ynyuwiaem
KIUPEHC ObIXAMEeNbHblX nymeu U A6AAemcs
0a3ucHOil  MyKonumuueckoii mepanueii ¢
OviCmpbIM MYKOIUMUYECKUM 3 dexmom
ManuuTOoJ B hopMe ITOpONIKa AJISI HHT AN -
B go3e 400 ™Mr pBaxabl B J€Hb 4epe3
CIeUAIbHBIA MHTaNATOp. [leped nasnauenuem
Mannumona nayuenm O0oadicen npoiimu mecm
Ha OpPOHXUANLHYIO ZUNEPPEeaKmMUEHOCHb npu
HA3HAYEHUU HAYAIbHOU 003bl 8 COOMEEMCMEUU
€ UHCMpyKyuetl K npenapamy.
IIporuBonoka3zan aeTsam 10 6 get!!!

MannunTon u I'nane6 ABIAIOTCS MYKOJIUTHKAMHU
OBICTpOrO AEHCTBHS M coderarorcs ¢ JlopHa3oi




anbda.

Ilepsan UHZANAYUA MYKOIUMUYECKO2O0
npenapama RpPOGOOUMCA 6 MEOUUUHCKOU
opzanuzayuu 6 npucymcmeuu epayal!!

bponxonumuueckan [Ipu Hammumm oOpatumoii | YirydrneHue Beibop mytm  BBemeHHsA:  mpeonoumere | Ilo xinHu4eckuM | ITo KIMHUYECKUM NpU3HAKaM
mepanus WIN YaCTHYHO O0OpaTMMOH | 3BaKyallud MOKPOTEHL, | 0mMOaemcs UHSANAYUOHHOMY HYMU 66e0eHus. | TOKa3aTelsIM " 1o pe3ynbTaTtam
OpOHXHATBHON nepen npumeneHueM | IHayuenmam c maxycenoii | (CHMITOMBI 00BEKTUBHOTO ocMoTpa
0o0CTpyKIIHH (mpupocT | MHTAISIIHEH oponuxooocmpykyuein  (ODPBl  30%  om | 6poHX00OCTpYKIMM) H | (Y4UCTO CEepAECUHBIX
ypoBHi O®B1  mocne | aHTHOaKTEpHATBHBIX 00JI2CHO20) UH2ANAYUU OOJIHCHBI NPOBOOUMBCS | TIO JAHHBIM | COKpAaIICHHUH, CepIeYHBIN
UHTAISOAN  OpOHXOJWTHKA | MIPENaparos, npu nomowu Hebynausepa. CIIHPOMETPHUH. pHUTM).
>15%) TUNEPTOHUYECKOTO CaanbyTamon (cenexTUBHBIH B2-
pacTtBOpa HaTpWsl | aJpEHOMHMMETHK) B MOHOTEpaNnuy WIH B
XJIOpHAa, nepes | coueTaHUU c M-XO0NMHEPrHUYECKUMHU
KHHE3UTepanuei npenapatamu  (Mmpatponusa Opomupa) wiu
(uKcupoBaHHas KOMOMHaIUA
¢denorepontunparponuss 6pomun (Bepoxyas)
WIN TpenapaTsl IPOJIOHTUPOBAHHOTO JICHCTBHA
(Tmotporust Opommpa) MO0 Ipyroil mpemapat
JUIL  JIeYeHHS OOCTPYKTHBHBIX 3a00JICBaHUH
JBIXaTEeIbHBIX IyTeH 10 HWHIUBHIYaIbHBIM
TIOKa3aHMSAM.
Anmubaxkmepuansnasn | Bcem nagueHTam ¢ | 1.Opanukanus Bri0op myTH BBeICHUS: 8 gulde unearayull yepes | KIMHUICCKU B cBa3u ¢ npumeHeHuem y
mepanus JITOYHBIMHU MPOSBICHUSAMH | NPHYUHHOZHAUUMBIX nebynatizep unu COBMECMHO ¢ | (;mmxopanka, manueHToB ¢ MB  BBICOKHX
MB, y KOTOPBIX | MHKPOOPTaHU3MOB mabaemupoanHbiMu Gopmamu, uny | PecrupaTopHbIe J103, AJMUTEIBHBIX KYypCcOB H
oTMeuaeTcsi  000oCTpeHue 8HYMPUBEHHO. CHUMIITOMBI), 1o | KoMOMHAIUH ABII,
MB (Bxmouast 060oCTpeHHs JIaHHBIM OZIHOBPEMEHHOMU Tepanuu
Ha tdone OCTpOi IIpu npoBeneHny aHTHOAKTEPHATIFHON TEepanuy | JJAOOPAaTOPHBIX JIEKapCTBEHHBIMU
pecnupaTopHOM (ABT) GaxTepHaIbHON uHDEKIH B | METOJOB ImpenapaTamMu pasHbIX TPyII,
nHpexun) WIH OpOHXOJIETOYHOH  CHCTEME  PeKOMeHO08ano | 00CIen0BaHUS a TaKkke B CBN3UM C
BBISIBJISIIOTCS HoBble | 2.IloBbiieHue OpUEHMUPOBAMbCA HA  4YECMEUMENbHOCHY | (IEHKOINTO3, ypPOBEHb | BO3MOXKHBIM HapylIeHueM
NaToreHHbIe BO30yauTe M | 3PPEKTUBHOCTH eb10enenno20 mukpoopzanusma (Pseudomonas | C-peaktuBHOro Oeiika, | QYHKIMM TEYCHH, ClEqyeT
pecruparopHoil MHGEKIHMU | JIeUeHUs aeruginosa, MRSA, Burkholderia cepacia | mo  mokasaHusiM - | OCYIIECTBISTh
B KoJuuecTBe Gosee 10° complex, Stenotrophomonas maltophilia, | npokanbUTOHUHA) © | KOHTPOJIUPYIOIIUE
KOJIOHHEOOPa3yIoIHX Staphylococcus  aureus wu  Haemophilus | mo JAHHBIM | MEpONpHATHS (KIMHHYICCKHE,
eAVHUI] TPH  TIJIAHOBOM infuenzae u Ap.) K aHTHOAKTEPHAIBHBIM | MUKPOOHOJIOTUYECKOTO | J1abOpaToOpHbIE,
MHKPOOHOJIOTHIECKOM IpernapaTam. MCCIIeJOBaHUS HMHCTPYMEHTAJIbHbIE) st
HCCIICIOBAaHUN (apaguxarust MOHHUTOPHPOBAHHUS
I[Ipu BeIOOpe aHTHOMOTHKA IemecooOpa3Ho | BO3OynuTeNs, BO3MOJKHBIX HE)KEJIaTEIbHBIX
Jnga  rpamoTpuuaTenbHON yaecTb 3(deKkTuBHOCTH paHee NPOBOAWMBIX | MEPCHCTHUPOBAHNE, 3¢ dexToB JIEKAPCTBEHHBIX
MHUKPOGIOPEI (P. KypCOB aHTHOAKTEpHaIbHON TEPaITUH. cynepuHpeKIus, [IpenapaTos, HUx
aeruginosa, B. cepacia CHIDKEHUE BBIJICTICHUS | MIPEAYNPEXKACHUS W TpHU
complex, [Mannenram ¢ MB nasnauarom maxcumansusie | Bo30ynurens WIN | HEOOXOJUMOCTH, TEPANTHH
Stenotrophomonas 6o3pacmmuslie 003bl Npenapamos uau 003sl, | OTPULATEIIHHBIHA
maltophilia, peKomenoyemple 01 nayuenmos ¢ MB. pe3yJbTarT ImoceBa)
Achromobacter spp), B cBa3m ¢ TspKecThlO  3aboJieBaHUs,




MRSA, HeryOepKyJIe3HbIX
MHUKOOAKTEpUil WK IIPU UX
XPOHUYECKOM BBICEBE
3HaueHnue umeem J060€

Konuuecmeo KOnoHUi,
OTIpeieTICHHOE 1o
pe3yibTaTam
MHUKPOOHOIIOTHIECKOTO
HCCIIEJOBaHHS.

Hasnauenue ABT
npogooumcs nocne
KOHCYIbmayuu
Cneyuanucmos yenmpa
MYKOBUCYUOO03a (HUU

MIIC 2. Kpacrospck)

HEOOXOAMMOCTBIO MAaKCHUMaJbHBIX JI03UPOBOK
AQHTUMHKPOOHBIX TIpenaparoB M JIeQUIMTOM
JIEKapCTBEHHBIX (OPM I  MHTAISILHOHHOTO
NPUMEHEHUsT B MHUPOBOH  KJIMHHUYECKOM
MPaKTHKE TPaTWUIOHHO mpuMeHstoTcs offlabel
(BHE HWHCTPYKIIHN) WHBEKIINOHHBIC
AHTUMHKPOOHBIE CPEJCTBA B BUAE MHT AL,

Bwioop N1eKapCmeeHHbIX cpeocme
onpedensemcs: euooMm 6030y0umens,
BBISIBJICHHOT'O y TAIlUEHTa; YyBCTBUTEIHLHOCTHIO
B030ymurens (in vitro) k nanHomy ABIL; dazoii
3a0oseBaHus (obocTpenusi—peMuccHs);
MIPOIOIKUTEIEHOCTBIO UH(DEKIIMOHHOTO
mporecca (XpoHU4YecKkass UHQEKIMsS — BIIEPBBIC
BEISBIICHHBIH B0O30yIuTeNs); 3()(HEKTHBHOCTHIO
Tepanuy  MPEAUIECTBYIOIIET0  O0OOCTPEHUS
JIETOYHOW MH(EKIHH.

3amecmumenvnan
mepanus
HedocmamoyHocmu
9K30KPUHHOIL
dynkyuu
no0dceny00uHoul
Jcenesnl

Bcem manmenTaM, BKIrouast
HOBOPOXIEHHBIX ¢ MB,
HMCIOIIAM  KJIIMHUYECKHUE
NPOSIBJICHUSI  KUILIEYHOTO
CHUHIpPOMA WIH HU3KYIO
KOHLIEHTPALHIO
[IaHKpPEaTUYECKON
snactaseli-1 B kane (< 200
MKI/T) TIpU  OTCYTCTBHH
MIPOTHUBOIIOKA3aHHH/

Koppekuus
BHEIITHECEKPETOPHOM
MaHKPEaTHYECKOH
HEJI0CTaTOYHOCTU

Hankpeatun (Kpeon) ucnons3yercss B Buie
MUHUMHKpOchep.

Bribop myTu BBeAEHHUSA: BHYTPH 10 U BO BpeMs
Kaxaoro mnpuema uumid. Ilankpeamuueckue
depmenmovr He cnedyem HazHauamv nocie
eowl.

ITombop 103 maHKpeaTHYecKuX (EepMEHTOB
MIPOBOANTCS OMIMPUYECKH WM WHIUBHIYyaJIbHA
JUIL Ka)XJOro manueHra. [loBbIIeHHE 03B
(epMEHTOB TPOBOAWTCA [O HOPMAIM3ALMU
CHMITOMOB CTEaTOPEH, Pe3yJIbTaToB KOHTPOJIS
3a creatopeeil, BBIPAKCHHOCTH KHIIEYHOTO
CHHIpPOMa ¥  TOJUIEPXKaHUS  aJIeKBaTHOTO
HYTPUTHUBHOIO cTaryca. B HacTosiee Bpems
pEKOMEHJyeTcsl  MOJCYET  MaHKPeaTHUECKHX
(depMeHTOB 1O MOTpeOIIeMOMy JKHpPY C
pacueToM ko3¢ durenTta Ha 1 Tp xupa.

Jo3a mpemapata ODKHAa OCTaBaThCS MEHBIIE
nnu He npesbimaTts 10 000 EJl mo numnasze Ha 1
Kr Macchl Tena B cyTku wnu 4000 EJl ma 1 r
MIOTPEOIEHHOT 0 XHPA.

HoBopoxnennbiM Ha kaxapie 120 M nuTaHust
(cMech MM KEHCKOE MOJIOKO) CTapTOBas 71032
paccunthiBaeTcst kak 2500-3333 EJI numasel

ITo KIMHHYECKUM
MmoKasaresaM (J4acToTa,
o0peM W  XapaxTep
CTyNla; E€XEMECSIUHYIO
npubaBKy Macchl Tena
U JUHAMHKY pocTa
MaIueHTa,

YMEHbIICHNE
3JIOBOHHOTO  3amaxa,
nCcUYe3HOBeHHE Ooieil B
JKUBOTE) u
YMEHBIIEHNE WIH
OTCYTCTBHUE
HEUTpabHOTO XXHpa B
KOIIpOrpaMMe,
KOHIICHTPAIUs
aHKPEaTUYECKON

siacTtasbl-1 B Kaiie

Ilo KIMHUYECKUM IIpU3HAKaM.




(1/4-1/3 kancyJbl mpenapaTta ¢ akTHBHOCTBIO 10
000 EJI nunassl B Kancye).

Tepanus
Hedocmamounocmu
IHOOKPUHHOU
dynkyuu
no0sceny00uHoul
Jncenesnl

OnTuMaibHBIA
KOHTPOJIb YPOBHS
TITIOKO3EI B KPOBH

JIOJKHO
TOMOIIHA

Jleuenne  nmabera mpu  MB
COOTBETCTBOBATH CTaHAapTam
MarresTaM ¢ THadeToM.

Ocobvle mpebosanus K JneueHuro Oouabema y
nayuenmos ¢ MB:

1. Jleuenue nuabera MPOBOAUTCSUMHCYIIHHAMA,
a HE MepOpaIbHBIMH T'HIIOTJIMKEMUYECKUMNI
npenaparamH.

2. Tlpumensercs CTaH/IapTHBIH peXUM
0a3abHO-00JIIOCHOTO ~ BBEJICHHS MHCYJIMHOB,
BKJTIOYast KOMOWHAITHIO 6a3anpHOTO
(Mucyauapl M aHAJOTH  JUIMTEIBHOIO
JeHCTBHUS) u OBICTPOICHCTBYIOIIETO
(MHcyauHbBI M aHAJIOTH ObICTPOro jJeiicTBHs)
MHCYJIMHA ITyTEM MHOTOKPATHBIX €XETHEBHBIX
TTOJTKOXKHBIX WHBEKINH nnm
OblcTpoeiicTByomero nucynuHa (MHCcyuHb 1

Ilo KJIIMHAYECKUM
oKa3aTesM "
YPOBEHb IJIIOKO3Bl B
KpOBH

Ilo xnMMHUYECKUM MpU3HAKaM.

aHaJIOTH 6BICTpOTO JeHcTBUS) myTeM
HEIIPEPbIBHOU IIOJIKOKHOM nupy3un
(MHCYJIMHOBAS TTOMIIA).
Tepanusa nopaxcenus | Bcem nauuenram ¢ MB [IpenorBpaiienue IIpenapatel  ypcoae3zokcuxoneBoil  kuciotsl | Ilo knmuHudeckuMm | Kontpons aktuBnoctu AJIT,
neuenu renaroouInapHon (Ypcodanbk) nokazareisim u - mo | ACT, menounoit ¢ocdarassi
narojorud u teparnuu | Jersm go 3 ner wim maccod 1o 34 kr ¢opma | AaHHBIM Y31 u | BKpoBH | pa3 B 6 MecsIeB.
AMEIOLTUXCS BBIMyCKa MpernapaTa B BUI€ CHPOIIa. ¢bubdposnactorpadun

HOpa)KeHI/II\/‘I ne4YCHU

Hetsam crapmre 3-x JeT M maccoil 6ornee 34kr
(opma BBIITyCKa Ipernapara B BUIE KarCyJl.
Josupoexa 15-30 me/ke 6 cymku 6 2-3 npuema.

(1 pa3 B 12 mecsrieB).

Tepanus
ocmeonopo3a

Bcem manmentam ¢ MB

[IpenoTrepamicHne
MEPeIOMOB  KOCTEH,
IIOBBIILICHHUEC Ka4dyeCTBa
JKU3HHM,  3aME/JICHHE
WITH MpeKpaiieHue
NOTepHU KOCTHOM
Macchl, oO0OecIieueHne
HOPMaJIbHOTO POCTA.

Konexansuudepoa B Bujie Kameib s IpremMa
BHYTPb OJIMH pa3 B JICHb ©KCIHEBHO WM OJMH
pa3 B Hezeno (B DKBHBAJICHTHBIX J103aX) JUIs
HNOJJEPKAHUS KOHLIEHTPALUU 25(0OH)D
ceiBOpoTkH He MeHee 30 Hr/mut (75 HMOIb/).
IIpoghunakmuueckan 0osza (ME):

0-3zem - 1500-2000

4 nem-10 nem - 2000-3000

11 nem-18 nem - 2000-4000

Maxcumanvras neuednasn 0oza (ME):

0-37em - 2000

4 nem-10 nem - 4000

11 nem-18 nem - 10000

Tepanuto ocreonopo3a npu MB  npoBoauth

ITo KJIMHHYECKUM
[IOKa3aTessIM, BECO-
pOCTOBOII MOKa3aTesb

Ilo KIMHUYEeCKUM IIpU3HAKaM




COrIaCHO KJIIMHUYECKHUM PpCKOMCHAAUUAM 10

OCTEOIOpO3y.

[Ipumenenue OucdochonaToB pemnraercs B
WHAWBUIYaJbHOM MOpSAKE 1O  PeLIeHHI0
KOHCHJIMYMAa  BpavYedli ¥ MOJNMCAHUU

WHPOPMHUPOBAHHOTO JTOOPOBOIBEHOTO COTIIACHS
3aKOHHBIM IIPEICTaBUTENIeM PEOCHK.

JummtenpHOCTh  JeueHHs — OucdochonaTamMu
ompenensieTcss MHIAMBHUIYAIBHO C  y4ETOM
MHUHEPaJIbHOW IJIOTHOCTH KOCTHOW  TKaHH,

MaJIOTpaBMAaTUYHBIX NEPECIOMOB B aHAMHE3C U
TpaHCIUIAaHTAlIlMOHHOI'O CTaTycCa.

Tepanus
XPOHUUECKO20
punocunycuma
HA3a71b6H020 NOAUNO3

u

PexoMmeHnnyercs uppurauuMoHHas Tepanus Ipu
HaJIM4YUU XPOHUYECKOTO PUHOCUHYCHUTA.

[MpoMbIBaHKs TOJOCTH HOCA  MPOBOASATCS
HM30TOHUYECKUMU (0,9%) I
TUIEPTOHUYECKUMHU (3%) COJIEBBIMU

pactBopaMu 2 pa3a B CyTKH (WJIH dHaime II0
MTOKa3aHUsAM) CKEIHEBHO TIepe]] MPOBEICHUEM
MHTaJISIIUH B TIOJIOCTh HOCA.

Ilpu Hanuuuu HAa3a16HO20 NOIUNO3A U NOCTE
PUHOXUPYDPSUHECKO20 IeUeHU. !

Momerta3ona ¢ypoar (Tepanust
KOPTUKOCTEPOUJaMH) B BUJIE HA3AJIBHOTO CIIpes
B 200 MKr B CyTKM y Jerell ¢ 2-X Ier,
JUIMTEJIbHBIMU KypcaMu oT 2 110 12 mMecsies.

ITo KIIMHUYECKUM
MoKa3aTessiM
(yMmeHbIIeHHS pa3Mepa
TIOJITIOB,
BOCCTAHOBJICHHUE
MIPOXOJUMOCTH
BEPXHUX BIXaTEIBHBIX
nyTeu

Ilo KNMMHUYECKUM IIPU3HAKAM

Koncepsamuenasn
mepanus
MeKOHUee020 uneyca

[Ipu HaJIMYUU
MEKOHHEBOTO HJIeyca

Vayuuienue
9BaKyaluu
JIHCTAJIbHBIX OTIEIOB
TOHKOM KUIIIKH,
JIAIaTaIldl
MIPOKCUMAITbHBIX
OT/CIIOB B  TOHKOM
KUIIEYHUKE u
MIPEeIOTBPAIIICHHS
KUIIIEYHOU
HENPOXOJUMOCTH.

1. MYyYKOIHTHKH (N-ameTHIIuCTEHH)
repopaisbHO B pa3BeneHun 1:5 B mo3e 1,0 mur/kr.

2. Bricokast ounmcruTenbHas Kiau3Ma  C
MYKOJHTHKAMHU (N-ameTnimucTenH) B
pasBeneHun 3 MII Ha 200,0 MII

¢usnonoruueckoro pactopa NaCl 0,9% mnox
YIBTPA3BYKOBBIM ~ KOHTPOJIEM  3aTOJHEHHSI
KHUIIEYHUKA WM 03 TaKOBOTO MaKCHUMAaJbHO
MAISIIAM  CITIOCOOOM  BBIBEPEHHBIM  00BEMOM
JKHJIKOCTH.

3. Tyroe KOHTPACTUPOBAHHWE TOJICTON KHIITKU
PEHTTCHOKOHTPACTHBIMU  BOJIOPACTBOPUMBIMU
pacTBOpaMu C CO3JIaHHEM KOJO-HJICAIbHOTO
pedumrokca.

OcnoxHeHHasi ¢dopMa  OOCTPYKIMH  KHIIKH

ITo KJIIMHUYECKUM
MOKAa3aTeIsIM

Ilo KIMHUYEeCKUM IIpU3HAKaM




OPUBOAUT K  CETMEHTApHOMY  3aBOpPOTY,
aTpe3un, HEKpo3y WM Nepopanyun KHIIKH,
MEKOHHEBOMY IIEPUTOHHUTY WJIH OOpa30BaHMIO

TUTaHTCKON MEKOHHEBO MICEBIOKHUCTHI.
Ocnooichennvlii - MeKOHUEBblll  UNeyC  6ce2od
mpebyem 9KCMPEHHO20 Xupypauueckozo
JledeHusl.
Koncepsamuenasn Bcem  namumentam  npu | BoccraHoBieHue [Ipumenerne Gonpmux 103 Auerwianucrenna | [lpm HeapdextuBHOCTH | [To KIMHIMYECKUM MTPU3HAKAM
mepanusa  cuHOpoMa | HAIUYINN KIMHAYECKUX | Macca)ka KAIICYHUKA 600- 111 1200mr\cyTkH, JIakTya032a 0T 5 110 45 | IPOBOAUMOIH
oucmanvHoul MIPOSIBJICHU I u npu MJI B CyTKH B 3 TpHeMa B 3aBUCHUMOCTH OT | KOHCEPBATHBHOU
UHMECMURAIbHOU OTCYTCTBUU MIPU3HAKOB BO3pacTa, OOWJILHOE IMUTHE, I'MIIEPOCMOJISAPHBIE | Teparuy,  IpU3HAKax
obcmpyKyuu KHIIEeYHOU PacTBOPBI, HOpMATU3aIMs PEKUMA U TO3UPOBKU | KUIIEYHOI
HEMPOXOJUMOCTH IpyueMa MaHKpeaTH4ecKuX (GepMEeHTOB HEMPOXOIUMOCTH -
ONepaTUBHOE JIeYEHUE
B COOTBETCTBUH  C
pPEKOMEHAALMAMH 10
KHIIEYHOU
HETIPOXOIMMOCTH.
Tepanus nceedo - [podumaktuka IIpenapatst KaJus xyaopupaa, | Iomnas croiikas | Konrpoisp KOHLEHTPALUU
bapmmep cunopoma IIEKTPOITUTHBIX KanuiicOeperaronMy TNy PEeTHKAMH. HOpMaJn3alysl ypOBHS | JIEKTPOJIMTOB B  BEHO3HOU
HapyIIeHUH Xopua KaJMsi HA3HAYaeTCS NPU CHIDKCHUM | BJIEKTPOJIINTOB B KPOBH, | KPOBH.
kamust oT 3,5 mo 3,0 MMOJNB/M, OTCYTCTBHH | CTaOWIIbHAs MpuOaBKaxX
m3menennii Ha OKI. Bwibop myTH BBenmeHwus: | Beca.
nepopansHoe.
[Tpu cHMKEHUM Kaiusi HIDKE 2,5 MMOIIB/JI, TIpH
Hanmuuu n3Menennt Ha DKI, nmpu juurenpsHOM
HapylIEHUH COCTOsIHMSI pebeHka. Buibop myTu
BBEICHUSL: GHYMPUBECHHO.
Kanwmiicoeperatorime JINYpETUKU
(CnupononakToH), jgo3upoBka 1-3  Mr/kr.
IporuBonoka3zan aerssm a0 3 Jer. Ormena
Tepanuy NPOBOIUTCS MOCTENEHHO.
y MaUEHTOB c Hasnauenne mnposBoautcsi (QenepanbubiM | [lpu orcyrctBuu | AxktuBHocth AJIT m ACT B
Tapzemnasn mepanusa | MyKOBHCIHI030M KOHCcHiImymMom!!! spdekra  uyepe3 6 | KPOBH, MCCIIECAOBAHNE yPOBHS
TOMO3HMIOTHBIX 10 MyTalUU MECSILEB Tepanuu | obuiero 6uaMpyOMHa B KPOBH,
[TaTorenernueckast F508del B reme CFTR c IIpenapar clenyeT [IPUHUMATD ¢ | mpenapaTom HCCIIeI0BaHUE YPOBHS
Tepamnus LIEJIBI0  TTATOT€HETHYECKOTO KHPOCOIepIKaIeH MUTIen nBakapToptirymakadt | cCBOOOZHOTO ¥  CBSA3aHHOTO
(mBakadrop+iaymakad | IedeHus, TTOBBIIICHUS IIpoTuBoONOKa3aHMA: op HeoOxonuMo: | OmmupyOuMHa B KPOBH neped
TOD) KOJNYEeCTBa aKTUBHOT'O > gerckmit BospacT 10 2 JeT /Ui | JONONHHTEIHHOE Hauanom J1e4eHUA
Oenxa CFTR Ha JIEKapCTBEHHON ()OPMBI B IpaHyIax; obcneioBaHKe Ha | npenapamom
TIOBEPXHOCTH KIIETOK > gjerckmit Bo3pacT 10 6 Iner i | HOCHUTEILCTBO nBakadrop-+Hiymakadrop,
9K30KPHHHBIX KENEs, JIeKapCTBEHHOM (POPMBI B TaOIETKaX. KOMIUIEKCHOTO aJlIelisl | najee Kascovle 3 mecaua B
TIOBBIIICHUS JIErOYHON - CEKBEHUPOBAHNE | TEUECHHUE TIepBOTrO rozaa
GyHKIHH, CHIKESHHUSI Bcero rena CFTR jans | Tepanuu, a 3ateM oluH pa3 B




4acTOThI JErOYHBIX
000CTpCHUN M 3aMCIJICHHS
MIPOTrPECCUPOBAHHUS
3a00JIeBaHMS.
[KomOunarms
nBakagpTop-+tirymakadrop
nokazaHa Juisi  JICUCHUS
MYKOBHCIH/1032 y
MAalMEHTOB B BO3pacTe 2
JIeT u crapiie,
TFOMO3UTOTHBIX 110 MYTaI[HH

F508del B reme CFTR
(o dexTrBHOCTD u
0e301acHOCTh KOMOWHALIUH
uBakadrop-tiymakadrop
YCTaHOBJEHA  TOJNBKO Y
HAMCHTOB c
MYKOBHCLHIO30M,

TOMO3UTOTHBIX [0 MYTAllUU
F508del B rteme CFTR).
[Ipu OTCYTCTBUM JaHHBIX O

BBIAABJICHUA

HOCHTEJILCTBA
KOMIUIEKCHBIX — aJljIeH,
KOTOpBIE MOTYT
00ycnaBIuBaTh

YCTOMYUBOCTD K

TapreTHOM Tepanuu

rona.

[IpoBomuTh  UCXOAHOEC U
MoCTeIyronue 00CIeI0BaHUS
opraHa 3peHus Ha MpeaMeT
KaTapakThl

Jleyenue NMalueHToB
cleAyeT NpPeKpaTuTb IIpU
NOBBIIeHNH akTUBHOCTA AJIT
nnu ACT >5 BepXHHUX IpaHuUI
Hopmbel (BHI') wnmu npm
NOBEIIIEeHNH akTUBHOCTA AJIT
mm ACT >3 BI'H B
COYETaHUU C YPOBHEM OOIIETO
owmmpyouna >2 BI'H. mpm
BBISIBJIEHUM KaTapaKThl.

reTepO3UrOTHOM

HOCHTEJIbCTBE MyTaIu

F508del 'y  ponuteneii,

peKoMeHayeTcs

JIOTIOJTHUTENBHOE

oOcrieqoBanne
Kuneszumepanus Bcem naumentam ¢ MB ¢ | Yayuiienue OcHoBHbiMU MeTogukamMu KHT sBisttoTest: O¢ddexruBHocTs  Tex | [lo KIMHUYECKUM MPU3HAKAM
(KHT) MOMEHTA [IOCTAHOBKH | 3BAaKyalMd MOKPOTHI @ | » MHOCTypalbHBIN IPEHAK; WIM UHBIX METOAOB

JMaruosa [0 | TAKKE TOJJIEPIKAHUE | > TIEpKyCCHOHHBIN Maccax rpyauoi knetkn; | KHT — Bapeupyer B

HHHHBHI[yaHBHOﬁ JICTKUX B > AKTUBHBIU AKJ JbIXaHUS; 3aBUCHUMOCTH oT

mporpamme (METOAMKH | MAaKCUMAJILHO > JIpeHaXHBIE MOJOKEHIIS; WHJIUBHYJIbHBIX

JPEHUPOBAHNUS (DYHKIIMOHAIBHOM > ayTOTeHHbIH ApeHAK; ocoOeHHOCTEN

OpOHXHMAJIBHOTO JEpeBa U | COCTOSHUHU > Tepamns, C NOMOLIBIO  JBIXATEJBHBIX nanueHTos ¢ MB.

seqebHas Gu3KyIbTypa) TPEHAXKEPOB,  CO3JAIOIIMX  IIOJIOKHTEILHOE

Hasnawaercs B soGom NaBJICHUE Ha BBIOXE, B TOM 4HCIE, C

BO3pacTe, KakK € JICTOYHbBIMHU
TIPOABICHUAMU
3a00JicBaHMs, TaK W C
KHIIEYHBIMUA CUMIITOMAaMHU

KOHTPOJIEM U PEryJIMPOBAHUEM 3TOTO JABJICHHS
(crermanmpable Macku, PARI PEP I, PEP S
cucTeMbl,  TpeHaxep  JABIXaTeNbHBIH ¢
TIepEMEHHBIM TI0JIOKHUTEIBHBIM JIaBJICHHEM Ha
Beioxe PARI o-PEP tun 018 (pnarrep) u ap.);
» JIpeHaX C  TOMONIBI0  CHENHAIBHBIX
pudopoB 1o mokazanusiM: CHCTeMa OYHCTKH
npixatenbHelx  myTed  «The Vest  Airway
Clearance  System,  Mojens 105» ¢




MIPUHA/JICKHOCTIMH, anmapar Ut
HHTPAITYJIbMOHAILHON NEpKYCCHOHHOU
BEeHTWISIMHK JieTkuX, Hcyddasitop-acimparop
Mexanndeckuii (KomgopTHbI Kamens 1mioc),
U 1p.

HoBopoxnénueiM BBITIOJTHSIOT TOJIBKO
MEPKYCCHI0O M KOMITPECCHIO TPYTHON KIIETKH.
ITo Mepe pocTta peGEHKA CIeIyeT MOCTEIICHHO
BBOJUTH 0OJiee aKTUBHBIC METOIMKH, O0ydas
MalMEHTOB TEXHUKE KOHTPOJIHPYEMOTO
OTKaIlNIMBaHUS

Y rpynmHeiXx gereid  OOBIYHO MPUMEHSIIOT
MIACCUBHYIO TEXHUKY KUHE3UTEpaIuH,
BKJIFOYAIOLYIO:

» 0 cIenuanbHBIE JPEHAKHEIE IIOJOXKCHHS, B
KOTOPBIX YJIydIIaeTCs »JBaKyalus CIM3H U3
JIErKUX;

» KOHTAaKTHOE JBIXaHHE;

» Mmaccax ¢ JE€rkod  Bubparmed W
MIOTJIaXXUBAHUEM;

» xnonpmaccax (IIOCTyKHBaHME B  8-MH
TOYKaX I'PyTHOMN KIETKH);

» 3aHATUS HA TAMHACTHYECKOM MSIUE;

» [IbIXaHHE ¢ IIOMOMIBI0 MACKH, CO3JAIOMIEH
MOJIOXKUTEILHOE AABIEHUE Ha BBIJOXE;

» OpeHa)k C IIOMONBI0  CHENHAIHLHOTO
BHOpAIIIOHHOTO JKHWJIETa: y TANUeHTOB C
MYKOBHCITUIO30M B IIOOOM Bo3pacte (OT
HOBOPOXKJICHHOTO JI0 B3POCIIOTO).

33anamua JeuebHoll
duszkynomypoii

Bcem manuentam ¢ MB B
BO3pacTe crapiie 3-X JIeT

VYayuienue
9BAKyallUd MOKpPOTHI,
YKpeIUIeHUs
IBIXaTeIbHOM
MYCKYJIaTyphbl,
MTOBBIIIICHUS
SMOIMOHAIBHOTO
TOHYyCa NalueHTa

3anATus 1eueOHOH PU3KYIBTYPOIl TO3BOJISIOT:
» 5QQEeKTMBHO JIEYMTh W NPEAYNPERIATH
00O0CTpEeHUs] XPOHMUYECKOTO OpPOHXOJIETOYHOTO
npolecca;

> (OpMHPOBATh MPABMIILHOE JIBLIXAHHE;

> TPEHWPOBATh JIBIXATELHYI0 MYCKYJIATYpY;
»  yJIydIIaTh BEHTHISLHIO JETKHX;

»  TOBBINIATEH YMOIMOHAIBHBIN TOHYC
MaIUeHTa.

C panmmero pnerctBa (HaumHas 3-X JIeT)
HE00X0AUMO CTUMYJIUPOBATh NTallMEHTOB
3aHUMATbCA JUHAMHWYCCKUMH BHJIaMHU CIIOpTa,

ITo KJIMHHYECKUM
[OKa3aTesM

Ilo KIMHUYEeCKUM IIpU3HAKaM




CBsI3aHHBIMU C Harpys3kamMu cpeaHeI‘/i
HUHTCHCUBHOCTHU, 0COOEHHO COHpH)KéHHLIMI/I C
HpeGLIBaHI/IeM Ha CBCIKEM BO3AYyX€E.

B pe()Kux CyuaiAx mAicecntb  COCMOAHUA

nayuenma HOJIHOCMbBIO uckmouaem
803MOJICHOCTD 3anamus Qusuneckumu
VIPAJICHEHUAMU. ITosTomy BOIIPOCHI

CIIOPTUBHOW aKTHBHOCTH (BEIOOp BHIA CIIOPTA
W Harpy3Kd) JOJDKEH pellarh Jiedamluid Bpad.
ITanuentam ¢ MB He cuemyer 3aHUMAaTbCs
0COOEHHO TpaBMAaTUUHBIMU BHJAMM CIIOpTa
(Tspkénas arierwka, QyTOOJ, XOKKEH W T.IL),

MIOCKOJIbKY JUTUTENIEHOE OTpaHUYEHUE
(U3MYECKO ~ aKTUBHOCTH,  CBS3aHHOE C
BOCCTaHOBJICHUEM rocie TPaBMBI,

HEOJIarONpHATHO CKa3bIBACTCS HA JPCHAKHOM
(byHKIMH JIETKUX.

Huemomepanusn

Bcem manmenram ¢ MB

[onnepxanue
aJIeKBaTHOTO
HYTPUTUBHOTO
craTtyca

WneansHbIM 111 HOBOPOXAEHHBIX U JeTel
IIEPBOTO roja KHU3HU SIBIICTCA
HEMacTEepU30BaHHOE TPYAHOE MaTepUHCKOE
MOJIOKO, TaK KaK OHO COJEpKHUT IIHPOKUI
CIIEKTp 3aIIUTHBIX (HAKTOPOB U OMOJIOTHYECKH
aKTUBHBIX BEIIECTB. BaxHyI0 poip Hrpaer
aKTUBHOCTh  TEPMOJAOMIBHOW  JHUMa3bl B
HaTUBHOM  (HENACTEpPH30BaHHOM) KEHCKOM
MOJIOKE.

VY nerel, COXpaHSIOMUX YIOBIETBOPUTEILHBIE
TeMITbl  (DU3WYECKOr0  pa3BUTHS,  MOTYT
HCTIONIB30BaThCsl  OOBIYHBIE — A/ANTHPOBAHHBIE
MOJIOYHBIE CMECH.

Ilpu HemocTaTOYHOW TmpuUOaBKE B Bece ¥y
MAalMEeHTOB ¢ MyKOBHCLHA030M PEKOMEHIYeTCS
OTJaBaTh MPEANOYTEHHE BHICOKOKAIOPHITHBIM
CMecsM, HMEIOIIUM B KadecTBE KHPOBOTO
xomnonerTta CHT u pacTutensHbIE XHUPH B
SMYJBIUPOBAaHHOH (OpMe, UYTO IO3BOJISIET
YIIYyUIIUTh YTUAM3ALHUIO KUPA U CHU3UTH JO3Y
MaHKpEeaTHYEeCKUX (PEPMEHTOB.

[Manmentam ¢ MB HeoOxommma paHHSA
HYTPUTUBHAas  HOJJAEPKKA. VYcraHnoBneHa
HETIOCPEIICTBEHHAs CBSI3b MEXIY COCTOSHHEM
muTaHuAd W ¢QyHKumed nerkux. Cywecmgyem
NpAMas__KOppeusiyus__mexcoy noxasamenem

OO6ecreunTh
¢du3nyeckoe pasBHUTHE
marueHTa COTJIaCHO
BO3PAaCTHBIM  HOpMam
(mocTmxeHue
nokasatesiei
(U3UYECKOTO Pa3BUTHUSL
B TpaHuIe 25-75
MEePIEeHTHIIb mociie
KOPPEKIIUH
HYTPUTHUBHOT'O CTaTyca,
peKOMeHyeMasi 1eib -
50 mepueHTHIb)

MOHUTOPHHT Macchl — Tena,
pocra, HWMT «kaxnasie 3
Mecsna

MOHUTOpPHHT IUTAHU:

> Mapkepsl COCTOSIHUS
NUTaHUS (KMMHUYECKHH,
OHOXUMHUYECKUI aHaJIN3BbI
KpPOBH,  JKHPOPACTBOPHMBIE
BUTaMHUHBI CHIBOPOTKH)

» MOHMTOPHI
3aMECTUTEIbHON Teparuu
(epMEHTHBIMU TIpenapaTaMu
(mankpeatuH) — wuepe3 3-6
MecAleB ~ MOcCie  Hadana
Tepanuyd WIM  W3MEHCHHS
JIO3BI

» onacrasa B CTyJe
€XKEroJHO MpU HOPMAaIbHOU
GYHKIMHA — TIO/DKEITyA0YHON
JKeIe3bl

» OI'TT exeromno ¢ 10 ner




uUHOeKca Maccvl mend, (yHKyuel J1ecKuUx u
NPOOOTIHCUMETLHOCHIBIO HCUSHUL.

Buicoxuti nepyeHmub nokazameisi
gec/gospacm  accoyuupyemcs ¢ - AV4UUMU
nokasamenaimu O®BI, nuneunoeo pocma,
CHUDICeHUEM CpoKo8 2oCnumanu3ayuu,
CHUJICEHUEeM  KOIUuYyecmed  OpOHXO0Ne20UHbIX
obocmpeHnul, a makoice  ygeauueHuem
NPOOONIHCUMETLHOCU HCUSHUL.

Heob6xomumo YBEJIMYEHUE CyTOUYHOTO
norpednenust kamopuir  go 120-150% mo
CpPaBHCHHIO C HOpPMaMH IO  BO3PACTY,
MPONOPIIMOHATIPHOE YBEIMUYCHHE MOTPEOICHUS
BBICOKOKauecTBeHHOTr0  Oenmka  (20% ot
CYTOYHOTO Kajopaxka) u >kupa (35-40% ot
CYTOYHOTO Kajopaxka)

s obecneuenus NOBbILUEHHBIX
IHEP2eMU4ecKux nompebnocmei
KAIOPUIHOCHIb CYMOUHO20 payuona
nayuenmam c MYKOBUCYUOO30M

PEKOMEHOYemcsa  paccuumsléams He HA
dakmuueckuii, a na dondcencmeyIOuuil gec ¢
yuemom  Kamaboauyeckux npoyeccos  npu
XPOHUYECKOM — BOCHANEHUU U  UCX00 U3
Odeguyuma maccol mena

Beaxkn

ITanmentsl ¢ MB HyXJarTCsi B MOBBIILIEHHOM
KonuyecTBe  Oeilka  M3-3a  €ro  IOTephb
(ManpabcopOuu) W B JIONOJHUTEIBHOM
NOCTYIJICHUH €ro B NEepHOJ Karaboyu3ma Mpu
JIETOYHBIX 00oCTpeHHsIX. Hcrounnkamu
HOJIHOLIEHHOTO OeJiKa SIBIISIOTCS HaTypajibHbIE
MIPOJYKTHI (MsICO, NTHIIA, PBIOA, MOPENPOIYKTHI,
MOJIOKO, KHCIIOMOJIOUHBIE HPOXYKTHI, TBOPOT,
CBIPBI, STiIa). Jetsam crapiie rojaa
peKOMeHyeTcst BKJIIOYATh B paunoH
BBICOKOOEIKOBBIE INPOMYKTHI  (siiia, pbIda,
TBOPOT, CHIp) HE pexke 3 pa3 B JI€Hb, MOJIOKO U
KHCJIOMOJIOYHbIE IPOYKThI He Menee 500 — 800
MJI B JleHb. B3pocnbiM  mamMeHTaM ¢
MYKOBHCIHJI030M PEKOMEHIOBAHO yIOTPEOIsITh
B JIeHb 2 — 3 TIOPIIUM MPOJYKTOB, COACPKAIIUX
0ETOK BBICOKOH OWMOJIOTHYECKOH IIEHHOCTH
(Msco, nTHIaA, phIOa, siina, TBOpOT, chp). B




KauyecTBE [OMOJHUTEILHOTO MCTOYHHKA OejKa
PEKOMEHAYETCS  UCIOJB30BaHUEC  JICUCOHBIX
cMecel ISl SHTEPaTbHOTO M JIOMOJHUTEIBHOTO
[IATAHMS. JIOTIONMHHUTEIBHOE [IATaHHE
HazHaygatoT mo 150 - 200 — 250 mur 1 — 3 paza B
neHb. OOBEM  [IOMOJIHUTENHHOTO  IMHTAHUS
OTIpeeIsIeTCs CTEIEHBIO HYTPUTHBHOU
HEIOCTATOYHOCTH U aNMeTUTOM peOeHKa.

Pexomennyemble BeJMYHMHBI MOTpedIeHUs
Oeska

0-1roxn -3-4(mo 6) r/kr/cyt

1-3roma -4 -3 r/kr/cyr

3-10 ner - 3 - 2,5 r/kr/cyT

11-14 ner - 2,5- 1,5 r/kr/cyT

Crapme 15 mer - 2-2,5 r/kr/cyT
PexoMeHnayeMble BeJIMYMHBI NOTPedIeHUS
JHepruu (KKaJ/Kr/cyr)

MuHanMansHas
MakcnmanpHas
0-1rox 130 200
1-3ronma 90 - 100 150
3-10 et 70 - 80 100
11-14 ner 45 -70 90
Crapme 15 ner 35 50

Kupnbl

Upe3BblailHO Ba)KHO COXpaHEHHE BBICOKOTO
moTpeOIIeHus KUPOB marueHTamu ¢ MB. JKupst
SIBIISIFOTCS Hanboee 9HEPreTHYECKH
«IJIOTHBIM» ~ dHeproHocutenem (9 KKkawT);
YBEIMYEHUE KBOTHI JKHpa B SHEProodecnedeHnn
cHmwkaeT obOpaszoBanne CO2, MUHHUMH3HPYET
€ro 3aJepXKKy B OpraHu3Me, MOJOXHUTEIbHO
BJIMAET Ha Ta3000MeH B JIETKUX. BO3MOXHOCTB
BBICOKOTO MOTPEOICHUS XKUpa 00ECTIeINBACTCS
aJIeKBaTHOW  3aMECTHTENBbHOW  (hepMEeHTHOI

Tepanuen.
B cBs3u ¢ HapymeHusIMH B TrenaToOMIMapHOM
cepe, KOJINYECTBO HACBIIEHHBIX u

TPaHCKHUPOB (’KUBOTHBIE JKUPBI, COEpKAIINECS
B KAapEHBIX IPOIYKTaX, KOJIOACHBIX H3IEIHSX,
KOXX€ TITHIBI, KyJUHApHBIE JXUPbI, MaprapuH)
HEOOX0aUMO OTPaHNYMBATE, oTaaBast
MIPEIIOYTEHIE KHpam, 6oraTsiM




MIOJIMHEHACHIIICHHBIMU KUPHBIMU  KHCJIOTAMH
(ITHXKK): omera-6 (kykypy3HO€, HOACOIHEYHOE
Macio) u omera-3 (JIbHSHOE Macjo, KHp
MOpPCKHX  pBIO)  JKUPHBIMH  KHCJIOTaMH,
MIPUPOIHBIM BUTaMUHOM E.

YrieBoabl

OHepreTndeckuid  OEPUIUT  BOCHOIHACTCS
TakXKe 3a CUeT yrieBoJoB. Jlucaxapuisl, B TOM
4luclIe caxap, B OOJNBIIMHCTBE  CIIydacB
MepeHocATes Xopomo. B mauery mo ammeTuty
BKIIIOYAIOT caxap, (PYKThI, CIAJKUC HAIUTKY,
Mel, BapeHbe, KoH(pETh. B parmone muraHus
HpOCTI)Ie yI‘J'IeBOZ[I:-I HC OrpaHH‘IHBaIOTCH,
OTHAKO, B CBS3M C BO3PACTAIONIMM DPHCKOM
BO3HUKHOBEHHUS acconuupoBaHHOro ¢ MB
caxapHoro jamabera, WX pPEKOMEHIYyeTCs
YHOTPEOIIATh TONBKO MOCIE OCHOBHBIX IIPHEMOB
UM, BO U30EKaHWE PE3KUX KoJeOaHuit
YPOBHSI INIMKEMHH.

Mukponympuenmut

Bcem manmenram ¢ MB

Koppeknuss ~ Gamanca
XJIOpa U HaTpus

Bcem IETIM [¢ MB PEKOMEHA0BaHO
Mo/icajuBaHUe MMUIIH.

Ipoghunakmuueckue  0o3vl  Hampus 05
nayuenmos ¢ MB:

Hdetu 0-6 mec - 1-2 mmons/kr/an. s gereit ¢
pHUcKOM cojeneduiuTa — Colb, pa3BelleHHas B
BOJIEC WIH (PYKTOBOM COKE HEOOJIBIINMU
TTOPIMSIMA BTCUCHUE JTHS.

Jdern mnociae 6 Mec u B3pocable 10 4
MMone/kr/mH.  CojleHass THWIAa WIH  COJb
[IpuMeHATP B  CTPECCOBBIX CHTyalUsAX C
M30BITOYHBIX MTOTIUBOCTHIO (mxopanxa,
(u3ndeckre Harpy3KH, JKapKas Oroja).
Mpumeuanusn:  1/5-1/6  daiiHO#  JTOXKH
npuMepHo cootBercTByer 15 mmoiap NaCl
COJIEBBIX PACTBOPOB, TpEAHA3HAUYECHHBIX IS
TepopaJIbHON peruipaTaluu

Ilo KIMHUYEeCKUM IIpU3HAKaM

ITpodummaktika
HEJIOCTAaTOYHOCTHU
KaJIbIIUsl B OpPTraHu3Me
U OCTEONCHHYECKUX
COCTSIHUM

PexoMeHI0BaHO  JIONOJIHUTENBHOE BBECHHE
npenaparoB  Kanplusi: KanpLusl TIIOKOHAT,
Kanpmmsa raumepodocdar 1 koMOMHUPOBaHHBIE
rpenaparsl (Kanpums
kapboHnar+Konekanbumgepo)

Ilo xMmHIYECKUM IIpU3HaAKaM

Bumajnuuomepanu}l

Bcewm manmentam ¢ MB

Bocnonnenune
nedurmra
MOCTYIIJICHUS

Konexkansuudepos (Buramun D)
neru 1 rona xxus3am - 1000-1500 ME/cyr
1-3 roxa - 1500-2000 ME/cyT

ChIBOPOTOYHBII 25
(OH) D wmuHEMyM—
oonee 30 Hr/ma

Ilo KIMHUYEeCKUM IpU3HaAKaM




KHUPOPACTBOPHUMBIX
BUTAMUHOB C MHIICH
Ha done
MaJIbUT €CTUH 7
ManbabcopOIH

4-10 ner - 2000-3000 ME/cyT

> 11 nmer - or 2000 (nero, ocenp) nmo 4000
(3uma, Becna) ME/cyr. J[loza 3aBucuT OT
CBIBOPOTOYHOTO YPOBHS M JIOJDKHA PETYISIPHO
KOPPEKTHPOBATHCS.

Aubda-Toxkodepona aunerar (Burammn E)
(pacTBOp mns TpueMa BHYTPH [MAacCIISHBIH]
NPOTHBONOKA3aH IeTsIM 10 3 JieT)

0-6 mec -25 ME (18,4 mr)

6-12 mec - 50 ME (36,8 mr)

1-4 roma - 100 ME (73,5 wmr)

4-10 ner - 100-200 ME (73,5 — 147,1 mr)
Crapuue 10 ner - 200-400 ME (147,1 —294,1 mr

Menaguona Hatpus Oucyabdur (Buramun
K)

Tabnerkn mpPoOTHMBOMOKA3aHBI M0 3 JIeT,
pacTBOp Al BHYTPHMBILIEYHOTO BBEICHUS —
0e3 BO3pacTHHIX OrpaHUYCHHUN
0—1rom-0,3—1 mr/cyT

Crapiue 1 roga - 1 — 10 mr/cyr

[Tpu natonoruu neyenu - 10 — 15 mr/cyr

Perunon (Buramun A)

Haumnate ¢ =Hm3kux 103. [lombupate mmo
YPOBHIO B CBIBOPOTKE KpOBH (€XKETOIHBII
KOHTPOJIB).

0-1rox - 1650 ME (0,5 mr)

1-6 met - 3300 ME (1 mr)

7 net u crapure - 5000 ME (1,5 mr)

YpoBEHb COOTHOLIEHHUS
aTokodepo:XoyecTep
u H > 5,4 MoHUTOpPUHT
MO TOKa3aHUsIM, HOcIe
W3MEHEHHS J103bI

IIpoTopmbuHOBOE
BpeMms, YPOBEHBb
BUTAMHHA

MonutopuHr 1o
MIOKA3aHMsIM, rocie
n3MeHenus 110361 K B
KpOBH

Jlexapcmeennvie Pemenue o Ha3Hau€HUU 3TUX JIEKAPCTBEHHBIX
npenapamol  Opyzux HpenapaToB JIOJKHO NPUHUMATHCSI
dapmaxkomepanesmu Jast repanuu MB cIenUATHCTAMHE MeIUIIMHCKON OpraHu3anumn
yecKux zpynn (denepasbHOro YpOBHSI Ha  OCHOBAaHUHU
MHAWBUIYAJIbHBIX MOKa3aHNM.
Ipenapamu 6He Pemenne o Ha3HaUYeHUHM ATHX JICKAPCTBEHHBIX
3apecucmpupoeanHvlx MIPEnapaToB OCYIIECTBISIETCS MO PelleHHI0
6 UHCMPYKUUU Bpaue0Hoit KOMHCCHH, c yCJI0BHEM
N1eKapCmeEeHH020 M Tepanuu MB NOANHUCAHHOIO HHPOPMHUPOBAHHOIO
cpeocmea noKa3anuil corjiacust poaurenen (3aKOHHOTO

MPEJICTaBUTEIs1) U peOCHKAa B BO3PACTE CTapIle
15 mer.







IMoka3aHus K rOCOIUTAIU3ANMUM (CTAIHOHAPHOMY JIEYEHUI0)

Tsoxenoe 060cTpeHre OPOHXOJIETOYHOTO MPoliecca C MPU3HAKAMHU JIbIXaTeIbHON HETOCTaTOUHOCTH.
Jlerounoe kpoBoTeueHUE, KPOBOXAPKAHBE HEKYIIUPYIOLLIEECS.
ITaeBMOTOpAKC.

Awbh e

KpoBoreuenne u3 Bapuko3HO-pacmivpeHHbIXx BeH (BPB) numeBona, BPB BepxHux otaenos
KeIIyIKa.

S. [Tpu3Haky KAIIEYHON HEIPOXOAUMOCTH

6. Cungpom mnorepu coiei (mceBno-baprrepa CHHIPOM — TUIOKAJUEMMs, TUIIOHATPUEMUS,
TUIIOXJIOPEMHUS, AJIKaJlo3) TSXKEJION CTeleHH, TPeOyIOIUNi KPyriIoCyTOYHOIO MOHMTOPUHIA 3JEKTPOJIMTOB,
BHYTPHUBEHHOI'O BBEJCHUS DJIEKTPOIUTOB.

7. HeoOxomuMocTh npoBeACHMsI IUIAHOBOM  WJIM, IIPU  PAa3BUTHUM  HETSDKEIOro  00OCTpEeHMS,
BHYTPHUBEHHON aHTUOAKTEpHUaIbHOW TEpaIllMy MPU OTCYTCTBMHM BO3MOXKHOCTH IIPOBEJICHUS €€ B YCIIOBHUAX
JHEBHOT'O CTal[OHAapa WU CTallMOHAapa Ha JIOMY.

8. Heo0x01mMOoCTh MIIaHOBOTO ONEPATHBHOTO BMEIIATEIILCTBA.
0. YcTaHOBKa BEHO3HBIX IIOPTOB, TACTPOCTOMBI.
10.  HeoOXomuMOCTh  ONEPATHBHOTO  JICYCHUS  OCIOXHEHUH  MYKOBHCUHKI03a  (TIOJIUIIOTOMHS,
panuKaibHas TaiMOPOTOMHS, CIUICHIKTOMHUSI, CKJICPO3HMPOBAHUE BEH MUIIIEBOJIA H T.JI.).
11. OcTpblil MAHKPEATUT U 000CTPEHUE XPOHHUYECKOTO.
12.  TpancmiaHTaIus JIETKUX, ICYCHU.
13. TepmuHanpHas Gaza MyKOBHCIIAI03A.
14.  [Ipyrue, He CBSI3aHHBIC C MyKOBHUCITUI030M JKH3HEYTPOKAFOIINE COCTOSHUS
IIpodpunakTuka

Crioco60B nepBUYHOM MPO(PUITAKTUKA MYKOBUCIIHI03a — HE CYIIECTBYET.

Mepbl BTOpUYHOM MPOGUITAKTUKH:

- JlopoioBasi TMarHocTUKa 3a00J1eBaHus

- HeonaranpHas iuarsoctrka 3a00eBaHus

- BceM namumeHTaM ¢ MyKOBHUCIUAO30M, IUIAHUPYIOUIUMM JAETOPOKJIEHUE, NPOBOAUTCS KOHCYJIbTaLUs
Bpayda-TeHEeTHKa U MOJIEKYJIIPHO-TeHETUYECKOe 00CIeIOBaHUE CYIIPYTH/Cylpyra Ha HOCUTEIbCTBO My TallUi
rena CFTR. B cnyuae oOHapyXeHHs NaTOr€HHBIX BAapUAaHTOB PEKOMEHAYETCS HPEUMIIaHTAllMOHHOE
renetnyeckoe TectupoBanue (I1I'T-M) Ha MykoOBUCITUIO3.

IIpaBuia npopuJIAKTHKH NEepeKpecTHOM HHPEKIHMU NPU MYKOBUCIHI03€

- Bce manmeHThl ¢ MyKOBHCITUIO30M, OXKH/Iasl Hadalia mpuemMa, 00s13aHbl HAXOIUTHCS B JIMIIEBOM MacKe.

- MepsI 110 N30JIAIMH OMOJIOTHYECKUX KHUIKOCTEH (MOKPOTA, KPOBB) MAIIMEHTA C MYKOBUCITHIO30M.

- Jesundexmusi 000pyIOBaHHUS WM TMPEIMETOB, KOTOPhIE MOTYT OBITh 3arps3HEHBI >KUIKOCTSIMH H
BBIJICIICHUSIMH.

- Crporoe coOiofieHHe Mep MPEeIOCTOPOKHOCTH MEAULUUHCKUMH PAaOOTHUKAMM ITPU KOHTAKTE C
NaleHTaMU:

* HCIOJB30BaHHUE OJTHOPA30BBIX MEAMIMHCKUX MEPUYaTOK, 00paboTKa (POHEHAOCKOMNA, MyIbCOKCUMETpa
UT.J.;

* ICIOJIb30BAHNE OJHOPA30BBIX MEJIEHOK AJISI OCMOTPA;

* JCIIOJIb30BAaHHUE OJHOPA30BBIX XANATOB IpH paboTe ¢ MmanueHTaMH, TPeOYIOMNMH COOIIOACHUS Mep
KoHTakTHOM m3onauuu (B. cepacia complex, MRSA, mynbsTupesucrentHas P. aeruginosa, Achromobacter
spp., HTMB) u Bo BpeMs kuHe3uTepanuu;



* HCII0JIb30BAHHUE OJIHOPA30BBIX aHTHOAKTEPUANBbHBIX (PUIBTPOB MPHU CIIUPOMETPHH.

- Konraktel Mmexxay nanuentamu ¢ MB 10/mKHBI ObITh CBEJIEHBI K MUHUMYMY.

- ['uruena pyx MeAMIIMHCKUX PaOOTHHUKOB.

- Mcnonb30Banme CIUPTOBBIX aHTUCENITUKOB (B BUAE cal(eTOK, B JUCTICHCEpaX) B KAOMHETAX.

- MenunuHckue pabOTHUKK, HEMOCPEACTBEHHO KOHTAKTUPYIOIIUE C TAIUEHTAMH, HE JIOJDKHBI
MCIOJIb30BaTh HAKJIAIHbIC HOTTH.

- ['uruena pyk nmanueHrTos.

- [Ipyem manueHTOB ¢ MyKOBUCHUI030M HE JOKEH OCYIIECTBISATHCS B MOJUKIMHUKAX, IJI€ HAXOASTCA
OJTHOBPEMEHHO JIPYTHe MalUeHThl C MyKOBHCIIHIO30M.

- TlamueHT ¢ MHUKPOOHMOJIOTMYECKMM BBICEBOM W3 MOKpOTHI Oaktepmii Burkholderia cepacia complex,
METHUIIJITMH-PE3UCTEeHTHBIX Staphylococcus aureus, Achromobacter spp., HETYOepKyIE3HBIX MHKOOAKTEPHI
JOJDKEH MPUHUMATHCS Ha aMOyJIaTOPHOM TpUEME B OTIEIBHOM OOKCE C OTIACNbHBIM BXOJOM, HE 3aXOMs B
MOJINKITUHUKY .

Opranusanus o0y4yeHHs 4 10Cyra NanMeHToB ¢ MykoBucuuao3om /1Y, mkouasl, u apyrue
oOpa3oBaTe/ibHbIE YUpeKICHUS

- B onHO#M mIKONE MOTYT Y4YHTBCS HECKOJIBKO MAlMEHTOB MYKOBHCIHJIO30M, HO OHH HE JOJDKHBI
o0y4athcst B 0JJHOM Kiacce. Kateropus A

- [Natmentst MB He MOMKHBI HAaXOIUTHCS B OJHOM IIOMELICHUH (CTOJIOBas, (U3KYJIbTYPHBIH 3ai)
onHoBpeMeHHO. Kareropus B

- Eciii oHM HaxonsTCsl B OJTHOM ITOMEIICHHUH, JIOJDKHBI JIEPKAThCs Ha PACCTOSIHUN HE MEHee 2 M JpyT OT
Jpyra u coOI0AaTh Bce Mephl mpodmiakTuku. Kareropus B

- Yuutens u MEAULIMHCKUE PaOOTHHUKH JODKHBI OBITh HH(OPMHUPOBAHEI O TPABUIIaX TIOBEACHUS IETEH B
IIKOJIE.

- [lanmenTsl ¢ MYKOBUCHUI030M JIOJDKHBI M30€raTh MECT, I/ie MPOBOJSATCS CTPOUTEIBCTBO, PEMOHT H
caJloBogueckue paboThl, 4ToObl U30ekaTh KOHTakTa co criopamu Aspergillus spp. He ciaenyer pabotats Ha
NpUycageOHbIX Y4acTKax ¢ UCIOJIb30BaHMEM KOMIIOCTA U MPOYEro yAOOpEHHUSL.

- OpraHuzanusi CHOPTHBHBIX Jlarepei, JETHHUX IIKOJ, COBMECTHOTO OTIbIXa JJs MAaIlMEHTOB C
MYKOBUCIIM/I030M HeJlomycThMa!

BakuuHanus mpoBOIUTCS MAMEHTaM ¢ MyKOBHCIHI030M, T.K. SIBIISTFOTCS] TPYIIIION PUCKA MO Pa3BUTHIO
HH(EKIINOHHBIX 3a00JIeBaHMI U HOCHTENILCTBAa MUKpoopranu3mos (S. aureus, H. influenzae, S. pneumoniae,
MYKOUHBIX U HeMyKoUHBIX (hopM P. aeruginosa u Burkholderia cepacia complex), uro npenpacnosnaraer k
BO3HUKHOBEHUIO OCIIOKHEHUI.

Bakuunanus npoBogutcs B (a3zy peMUCCHH, Ha ()OHE CTaOMIBHOIO COMAaTHYECKOTO COCTOSIHUS U
MIPOBOJIMMON Tepanuu coriiacHo HannonansHOMY KaJeHIapro MpoQMIaKTHIECKAX TPHUBUBOK.

OcobeHHO 00paTHTh BHUMaHHE Ha BAKI[MHAILMS NPOTHB ITHEBMOKOKKOBOW MH()EKIINH, TPHIIA, TPOTHB
reMo(uIbHOM NH(pEKIMH TUTa b, IPOTUB BETPSAHOM OCIBI, TPOTUB MEHMHTOKOKKOBON HH(EKIUH.

Peadonnnranus
[TariueHTaM €  MYKOBHUCHHUIO30M PEKOMEHIYEeTCS TPOBEACHHWE WHAMBUAYAIbHO TOJ0OpaHHBIX
peabUIUTAIIMOHHBIX MEPONIPUITUN, HAIIETIEHHBIX HA MOAIEpPKaHue JISTOYHOM (DYHKIINIO.

CaHaTOpPHO-KYPOPTHOE JIeYeHusl
[Ipu opraHu3anuu CaHATOPHO-KYPOPTHOTO JICUEHUS MPOBOAATCS MEPONPUATHS MPOPHIAKTUKI
nepeKpecTHON HHMEKINK TPU MYKOBUCILIUO03€.



[Tpu opraHu3anuy caHaTOPHO—KYPOPTHOTO JICYCHUS B OJIMH 3a€3/1 JOJDKHBI OBITh HAITPABIICHBI TAIIMCHTHI
C OJHOTHITHOW MHKPOQIIOPO.

Crnenmyer pa3MmemiaTh MAIlMEHTOB Ha OTACIBHBIX JTa)KaxX WM B Pa3HBIX KOPIycaX, HE JOMyCKaTh HMX
KOHTAaKTa NpH BBIIIOJIHCHUN JUAIHOCTUYCCKUX U JIC‘IC6HBIX npoueayp, B CTOJIOBOHU U HUI'POBBIX KOMHATAax.



