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BBO/JHAA YACTD

Hacrosmuii kJIMHUYECKU TPOTOKOJN JUATHOCTHKU W JICYEHHS MYKOBHUCLHMIO03a Yy JeTei

IpelHa3sHAYeH U1 OKa3aHWs MEIMLUHCKONM IIOMOIIM HACEJIEHHI0 B aMOYyJaTOpPHBIX U
CTAllMOHAPHBIX  YCIIOBUSIX  PAlOHHBIX, OOJACTHBIX W  pecnyOJMKAHCKUX  OpraHu3alui
31paBooxpaHeHus PecriyOnuku Y30eKuCTaH.
MyxkoBucunnoz (MB) sBistorcs akTyanbHOM MpoOJeMor uisl TeAuaTpUYecKOW MpakTHKU. B
HOCJIEIHME T0JIbl OTMedaeTcs poct 3abosieBaemMocTd BIl y nerell, OoTHOCUTENBHO BBICOKOM OCTaeTCst
CMEpPTHOCTb OT 3TOro 3aboiieBaHusi. B peanbHOil pakTuke, 0COOEHHO B aMOYJIaTOPHBIX YCIOBHSX,
Cephe3HBIMU  MpOOJIEMaMH  SBJISIOTCS paHHSS JAMAarHOCTMKA M palMOHANbHAs  Teparus
MyKoBHCIHI03a Yy Jjereil. Ero Bbllyck He0oOXOOuM TOBCEAHEBHOW JIEATEIBHOCTH Kak
CIEIMAJINCTOB, BOBJEYEHHBIX B H3y4YeHHE MpoOJIEMbl NHEBMOHHMHM, TaK M ILIMPOKOro Kpyra
NeANaTPOB, AJJIEProjioTOB, IYJIBMOHOJOTOB, W  JIPYTUX  CHEIHAIUCTOB, OKa3bIBAIOIIMX
NPAaKTUYECKYI0 TIOMOIIb OOJNBHBIM JETSAM [TAaHHOTO KOHTHHIEHTA, a TaKKe IPEroaaBaTessiM
MEAMIIMHCKUX BY30B. B MaHHOM OKyMEHTE HE pacCMaTpHUBAETCA MHEBMOHHUS Y HOBOPOXKIEHHBIX
JeTeld, B CBSI3M C HAIMYHEM CYIIECTBEHHBIX OCOOCHHOCTEH 3a00JeBaHUsl Yy JaHHOW KaTeropHd
nanueHToB. JlaHHBI MPOTOKON pa3pabOoTaH Ha OCHOBE KIMHUYECKHX pekomenaanuii Coro3a
neauatpoB  Poccum  https://www.pediatr-russia.ru/Poccuiickoe  pecriupaTopHOoe — OOIIECTBO
MeskpernoHanbHOE TeIHaTpHUECKoe pecruparopHoe oobmectso https://minzdrav.midural.ru/

Koast MKB-10

B Mexnaynaponnoii knaccudukanuu Oonesneir 10-ro mepecmorpa (MKB-10) mykoBucumos

BKIIIOUEH B pyOpuky E84:

e E84.0 Kucto3nslit ¢pudpo3 ¢ J1erouHbIMU NPOSBICHUSIMU

e ER84.1 Kucto3uslii ¢pubpo3 ¢ KUIIEYHBIMU POSBICHUSIMU

e E84.8 Kucto3uslit ¢pudbpo3 ¢ IpyrumMu MposiBICHUIMU
E84.9 Kucro3uslii pudpo3 HeyTOUHEHHBII

Kong MKB-11 Iloka3zanue

CA25.1 ATUNUYHBIN KUCTO3HBIN (prOPO3
CA25.2 CyOxnMHMYECKUN KUCTO3HBIN (hrbpo3
CA25 Kucto3usriit pudpo3

CA25.0 Knaccudecknii KUCTO3HBIN (GrOpo3
CA25.Z Kucroznsiit pudpo3, HEeyTOUHEHHBIH

JlaTa pa3paboTku u nepecmotrpa nporokosa: 2025 roxa, nara mepecmorpa 2028 r. wim mo mepe
IIOABJICHUSA HOBBIX KIJIFOYEBBLIX AOKA3aTCIIbCTB. Bce TOIpPaBKU K MPCACTABJICHHBIM PCKOMCHIAIUAM
OyayT OonmyOJIMKOBaHBI B COOTBETCTBYIOIIMX IOKYMEHTAX.


https://www.pediatr-russia.ru/
https://minzdrav.midural.ru/
https://www.vidal.ru/drugs/mkb11/ca25.1
https://www.vidal.ru/drugs/mkb11/ca25.2
https://www.vidal.ru/drugs/mkb11/ca25
https://www.vidal.ru/drugs/mkb11/ca25.0
https://www.vidal.ru/drugs/mkb11/ca25.z

OTBeTcTBeHHOE YupeKIeHHe M0 pa3padoTKe [JAHHOIO KJIMHMYECKOI0 MNPOTOKOJAa M
cranaapra: PecriyOnukaHCKU creMaTn3UPOBAHHBIN HAYYHO-TIPAKTHYECKUN EHTP NeAUATPHSL.
Y4acTHUKY, BHECIIINE BKJIA]] B pa3padOTKy KIMHUYECKUX MPOTOKOJIOB M CTAaH/IaPTOB!

Unens! paboueil rpymsl B 00JIACTH ITyJIbMOHOJIOTUU 110 OPraHU3aLUuy IPOLEAYPbI:

1.I0amcueB dypkar MyXUTAUHOBUY- JI.M.H., Ipodeccop, PyKOBOJIUTENIb OTAeNa MyJIbMOHOJIOTUU
PCHIIMI] Ilenunatpun M3 PVY3, rinaBHblii AETCKUI TyJIbMOHOJIOT

2.A3uzoBa Huropa /laBmaroBHa- 1.M.H., B.H.Cc. oTaena nyiabmononorun PCHIIMI IMemquatpun M3
PVY3

3. Y3akona llloxcanam baxpomoBHa- K.M.H., Cc.H.c. oTjaena myiasMmoHosoruu PCHIIMILL Tlennarpun
M3 PVY3

4. AonymnaeBa Manuka KynpatoBHa-k.M.H., 3aBemyromias otaena myiasMoHosorun PCHITIMIL
[lenquatpuu M3 PY3

1) Cncok aBTOpOB:

1. [TamcueB ®ypkar MyxXuTIuHOBUY- J.M.H., Tpodeccop, PYKOBOAUTENTb OTIENA
nyasMoHosorun PCHIIMI] Ienuatpuu M3 PVY3, rnaBHbIN A€TCKUIl 1y IbMOHOJIOT.
2. KamunmoBa Aunrunoit TypcyHOaeBHa - J.M.H., Tpodeccop, PyKOBOJIUTENb OTACa

ractposnTeposorun PCHIIMI] Ilennatpun M3 PVY3.
3. UnositoBa ®nopa UnbsicoBHa — A.M.H., mpodeccop, akanemuk AHPY3, pykoBoaurens otaena
renaroiorun PCHIIMI] Ilenquatpun M3PVY3.
4. MupcanuxoBa Hapruc XaiipynanaeBHa - J.M.H., 3aM. JUPEKTOpa IO Hay4HOH pabore,
PCHIIMI] Ilenuatpuu M3 PVY3
5. MycaxanoBa PabHo AHBapOekoBHa — J.M.H., yueHbli cekperapbr PCHIIMI] Ilenunatpun M3
PV3
6. AsmzoBa Huropa /laBnaToBHa- 1.M.H., B.H.Cc. oTAena myasmononorun PCHIIMI [leauatpun
M3 PVY3
7. AbnymiaeBa Manuka KyapaToBHa — K.M.H., 3aBeyromas otaena myasMonosorud PCHIIMIT

[lenuatpuu M3 PVY3
8. Vzakoa Illoxcanam baxpamoBHa — K.M.H., C.H.C., oTAena myiabmoHosorun PCHIIMI]
[lenuatpuun M3 PVY3
9. Temmep Csermana HWropeBHa - K.M.H.,, C.H.C. otnemna ractposnreponorun PCHIIMI]
[TenquaTtpuu M3PV3.

10. Kapumosa Hwiydpap Upramesna — a.M.H., otaena myiasmononorun PCHIIMIL [Mequatpun
M3 PV3

11. Kapumoa Madtyna XynoiiOepraHoBHa - K.M.H., C.H.C., oT1ena myiapmoHonoruun PCHITMI]
[lenuatpuu M3 PVY3

Knuanuecknii mpoTokon oOCYKAEH M PEKOMEHJOBAaH K YTBEP)KICHHUIO ITyTeM JOCTHKECHHUS
He(OopMaJIbHOIO KOHCEHCyca Ha 3akmounTterabHoM CoBemianuu pabodeld Tpynmbl € ydacTHEM
podeccopcKO-TIPENnoaaBaTeIbCKOr0 COCTaBa BBICIIMX Y4YEOHBIX 3aBE/ICHUI, YIEHOB acCOLHUAIUU
neauaTpoB Y30eKHcTaHa, OpraHu3aTopoB 3/ipaBooxpaneHus (aupekropos guinaios PCHIIMIIII u
UX 3aMECTUTENIEN), Bpauell perMOHaIbHBIX YUPEKICHUN.

PykoBonurens paboueit rpynmbl- [llamcueB ®dypkat MyxutauHOBHY- O.M.H.,  mpodeccop,
pykoBoautens otaena myiabMoHosorun PCHIIMIL Ilegmatpunn M3 PVY3, rnaBHbIA JeTCKHM
IIyJIbMOHOJIOT

Knuanueckuii mpoTOKON paccMOTpeH W yTBepkaeH YdueHbiM CoBeToMm PecnyOiamkaHCKOro
CrnennanusupoBanHoro Hayuno-IIpaktuueckoro Meaunuuckoro Lentpa [lequarpuu 27 oxTsa6ps
2023 roma



1.

[Ipencenatens Yuenoro Cosera — {upexrop PCHIIMIIIa.m.H. AGaykaromoB A.A.

PerieH3eHTHL:

1. Mosgnonosa I11.C.- 1.M.H., 3aBeaytromas otaena oomei nenuarpun PCHIIML Ilenquatpun
M3 PV3.

2. IllomancypoBa D.A. — a.M.H., mpodeccop, 3aBeaymwomas Kadeapord AmMOyIaTOpHOU

MCIUIIMHBI U (bI/IBI/ILIeCKOl"O BocruTaHus TalIKeHTCKOTO NeaAuaTpuICeCKOro MEIUIMUHCKOIO
HHCTUTYTA.

TexHuyeckasi SKCIepTU3a U PeJaKTUPOBAHUE:
1. [llomancypoBa Dnbmupa AmaHyllaeBHa - A.M.H., mpodeccop 3aB. kadeapoir AmMOyiIaTOpHOM
MEIUIMHBI, puzndeckoro pocrutanus TamlIMUA.

2. @aitzueB O0ua HumanoBuY —K.M.H., TOIIeHT Kadeapsl AMOYJIaTOpHON MeTUIIMHBI, (U3NUECKOTO
pocnutanua TamIIMU.

HacTosmuii HarmoHanbHBIA KIMHUYECKUN MPOTOKON U CTAaHAAPT pa3pabOTaHbI MOJ PYKOBOJCTBOM
3aMECTUTENsT MHUHHCTpa 37apaBBoXxpaHeHMs bacuTxanoBoil O.M, HavanbpHUMKa YIpaBJICHHS
MeIUIUHCKOro cTpaxoBaHust AnmapnonoBa LK., HayanpHuKa oTaena pa3pabOTKH M BHEAPCHHS
KJIIMHAYECKUX IMPOTOKOJIIOB M craHgaproB Hypumoson II.P., a Takke ¢ OpraHM3allMOHHOM U
MPAKTUYECKOW MOMOIIBIO IIIaBHOTO crienuanucTa otaena J>xkymaeson I'.T. u Benyiero cnennaimncra
otxena Paxumosoii H.D.

Conep:xanue:

OITPEAEJIEHME U KITACCUDOUKALINA 12



JIMATHOCTUKA MYKOBUCLIMJIO3A Y JETEN
JTIN®OEPEHITUAJILHBIN JUATHO3

JIEYEHUE MYKOBUCLIMJIO3A
PEABIJIMTALIUS U IUCITAHCEPU3ALIUS
CIIUCOK JINTEPATYPBI

[MTPMJIOXKEHUA

14
29
30
53
53

54



Cokpamenus, ucnoJsib3yeMble B IPOTOKOJIE:
ABT- anTnbOakTepranbHas Tepanus
ABII- anTnbakTepuanbHbIN Mpenapar
ABP - akTHBHpOBaHHOE BpeMs peKaIblIipuKauu
AnAT — ananmHamuHOTpancdepasa
AcAT — acnapraramuHoTpancdepasa
AUYTB akTUBUpOBaHHBIN YACTUYHO TPOMOOIIJIACTUHOBOE BPEMS
BOH-0enkoBo-3HepreTrueckas HeOCTaATOYHOCTD
BPB- Bapuko3HO€ pacliupeHne BEH
I'KC-r1r0KOKOPTUKOCTEPOUIbI
JIH- npixatenbHasi HEIOCTATOYHOCTh
KEJI-ku3HEHHAas eMKOCTb JIETKUX
KKT-xemy104HO-KUIIEYHBIN TPAKT
KT — xommnbroTepHast Tomorpadust
MB - mykoBuCIIUI03
MBTP/CFTR — MyKOBHUCIIUIO3HBIN TPaHCMEMOPAHHBIN PETYISATOP
HIIBII-HecTepouiHbIE IPOTUBOBOCHIAIUTENBHBIE TPENAPaThI
OAK — o0mmii anam3 KpoBU
OAM — o0muii aHamn3 MOYu
OP3 - octpsie peciupaTopHbie 3a00J€BaHUS
OD®BI1-00beM (hopcrpoBaHHOTO BBIIOXA 32 | CEKYHIY
[TH>KK- nonmHeHachIeHHbIE dKUPHBIE KUCIIOTHI
CIT- cpeanenenoyeyHbIX TPUIIULIEPHIOB
V3U — ynapTpa3ByKOBOE UCCIEAOBAHUE
OXKEJI-hopcupoBanHas )KU3HEHHAS! eMKOCTh JIETKHX
OKI' — sanekTpokapanorpaMma
Ox0KI" — axokapauorpadus
KKT — xeny104HO-KUILIEYHBIN TPAKT
OO AIC- pubporzodaroracTpoayoaeHOCKOTHUS
TB -TpomMOuHOBOE BpeMs
PaO2- mapuuanbHOe HanpsKeHHE KUCIOpoaa
PaCO2- napunanbHOe HanpsiKEHUE YIIEKUCIOTo ras3a
SaOq- catypatusi, HachIlLIEHUE KPOBU KHCIOPOJIOM
B.pertussis — Bordetella pertussis
C.pneumoniae — Chlamydophila pneumoniae
C.psittaci — Clamydophilapsittaci
H.influenzae — Haemophilusinfluenzae
K.pneumoniae — Klebsiellapneumoniae
L.pneumophila — Legionellapneumophila
M.catarrhalis — Moraxellacatarrhalis
M.pneumoniae — Mycoplasmapneumonia
P.aeruginosa - Pseudomonas aeruginosa
P.jiroveci—Pneumocystisjiroveci
S.agalactiae - Streptococcus agalactie
S.aureus - Staphylococcus aureus
S.pneumoniae - Streptococcus pneumonie

[Hoab30BaTe 1M NPOTOKOJIA MO JAHHON HO30JI0THH:
OpPraHU3aTOPHI 3[PABOOXPAHEHUS
HeauaTphl, TEPANIEBThI
BpayM OOIICH MPaKTUKH
MyJIbMOHOJIOTH

el N =



T'CHCTUKHU
TaCTPOSHTEPOIIOTH

Bpaiu CKOpOfI 1 HEOTJIOKHOU IIOMOIIH

5
6
7. OTONApUHTOJIOTH
8
9

peadbmmuToI0ru
10. mueromoru
11. sHpoKpuHOIOTH

12. TopakanbHbIe U OPTAJIBHBIE XUPYPTH

13. remarosioru
14. ¢usnorepaneBThI

15. cryaentsl Menuuunckux BY30B u koiemkeit,
16. mpenopaBaTenu MmeaunuHCKUX BY30B 1 Kosutemkei,
17. opauHaTOpbl, pe3UIEHTHI MAaruCTPATyphl (IIOCTAUILIOMHOE OOpa30BaHUE).

Kareropusi manueHTOB B [aHHOW HO30JI0THH:

YCTaHOBJICHHBIM JMAarHO30M MYKOBHUCIIUI03.
IIIkajia ypoBHSI 10KA3aTeJIbHOCTH, HA OCHOBE J0KA3aTeJbHOH MeIMIMHbI:

Bce ocCHOBHBIE pPEKOMEHIALMU B JIaHHOM PYKOBOJACTBE HMEIOT CBOIO T'PaJallHIo,
o0o3Havaercs JaTMHCKUMU OykBamu oT A 1o D. Ilpum 3TOM KaxkIoil rpajanuu COOTBETCTBYET
OIpEeACIEHHBI YPOBEHb JOKA3aTEIIBHOCTH JAaHHBIX. JTO 3HAYUT, YTO PEKOMEHJAIMU OCHOBBIBAINCH
Ha JAHHBIX HCCIEAOBAHUM, KOTOPBIE HMMEIOT pa3jIM4yHYK CTENEHb JOCTOBEPHOCTH. UeM BbIlIe
rpajanusi peKOMEHJALUU, TEM BBILIE JOCTOBEPHOCTb HCCIEIOBAHMN, HA KOTOPBIX OHAa OCHOBAHA.
Hwxe npuBenena mkama, KOTOpas ONMCBHIBAET PA3NIMYHBIC YPOBHM TIpafalliy PEKOMEHJIALNM,

BKJIIOUEHHBIX B JIAHHOE PYKOBOACTBO.

Kareropus
AOCTOBEPHOCTH
pexoMeHaanui

A (ypoBeHb
JI0Ka3aTeNbHOCTH |)

B (ypoBenn
nokazarenbHocTH 1)
C (ypoBeHb
JI0Ka3aTeIbHOCTH

1)

D (yposenb
nokazatenbHocTH 1V)

Onucanue

Jloka3aTenbCcTBO MOJyYEHO B pE3yJbTaTe OOJIBIINX, TAKTHUYECKU
NPaBUIBHO PaHJAOMM3MPOBAHHBIX KIMHUYECKUX HCCIIEAOBAHUM
(PKI), IIPUBEJICHHBIX B CHUCTEMAaTHYECKHUX o030pax
Koxpanosckoro LlenTpa, uiny 1npu npoBeIeHUN CUCTEMATHUECKUX
0030pOB 1 MeTa-aHAITU30B.

Jloka3aTenbCcTBO IOJMYyYEHO B pe3ysbTare, IO KpalWHEHd Mepe
OJIHOTO KOHTPOJIMPYEMOTO HCCIIeI0BaHus 0€3 paHIOMHU3alUH.
Jloka3aTenbcTBO  IOJMyYEHO B pe3yibTaTe  ONMCATEIbHBIX
UCCIIEIOBAaHUM, TaKMX, KaK CpaBHUTEIbHBIE HCCIEIOBaHUS,
KOPPEJSIIUOHHBIE  HUCCJIEIOBAaHUS, MCCIEAOBAHMS 10  THUILY
«CITy4al-KOHTPOJIb.

Jloka3aTenbCcTBO TMOJIYYEHO HA OCHOBE OTYETOB HSKCIEPTHBIX
KOMUTETOB, a TAKXKeE:

» OnucaHus CEpUH CIy4yaceB WIn

* HekoHTponupyemoro nccienoBaHus

*MHeHUS U/UIH KIMHUYECKOTO OTbITa aBTOPUTETHBIX SKCIIEPTOB.

bonpHble ¢ monmo3pennem Ha MB u ¢

KOTOpasa



1. OCHOBHASA YACTb
BBenenue.

MykoBucinod (MB) — 3T0 MOHOTeHHOE HACJIEICTBEHHOE 3a00JieBaHHE, OOYCIIOBIEHHOE
mytanueid rera MBTP (MykoBHUCIUIO3HOIO TpPaHCMEMOPAHHOIO PETyJATOpa), XapaKTepU3ylolleecs
MOPaXCHHEM BCEX O3K30KPUHHBIX JKEJe3, JKU3HCHHO BAXKHBIX OpraHoB U cucteM. len MB Obun
n30JiupoBaHd B 1989 r., oH pacnosioxeH B cepeIMHE JJIMHHOIO IIjIeya 7 ayTOCOMBI, COAEPKUT 27 3K30HOB
u oxsarbiBaeT 250 000 map HykineoTnnoB. OH KOHTPOIUPYET CTPYKTYPY U QYHKIUIO OelKa, HA3BaHHOTO
MBTP - tpancmemOpannsiii peryiastop MB. Ha ceronusmnuii nens BbiaeneHo okoyno 2 000 myranuid
reHa - TPAaHCMEMOPAHHOTO peryisiTopa MPoBOAMMOCTH MykoBucuumgo3a (MBTP), orBercTBeHHBIX 3a
pazsutue cumnrtomoB MB. Ilpu 3TOM maTosiorusi AbIXaTelbHBIX MYTEW SABISIETCS TJIABHOW NMPUYMHOU
OCIOXHEHUH W seranbHOCcTH (Oosee yemM B 90% cmyuaeB). [lopakeHne OpOHXOJETOYHOH CHUCTEMBI
BCJIC/ICTBUE HAKOIUICHUS BS3KONO HWHMUIKMPOBAHHOTO CEKPETa, BBI3BIBAIONIETO OOCTPYKLHIO U
BBIPAKEHHYIO BOCTIAJIMTEIBHYIO PEAKILIMIO, BEIET K MOBPEKACHUIO JAbIXATEIbHBIX MYyTeH U HEYKJIOHHOMY
YXyALIEHUI0 (GYHKIUM JIETKHX M, B HMTOre K JbIXaTeNbHOM HEJOCTAaTOYHOCTH. PenuauBupytoiue
pecnuparopHbie AMU30Abl (OPOHXHUTHI, ITHEBMOHWUHW, OpPOHXHWOJHUTHI), KAaK TPaBHIIO, 3aKaHUYWBAIOTCS
(dbopMUPOBaHUEM «IIOPOYHOTO KpPyra», BKJIIOYAIOIIETO YBEIHMUYEHHE BS3KOCTH MOKPOTHI, OOCTPYKIIHIO
JBIXATEIbHBIX MyTeH, MHPEKIINIO U 9aCcThIC BOCIIATICHHUS.

B cBs3u ¢ 3TUM cymiecTByeT ocTpas HOTPEOHOCTh B MOATBEPKACHHBIX (haKTaMU peKOMEHIAIMSIX
[0 JICUEHUIO M YXOAY 3a MAllMEHTaMU C MYKOBHMCIIMJIO30M, OCHOBAaHHBIX Ha CaMbIX IOCIEJHUX U
Pa3HOCTOPOHHUX UMEIOIIUXCS (PAKTUUECKUX JTaHHBIX.

Ha cerognsmnuii nenp B Y30ekucrane 3apeructpupoBato 310 O0JbHBIX ¢ MOATBEPKACHHBIM JUarHO30M
MYKOBHCIIHI03 U HAOOJIbIIIEEe YUCIIO MPUXOTUTCS Ha oMo T. TamkenTa u TalkeHTCKyto 001acTh.
Menaunana BbDKMBAEMOCTH JIIOJIEH, CTpaJalolIMX MyKOBHCIIMIO30M, B HacTosIlee Bpems coctasiser 41,1
rona. IlpuHumas BO BHMMaHUE, YTO CTAHJAPTHBIE METO/bl JIEUEHUS MYKOBHUCIHI03a ONTUMHU3ZHUPYIOT
3/10pOBbE JIETKUX U COCTOSTHUE MUTAHUS, JIeYaT XPOHUUECKYIO PECIIUPATOPHYIO0 MHPEKLHUIO U YIy4llaloT
KayeCTBO JKU3HU, HOBBIE METOJIbI JICUCHHUs, HAIICJICHHbIE HA OCHOBHOW TeHETHUYeCKUU NedeKT, UMEIOT
3HAUYMUTENIbHBIE TIEPCIIEKTUBBl I JAJIbHEHUIIETr0 yIydIleHUuss OOIIero COCTOSHHS 370pOBbS U
BeDKHMBaeMocTH [38].

JlaHHBII TTPOTOKOJ OXBATHIBA€T PEKOMEHJIAIIMU B OTHOUIEHUW TUATHOCTUKH, PEKUMOB JICUEHUS,

buznoTepaneBTUYECKUX MPOLEAYP, TaKKe, MPOPUITAKTHKH BO3MOKHBIX OCTIOKHEHUH.
Ero Beimyck HE0OXOIMM TOBCEAHEBHOM JESATEIHPHOCTH KaK CIEIUAIUCTOB, BOBJICUEHHBIX B H3Yy4Y€HUE
npoOsieMbl MYKOBHUCLHUIO33a, TaK M MIMPOKOTO Kpyra TMeauaTpoB, TE€HETHUKOB, IYJIbMOHOJIOTOB,
racTPO3HTEPOJIOroB, TE€MATOJIOTOB U JPYIHMX Bpauel, OKa3bIBAIOIIUX MPAKTHYECKYIO MOMOIIb OOJbHBIM
JTAHHOTO KOHTUHTEHTA.

TakuM o0Opa3oMm, Ha OCHOBE €IMHBIX MOJXOAOB K JAMATHOCTHUKE 3a00J€BaHMs, T€panuu MOXKHO
3HAYUTENBHO TOBBICUTH 3(PPEKTUBHOCTD U YBEIUYUTH MPOIOIKUTEILHOCTD U KAYECTBO KU3HU OOTBbHBIX.
1.1 Onpeaenenne.

MyxkoBucuunoz (MB)- 3T0 ayToCOMHO-PELECCHBHOE MOHOTE€HHOE 3a0osieBaHHe, OOYCIOBICHHOE
mytareir  reHa CFTR (TpaHcMeMOpaHHBIM — peryssTop  MYKOBHCITHIO32),  XapaKTepPH3YIOIIeecs
MOPAKEHUEM SK30KPUHHBIX KeJe3, )KU3HEHHO BAXKHBIX OPraHOB U CHUCTEM, UMEIOIIEE TSHKEI0e TEUCHHUE U
MIPOTHO3.

MyKOBUCITIO3HBI TpaHCMEMOpaHHBIA PETYIATOp JTOKAIU3YeTCS B aMUKaIbHOW YacTH MeMOpaHbI

SMUTEINATIBHBIX KJIETOK, BBICTWJIAIONIMX BBIBOJHBIE MPOTOKM >KeJie3 BHEIIHEH Ccekpeluuu (MOTOBBIX,
CIIIOHHBIX, Xelle3 B OpoHXaxX, MOJPKETyAOYHOH Keje3e, KHUIIEUYHUKE, YPOT€HUTAJIbHOM TpPAKTE), OH
pEryJIupyeT TPaHCHOPT DSJIEKTPOJUTOB (IJIABHBIM 00pa3oM XJopa) MEXIY OTHUMHM KIETKaMu U
MEKKIIETOUHOH KHAKOCThIO. Ilocimemuue mccnenoBanusa mnokasamu, uro MBTP gBisgercs coOCTBEHHO
XJIOPUAHBIM KaHasioM. Myrtanuu rera MB HapymaroT HE TOJIBKO TPAaHCHOPT, HO M CEKPELUI0 MOHOB
xJyiopa. [lpu 3aTpyaHeHHH UX TIPOXOXKACHUS Yepe3 KIETOYHYI0 MeMOpaHy yBEJIUYUBAETCs peadcopOus
HATpUs JKEJIE3UCTBIMHA KJIETKAMM, HAPYIIAETCS DJIEKTPUYECKUH IOTECHLUAN IPOCBETA, YTO BBI3BIBACT
U3MEHEHUE MIEKTPOJIUTHOTO COCTaBa U JETMAPATALUI0 CEKpEeTa XKeJle3 BHEIIHEH ceKkpeluu. B pesynbrare



BBIJICJIIEMBIA  CEKPET CTAHOBHUTCS YPE3MEPHO TYCTBIM M Bs3KUM. [Ipu 3TOM cCTpanmaioT Jerkue,
KEJyI04YHO-KUIIICYHBINA TPAKT, MIEYCHb, [TO/DKEITYIOYHAS JKEeJIe3a, MOYETIONIOBast cucTeMa [46].
Hapymenne B pabore CFTR npuBogur Kk 00pa3oBaHHIO T'yCTOro, 0OE€3BOKEHHOTO CEKpeTa cpa3y B
HECKOJIbKMX CHUCTEMax OpraHoB, OJHAKO HM3MEHEHHs B OpOHXOJETrOYHOM CHCTEME OKa3bIBAIOT
HanOOJIbIIIee BIMSHUE HA TCUEHUE 3a00JICBAHMS U SBJISIOTCS OCHOBHOM MPHYMHON cMepTHOCTH [55, 63].
[Tporpeccupytomiee yracaHue JeroyHod (PyHKIMM CBSI3aHO C PA3BUTHEM XPOHMUYECKOW OaKTepHaIbHOMN
UH(EKIeH, BocIaleHneM, epUOJHUECKUMHI 000CTPEHUSIMA OPOHXO0JIETOUYHOrO Mpoliecca, HeoOpaTUMOM
00CTpYKIUEH IbIXaTeIbHBIX MYTEH U, B KOHEYHOM HTOTre, (hopMHpOBaHHEM OpoHX0dKTa3uu [55,63].
bponxoserounsle M3MEHEHMS Yy [JETE€d UIrPAIOT pELIAIIYI0 poJib B  KIMHUYECKOM KapTUHE
MyKOBHUCIH103a U B 90 % ciiydasx onpeaensioT TeYeHne U MporHo3 3abosnesanus [61].

IlaTtorenes MB. Tabmuna 1.
Opransl u cuctemsl | Ilarosornyeckue npouecchl KoHeuHbI#1 pe3yJsibTar
BponxooOcTpykuus,
CHIDKEHHE TOJICPAHTHOCTH K MH(EKIIHIH,
KOJIOHM3ALIUs JIbIXaTeJIbHbIX ITyTen
Pseudomonas aeruginosa (P. aeruginosa) u JlpIxaresbHash HEIOCTaTOYHOCTbD,
Jlerkue JPYTUMU MATOJIOTMYECKUMU JIeroyHasi TMIIEPTEeH3U,
MUKpPOOPTraHU3MaMHU, cepJieyHast HeJJOCTaTOYHOCTb.
XPOHUYECKOE BOCHIAJICHUE IbIXaTEIbHBIX
myTeil, OpPOHXO03KTA3bI, JECTPYKIUS
MIaPEHXUMBI JIETKHUX.
OO6CTpyKIMS MPOTOKOB XKEJe3bl, Hapymenue cryna (4acTblid,
MIOSIBJICHUE KHCT, JKUPHBIH, 3JI0BOHHBIH,
HEJIOCTaTOYHOCTH IMOJIKETYT0YHON KETE3bI OOUIIbHBIN),
TojoKeny 1ouHas (BHyTpeHHE - 1 BHEIIIHECEKPETOpHas), CHIDKEHHE HYTPUTHBHOTO CTaTyCa
KeTe3a KHILIEYHAsl MajbabcopOIusl. (y mereit — oTCTaBaHUE B
pa3BUTHH),
aBUTaMHHO3BbI,
BBINIAJICHUS MIPSMOM KUILIKH,
caxapHbIi 1Ua0eT.
IleueHnn Xosecras, X0JIEIUTHA3S.
VYBenuueHue BI3KOCTH/aIre3UBHOCTH
Kumeunuk KaJIOBBIX Kuieunas HempoxoauMocThb
Mmace
PenponyktuBHas OOcTpyKIus 1 MoCceTyIomas aTpe3ust
cuctema (y BBIHOCAIIUX IMPOTOKOB STUYEK, becrinonue
MY>KUHH) a300CcrepMus

[uppo3 medyeHw, CUHAPOM MOPTATHHOW THUMEPTEH3WH, THIEPCIUICHU3M, MEUYEHOYHAsh HEJ0CTaTOYHOCTh
[IporpeccupoBanre JIETOYHOM W  CEpIACYHONM HEIOCTATOYHOCTH  SBISETCS Haubonee dYacToit
MPUYUHON cMepTH 00NBHBIX (95%)[46].

1.2. Knaccndukanuss MyKOBHCIHI032

Bcemupnas  opraHusanus = 34paBoOXpaHeHHs, MexayHaponHas — accouuanus — MyKOBHCLU03a,
EBpomeiickas Temarmueckas ceTh 10 TpoOjemMaM MYKOBHCIHI03a, EBpomeiickas —accomuarus
MYKOBHUCIIH/I032 OpPTaHU30BAIA COBMECTHYIO pa0ouyr Tpymmy ¢ Lelblo pa3paboTKu  HOBOU



kinaccupukanun. B
npejCcTaBiICHHYO0 B Ta0l. 2. HecoMHeHHO, B Oymymiem, 1o Mepe yriryOJaeHHs 3HaHUi, 3Ta KiaccuuKaius
Takke morpedyer nmepecmorpa [45].

COBPEMEHHOM

KJIMHUYECKOMN

NPaKTUKE

HCIIONB3YIOT

KJ1accu(puKaIuio,

Kimnuyeckas kiaaccupuxkanuss MyKOBUCIIAI03a Taoauna 2.
XapakTepucTuka OpOHXOJIETOYHBIX U3MEHEHUI
dopma ®daza OHpockonuueck | OyHKIMOHAIbHAS:
0o0ne3HM | U aKTUBHOCTH | KimmHnueckas | ast BEHTUJISILIUOHHAS OciioxxHEHUS
npoiecca HEJ0CTAaTOYHOCTh
THUII CTENEHb
Cwmemann | Pemuccus bponxur: Oupobpouxur: | O6ctpyk | | AOcrecchl, aTeleKTasbl,
as AKTHBHOCTB: | OCTpBIii, KaTapasbHBbIi, THUBHBIN [THEBMOITMOIIHEBMOTOPA
(JleroyHo | manas, peUUIUBUPY | KaTapaiabHO Pectpuk KC,
KHUILIEYHAs | CpEeaHss, FOIIHH, THOMHBIN THUBHBIN 1 JIETOYHOE CeEpALE,
) BBICOKas XpPOHHYECKUM | ' HOMHBIN Kom6un KpOBOXapKaHue,
OrpaHu4eHHbId, | UPO Il KPOBOTEUYCHHE
Jlerounas | OGoctpenue: | [lneBmonus: | pacrpoctpaneH | BanHbiil | 11 (JlerovHoe,
OpOHXHT, MIOBTOPHA, HBII KEIyJI0YHOE), CHHYCHT,
ITHEBMOHMUS peuuauBUpPY OTEYHBIN CUHAPOM,
fo1as LUPPO3 MEUYEHH,
SKBHUBAJICHTHI
MEKOHHUAJIBHOTO HJIeyca,
BBINTA/ICHUE TTPAMON
KMILKH, OTCTaBaHUE B
($u3MYECKOM pa3BUTHH

2. IMATHOCTUKA MYKOBUCIUIO3A

MeTtoabl, moAX0AbI M IPOLEAYPHI IMATHOCTUKH.

2.1. JInarHocTHYecKue KpUTepPuu

B 6onpmmHcTBE cniydaeB MB nuarnoctupyercs B paHHeM jaeTckoM Bospacte (90% cirydaeB — Ha mepBoM
rogy xusHM). Hepenku ciaydam puarHoctuku MB y B3pociblX € KJIACCHYECKUM (EHOTHIIOM
(XpoHMYECKUI/pelluIUBUPYIOIIUI OPOHXUT, CUHYCHUT, NaHKkpeatut). Knaccuueckuit heHOTHI sIBIIsS€TCS
CJIEZICTBHEM JIBYX MYTaHTHBIX KONHN reHa MyKOBHCIIMIO3HOTO TpaHcMeMmOpanHoro perynsropa (CFTR),
U TIPOSIBIIIETCS XPOHUYECKOW OakTepuanbHONW HMH(EKIMeH AbIXaTeIbHBIX MyTeH, MPUAATOYHBIX Ma3zyX
HOCa, CTeaTopeey BCIEICTBUE BHEIIHECEKPETOPHONM HEIOCTAaTOYHOCTU IOKEIYIOYHOU IKENE3Bl,
MYKCKMM O€cCIJIoIlueM H3-3a OOCTPYKTHBHOM a300CHEpMHUH, MOBBIIIEHHOW KOHIIEHTpAlMed XJIOPHI0B
[IOTOBOM JKUJKOCTH.

Juarnoctuueckue ciaoKHOCTH mpu MB o0yciioBineHbl (EHOTHUITUYECKHM pPa3zHOOOpa3reM B CBS3U C
reHeTudeckuM nonumoppuszMom. IlanmenTtsl ¢ atunuuHbiM MB uUMEIOT Kak MUHUMYM OJHY KOIHIO
mytanTtHOro reHa CFTR, ¢yHKIMS KOTOPOro 4acTUYHO coXpaHeHa («MATKHE» MyTaluH). ITO MPUBOAUT
K JquarHoctuke MB Bo B3pocioMm Bo3pacTe, y TakuX IMalMeHTOB OTMedaeTcs Oojiee MITKoe TeueHHe
00JIE3HH B CBSI3M C COXPAHHOCTBIO (DYHKLMHU IOPKEITYyAOYHOM JKele3bl M HETSKENIbIM IMOpa)kKeHUEeM
opraHoB neixanus. [6, 40-41, 7-8, 1, 51, 39, 47,46, 62,52].




Juarno3 MB nonrBepxnaeTcs Mpu HAIMYUKM OJHOTO MM Oosee (peHoTUnmueckux nposisieHuii MB B
COUYETaHMM C JOKa3aTeNbCTBAMM Hanuuus MyTanuu resa MBTP: xinHn4ecku 3Ha4MMble MyTalui I'eHa
MBTP npu reHOTUNHPOBAHUYN WM YBEIHMUYEHHE YPOBHS XJIOPUJOB B CEKPETE MOTOBBIX XKeJe3 O0IbHOTO.
JUis noaTBep KIeHHs IMarHo3a J0CTaTOYHO UMETh J1Ba IIPU3HAKa, 10 OJHOMY U3 KaX10ro crojaoua (Tadi.
3).

JIMarHocTHYeCKHe KPUTEPHH MyKoBHCIH103a [51] Ta6auma 3

XapakTepHble KJIMHMYECKHWE TposiBieHuss MB (maronorust opraHoB

JIBIXaHUs, IPUIATOYHBIX Ma3yX HOCA, KEITYJA0YHO-KHUIIEYHbIE HAPYIICHHUS, [TonouTenbHBIN
HApyIICHWs] TMTAaHUS, CHHIPOM TIOTEPU  COJICH, O6Cpr1(TI/IBHa${H MOTOBBIN TECT
JII0C
a300CIIEpPMHUSL)
BE 3HAYMMBbIC
MB y cubcor /L

MyTanuu B rene MBTP

JIpyruM BapHaHTOM JHArHOCTHMYCCKUX KPUTEPHEB SIBISICTCS KOMOMHamus mnpusHakoB (tabm.4) [29].

JAnarHocTuyecKue KPUTEepuu: Taoauna 4

[TonoxurenpHas MOTOBas mpoda u/uin
JBe mytaumu MBTP, Be3biBaromrie MB (cornacho 6aze CFTR-2)

n

HeonaTanpHas runepTpuncMHOI€HEMUs

WIN

XapakTepHble KIMHUYECKHE INPOSBICHUSA, Takue Kak Ju(¢y3Hble OpPOHXOIKTa3bl, BHICEB M3 MOKPOTHI
3HauuMoi ans MB maroreHHoil Mukpo@uopbl (0COOEHHO CHHETHOMHOM NalOYKH), 3K30KPUHHAS
HNaHKpeaTHyecKasi HeJOCTaTOYHOCTb, CHHIPOM IIOTEPU COJIeH, OOCTPYKTHBHASL A300CHEPMUS

Hwxecnenyromue nepednu cumntomMoB MB cocraBiieHbl B NPHUMEPHOM COOTBETCTBUM KaXIOU U3
paccMaTpuBaeMbIX BO3pAcCTHBIX Tpymni OonbHBIX MB. Jlt000#1 W3 yKa3aHHBIX CHMIITOMOB MOXET
HaOMI0IaThCS Y AeTel MJIaJIIIero Uik CTapIIero Bo3pacTa.

2.2 Knunnyeckue nposijeHusi MB B pasHbIX Bo3pacTHBIX rpynmax [52]:
Tabauna 5.

CUMIOTOMBI U CUHAPOMBI
Bospacr P

PennauBupyrolme Ui XpoOHUYECKUEe PECIUPaTOPHbIE CUMIITOMBI (Kalllellb,

OJIBITITKA)

PeruuBupytomme 6poHXUTH/OpOHXUOTUTHI

[Tnoxas npubaBka Beca

[ToBTOpHBIE THEBMOHUH/SMITHEMA

3aTsKHas KENTyXa HOBOPOXKAECHHBIX

HeodopmieHHbli, 00MIBHBIN, MAaCISTHUCTBIN U 3I0BOHHBIH CTYII, cCTeaTopes
I'pynsoM BO3pact MeKOHUEBBIN NIICYC, XPOHUYECKAs THapest

Brinagenne npsaMon KHIIKA

OtcraBanue B pU3NUECKOM Pa3BUTUU

['MnonporenHeMUYECKHE OTEKU

CouneHblil BKyC KOXKHU

Cungpom IlceBno-baprrepa

[ToBbIlIeHHast KPOBOTOYMBOCTD, CBA3aHHAs C JeUIMTOM BUuTamMuHa K

JlaHHbBIE CeMENHOr0 aHaMHEe3a O CMEPTH JAETEH Ha MEPBOM 'Oy )KU3HU WU



J1oLIKOIBHBIN

IxonbpHBIN

[TonpocTku u B3pocbIe

Han4ue cMOCOB CO CXOAHBIMU KIMHUYECKUMH MPOSIBICHUSIMU

Crolikuii Kamenb ¢/06e3 THOWHON MOKPOTHI; PELMAUBUPYIOIIAsH/XpOHUYECKas
OJIbIIIIKA

PenmnuBupytomas HHPEKIMs OPTaHOB JIbIXaHHS WU aCTMa
Wnnonarudyeckue OpPOHX0IKTA3bI

OTtcTaBaHue B BeCe U pOCTE

Brinagenve npsiMoil KUILKY, MHBaruHalUs

XpoHuyeckas Auapesi, creatopest

CumnToM «bapabaHHBIX MMAIOYEK)

Kpucranisl conu Ha KOXe

['unoronuyeckas AeruapaTaius

['unosnexkrponuTemMuss 1 METaOOIMYECKUIN aTKaIo3

["emaromeranus Wiv JMATHOCTUYCCKU HESICHOE HapyIIeHne QyHKITUH ITCUYSHU
CHUHYCUTBI ¥ Ha3aJIbHBIH MOJTUIIO3

TennoBol yaap ¢ TMIIOHATPUEMHEH

PermnuBupytonias HHPEKIUS OPraHoB ABIXaHUS UK acTMa
Pseudomonas aeruginosa B MOKpOTe

XPOHUYECKUI CUHYCUT, Ha3aJIbHBIN MTOJIUITI03

W auonarnyeckre OpOHX0IKTa3bl

CumnToM «ObapabaHHBIX MATOYEK»

Crearopesi, XpoOHHUYECKas Juapest

CHHIpOM AHCTaIbHOW MHTECTUHAIBLHOW 00CTPYKIIMU
[Tankpearur

Brinagenve npsmMoil KAIIKU

Hapyenue TonepaHTHOCTH K yrieBoaaM / CaxapHblil tuadet
["'enaTomeranus 3a0oseBaHie NEUEHU HEICHON 3THOJIOTHH
@DokanbHbIN OMIIMapHBINA TUPPO3

XpoHHUYECKasi MHTECTUHAIbHAs OOCTPYKIIMS, MHBarHHALUS
TennoBol yaap ¢ TMIIOHATpUEMHEH

['HOlHOE 3a001€BaHNE JIETKUX HESICHOW STHOJIOTHH

bponxosKTa3bl

XPpOHUYECKU CUHYCUT

CumnToM «ObapabaHHBIX IMATIOYEK)

Anniepruyeckuit OpOHXONErOYHBIN acTepriiiie3

OcTpblii UM XPOHUYECKUI MTAHKPEATUT

CHUHIpOM AUCTaTbHONW UHTECTUHAIBHOU 00CTPYKIINH

Hapy1enre TonepaHTHOCTH K yriieBogam/CaxapHblil TuabeT B COUeTaHUH C
pecrupaTOPHBIMU CUMITTOMaMU

OtcraBaHue B pocTe. 3a/iepKKa MOJIOBOr0 Pa3BUTHUSA
A300CIiepMusl/IBYCTOPOHHSISI aTPE3Usi CEMSBBIHOCSIITUX MPOTOKOB Y JIUIT
My>KcKoro nosia. CHuxeHne GepTHIIbHOCTH Yy JIULL )KEHCKOTO IMOJIa.
doxanbHBIN OumuapHslid nuppo3. [lopTanpHas runepTeH3us. XoaeauTHas



AHaMHe3:
JAHHBIE CEMEHHOTO aHaMHe3a O CMEPTH JETe Ha TEPBOM TOJIY JKM3HH WM HaJU4he CHOCOB CO
CXOJIHBIMH KJIIMHUYECKUMHU MPOSIBJICHUSIMHU.

du3nkaibHoe 00c/Ie0BaHHE ¢ YCTAHOBJIEHHMEM CTENEeHU TSKECTH COCTOSIHUSI TAaIUEeHTa,
00s13aTeJIbHO BKJIIOYAIOIIIEE:
*  QHTPOIIOMETPHIO
* 0oO0mwui ocMOTp
*  ayCKYJIbTAILIMIO U TIEPKYCCHIO JIETKUX;
*  TaNbNaIMio JTUM(ATUUECKHUX y3JI0B;
*  HCCJICIOBAHUE OPTraHOB OPIOITHOM IMOJOCTH C ONPEICICHUEM Pa3MEPOB MICUCHH U CEIIC3CHKU;
*  TEPMOMETPHUIO;
* wusMmepenue AJl, u3MepeHHEe UYACTOThl CEPJECYHBIX COKpAILIEHUM, YaCTOTHI JIbIXATEJIbHBIX
JIBYKCHU;
JlaGopaTopHble UCC/IeI0BAHNS .

2B NPT wundopmaruBen mo 8 Hemenb xu3Hu (MPT <moporopoit ypoBeHb HOpMa <99,5
HEeHTIIS, HopMa J10 40 Hr/Mi)

Cekper moTOBBIX >kene3 npu MB xapakTepusyeTcss MOBBIINICHHOW KOHIICHTPALMEH HATpus U
XJIopa: COAep KaHUE COJM TPEBBIIIAET HOPMAJIBHBIN TOKa3aTelb MPUMEPHO B 5 pa3. DTO CBSA3aHO C
HapyIlIeHHeM peadCcopOIIMU HOHOB XJIOpA M HATPUS B BBIBOJISIIMX MPOTOKaX. Takas aHoMaiusi pyHKIIUU
MOTOBBIX JKEJIE3 BBIABISACTCS YK€ TPH POXKICHUUW W COXPAHSACTCS HA TPOTSIKCHUH BCEH KH3HU
narenTa. [1oBbIlIeHre KOHIIEHTPAI[MH HATPHUS U XJIOpa JIKUT B OCHOBE IMOTOBOM MPOOBI — OCHOBHOTO
nabopaTopHOro Tecta i auardoctukd MB [54,60].

1A Ormpenenenne XJIOPHUIOB B MOTOBOM KUIKOCTU 3-X KPaTHO: COJEpKaHUE XJIOPUIOB IMMOTa
BbIle 60 MMoJIb/J1 (kinaccuueckuit meron o I'mbcony-Kyky)
Omnpenenenne MPOBOAMMOCTH XJIOPHIOB B TIOTOBOHM JKUAKOCTH IOMOIIBIO CHCTEMOW JIJIst
cbopa u anammsza mora Macroduct, Nanoduct B komiiekce ¢ HMOTOBBIM aHAIU3ATOPOM
Sweat-Chek, Hopma — g0 60 MMmomb/i1, morpaHudHbie 3HaueHHS — 60-80 MMmomB/II,
MOJIOKUTETIbHBINA Pe3yabTaT — BhIlIe 80 MMOJB/II

Hu3kue 3HaueHus XJIOPHUI0B MOTA HE UCKJIIOYAI0T MYKOBUCIIMI03

1A MouiekyasipHo-reneTudeckuii anaims rema MBTP (CFTR) [ 6, 51, 29, 5, 12]:
IUATrHOCTUYCCKUM HO}ITBep)K}IeHI/ICM MB ABIIICTCA BBISABJIICHUC }IBYX IIaTOI'CHHBIX MYTaHI/II/I
B rede CFTR B TpaHCIOIOKEHNH, BBI3BIBAIOIIHE MYKOBHCITHI03

*  MoJiekyJIsIpHO-TeHETHYEeCKUIl aHAIHU3 00513aTEJIbHO TOKA3aH NPH:

- IOTPAHUYHBIX PE3yJIbTaTax MOTOBOM MPOOHI;

- HEBO3MOXXHOCTHU MPOBEACHMSI MOTOBON MPOOBI (HEIOCTATOUHBIN BEC, HE3PEIOCTh HOBOPOXKIAEHHOTO,
TSKECTh COCTOSHUS, IP.);

- MpU HEOHATAJIbHOM THUNEPTPUINCUHOIEHEMUU U OTPHUILATEILHOM pe3yJbTaTe IOTOBOM MPOOBI;

1A Bcem nanmentam ¢ MB 1omxHO OBITH pPEKOMEHIOBAHO MPOBEIEHUE TI'€HETUYECKOTO
HCCIIEIOBaHUS.

° MI/IKp()ﬁI/IOJIOFI/I‘leCKOC HCCJICT0BAHUEC MOKPOTLI.



MuxkpobHast ¢uiopa 0OBIYHO TMpencTaBieHa acconuanusaMu (S. aureus, Pseudomonas aeruginosa,
Burkholderia cepacia complex, Achromobacter spp, Stenotrophomonas maltophilia, Acinetobacter,
MUKPOMHUIIETHI U JIp.).

1A Jns  uccnegoBaHUsT KPOME  MOKPOTBI  MOKHO — yYMTHIBaTb  Ma30K M3 3€Ba,
HazogapHuHTeaTbHbIN acIMpaT, OPOHXO0ATBBEOJIPHBIN JaBax. [18, 33, 42,3, 22, 35].

1A OrnpezenieHue ypoBHST ~ MAHKPEATMUECKOM  3jacta3pl B Kajie sl ONPEICIICHHS
MaHKpEaTHUeCKONM HEIO0CTaTOYHOCTH;, XPOHHYECKas IMaHKpeaTHdecKas HeI0CTaTOYHOCTh
CpeIHEH CTENEeHH TSHKECTH - YPOBeHb 3iactasbl oT 100 mo 199 mr/r; Tskenoit creneHu -
<100 mr/r; xpaiine TspKenas — Huwke 15 mr/r [45, 6,51, 29, 5,12].

HccnenoBanune IMPOBOAUTCA YCPE3 3 MCCAlla Ha ICPBOM roay KXHU3HHU, JAJICC CKEIOAHO B JCTCKOM
BO3pacTe, B IICPUOAbLI 3aMCIJICHUA POCTA, IIOTCPU BECA U JUAPCH.

1A UccnepoBanue konmporpaMMbl ¢ ONIPEIETICHUEM YPOBHS HEHTpaIbHOTO *kupa [6, 53, 29,
5,6]: cTeneHW BBIPAXCHHOCTU cTeaToped | Thma: BBIpaKCHHAsh — BU3YAIbHO YKHPHBIN
CTYJ; yMEpeHHas — BU3YAIbHO >Hpa HET, B KOIPOrpaMMe HEUTPAIbHBIA XHAP B
MOBBIIIICHHOM KOJIMYECTBE; CKPBITas — BHU3YyaJbHO >KHpa HET, HEUTPAJIbHBIA KHUP B
KOITPOrpaMMe TIOBBIIIICH HE3HAYUTEIIBHO.

e  0O0mUH aHamu3 KPOBHU: [cHIDKEHME Hb, JEUKOLUTO3/IeHKONIeH S,
TpoMOounTO3/TpoMboLIUTONIEH S, yBenuueHrne COD|

e OMOXMMHMYECKMII aHamM3 KpOBM C ompeneneHueM: OwinpyOuHa (oOmero M MpsiMoro),
ananuHamMuHoTpaHchepassl (AJlaT) u acnapraramunorpancgepassl (ACaT) [dacTo MOBBIIEHHE ITUX
MOKa3aTeJIei |, TIIFOKO3bI [4acTo MOBBIIIEHUE |, 001IIero Oenka 1 albOyMUuHa [4acTO CHUKEHUE|;

e ompeneneHue C-peakTUBHOro Oenka [yBETMYEH BCIEACTBHE HAIWYMS BOCHAJIUTEIBHOTO
npoiieccal;

e  HMMMyHOrpamma + umMmyHorsnoOynuHsl A, M, G, E [uacTo noBslieHs|;

e ompenenenue ypoBHs xeneza (Fe), dbeppuruna, B12, ¢onatoB, Burammna I (25(OH)D3),
LepyJIoNIa3MHHA B CBIBOPOTKE KPOBH [4aCTO CHUXKEHBI |

e  OMNpeeNieHUuEe COJCpXKAHUS DIIEKTPOJUTOB (HATpUW, Kajuil, KaJblUUNd HOHHU3UPOBAHHBIE) B
CBIBOPOTKE KPOBH [4aCTO CHHIKEHBI |;

e  KoOaryjorpamMma C OIpPEACICHUEM ayTOKOATYJSIIMOHHOTO TECTa, aKTHBHPOBAHHOTO BPEMEHHU
pekanpiudukanuu (ABP), akTHBUPOBAaHHOTO YaCTUYHOTO TpoMOoraacTuHoBOro Bpemenu (AUTB),
tpombuHOBOTO Bpemeru (TB) (mpusnaku JIBC-curapoma 1 THOWHO-BOCTIAIMTEILHBIX U3MEHEHUN );

e  00mwmit aHanKU3 MOUM (MIPOTEHHYPUS, JIEHKOLUTYPHSI, ypaThl);

e  JMAarHOCTHKAa OCTEONEHHH/OCTEONopo3a: KadblUil O0OLIui, HWOHU3UPOBAHHBIM, 3JIEKTPOJUTHI,
25(OH) D3, menouynas ¢ocdaraza, Gochop opraHuYecKHil, OCTEOKAIbLMH, KaJbIIUTOHHH,
mapaTropmMoH, beta-cross laps B kpoBW; Mapkepsl KoctHoro obmena: PINP (mapkep
kocteooOpazoBanus) U CTX (Mapkep pe3opOIuH KOCTH);

e 5abopaTOpHBIC WCCIEMOBAHMS Ha aJUIEPTUYECKUH OpOHXOJETOYHBIA acHepruiuie3: YpOBEHb
obmero ummyHornodyiuHa E (IgE), cnenmuduueckue IgE u IgG k Aspergillus fumigatus, Bo3M0OXxHO
MIPOBEICHHUE KOXKHOTO TECTUPOBaHUsA ¢ anTureHoMm Aspergillus fumigates.

NHcTpyMeHTA/IbHBIE HCCIIEI0BAHUS: Tab6auua 6.

Buanl ncciienoBanuit ean uccaenoBanus

PenTrenorpadusi opraHoB rpyiHOM KJIETKH BrisiBnenne nedopMaii = U yCHJICHHE
JIETOYHOTO PUCYHKA, mHEeBMOGUOPO3,




NepuOPOHXHATLHYI0 HHPMIBTPALUIO, aTeIeKTas,
JIaHHBI METOJI HeA0CTATOYHO HHGPOpPMATHUBEH
NMPHU MYKOBHCIIHI03€.

PenTrenorpadgusi nasyx Hoca

Brisasienune ITaHCHUHYCHTA.

ITyascokcumerpust

OrnpeneneHne HACHIIEHUS KPOBH KHCIOPOJIOM
(oTMeuaetcst CHUIKEHUE nepudepuIecKoi
caTtypauuu.

Cnupomerpus (nersM crapie 5 jer)

Hapymenne ¢yHKIMM BHENIHETO  JIbIXaHUS
pectpukTuBHOrO Xapaktepa. CHmxenue DOXEJI
10-15 % OT HOIKHBIX BEJTMYHH C yUYETOM POCTa U
noJa. ITo Mepe MIPOrPECCUPOBAHUS
XPOHUYECKOTO  OpOHXOJErOYHOro  Ipoiiecca
OTMEYaeTcsl CHUXKEeHHe o0bemMa (POpCUPOBAHHOTO
Bbtoxa 3a | cexkyHany (O®B 1), xpusoii
Ku3HeHHOM eMKkocTH Jierkux JKEJL.

Iukdaoymerpus nukoBass ckopocth Bbloxa (IICB) - mpu MB
Huke 80% OT JOJKHBIX BEJIMYUMH C YYETOM
pocTta u noJja (¢ 5 jier)

PeHTrenosiornueckoe uccje0Banme | BoisiBneHne TUCKUHE3MH TOHKOW KHILKHU, pelbed

JKeJIyJ0YHO-KHUIIEYHOTI' 0 TPAKTA | CIIU3UCTON O0OJOUYKU TpyOBIH, «CHUKYJIBD) WIN

(Mppurockonus) IICEB/IOIUBEPTUKYIIBI,  OONBLIOE  KOJUYECTBO

CIM3U B MPOCBETE KHUIICYHUKA HCCIEIOBAHUE
ouonTara CIM3MCTOM OOOJIOYKH TOHKOW H
TOJICTOI>'I KHUIIOK — 3HAYUTCIIBbHOC YBCJII/I‘IGHI/IC
KOJINYECTBA OOKAJOBHUIHBIX KJIETOK B CIM3HCTOMI
000JI04KeE.

Y3U opranos OpromIHOM M0JIOCTH

BrisiBnenue TP Py3HbIX WU3MEHEHUN
MOKEITy I0UHOM JKeles3nl, KuCTO(PuoOpo3,
U3MEHEHHs Pa3MEepOB.

KT opraHoB rpyaHoii KJIeTKH

BrlsiBiIeHHE pacipoCTpaHEHHBIX OPOHXOJKTA30B.

OCHOBHOE 0CJI0KHEHHE MB, INPUYIUHA UTHBAJITUIN3AIUUA U CMEPTHOCTH - AbIXaTe/JIbHasA

HexocraTounocts (JIH).

®IIIC

OmnpeneneHne COCTOSIHMSI CIU3UCTOM OTZEIOB
KEITYJOYHO-KHUILIEYHOT O TpaKTa,
UCKJTIOUEHUSI/TIOATBEPIKICHUS IIPU3HAKOB
MOPTAJIILHON THIEPTEH3UU.

Taoauna 7 - Knaccupukauus AbIXaTeJJbHOH HEJOCTATOYHOCTH 1O CTENEHHU TIAKECTH.

CrenennPaO2, MM pT. cT.Sa02, % PaCO2

Hopma >80 > 05 36-44
| 70—79 90—94 <50
] 50—69 75—89 50-70

I <50 <75 > 70




3. IMOPEPEHIIUMAJIBHASA TUAT'HOCTHKA

3.1. I'pynnsl pucka ais auddepenumnaibHoii guarnocruku MB [63].

Taoauua 8.

|. BpoHXxoJierouHbie HApyLIEHUS .

C 3aTsDKHBIM T€YCHHEM, OCOOCHHO JIBYCTOPOHHHE
TPaJAUIIIOHHON TEparTuu

oco0eHHO ¢ BbiceBOM PS. aeruginosa

[ToBTOpHBIE U PEUAUBUPYIOIINE THEBMOHUH

bponxuanbHast actma, pedpakrepHas K

PeunauBupytoiye OpOHXUTHI, OPOHXHOIUTHI,

Il. U3menenns co croponbl ZKKT .

BCaCbhIBaHHA HCACHOI'O I'CHE3a

HOBOPOKACHHBIX C 3aTSAKHBIM TCUCHUCM

Cunapom HapyLIEHHOIO KHUIIIEYHOT'O
MeKOHUANIBHBIN WIIEYC U €r0 YIKBUBAJICHTBI
['urepsxOoreHHOCTh KUIIEYHHUKA IUT0AA

Kenrtyxa OOCTPYKTHBHOI'O TUIIA y

Huppo3 neyenun

CaxapHnblii 1uadet
I"acTponzodareanbHbIi pedIrokc
Brinajienyue npsiMoi KMIITKH

I11. IlaTosi0rMsi CO CTOPOHBI IPYTUX OPTraHOB | ®

Hapymenue pocra u pa3Butus
3azepKa MoJIOBOrO pa3BUTHUSA
My:xckoe Oecriioaue
XPpOHUYECKUN CUHYCUT
[Tonumsl HOCa
ONEKTPOIUTHBIE HAPYILIECHUS

IV.Unenbl ceMeii, nMeromux 00abHbIX MB

JduddepennmnanbHas THArHOCTUKA MYKOBHCIUI03a [52].

Taoauma 9

[lepeuens 3aboneBaHuil U COCTOSIHUMN, TpeOyromuUX quddepeHIanbHoi tuarnoctuku ¢ MB, otinyaercs

B 3aBUCUMOCTHU OT B03paCTHOﬁ KaTCropuu IMnalnucHTa.

Bpo:xaeHHbIe
[Ipu3Haku MyKOBHUCLIMI03 AcTMA [ {ennakus PO
MOPOKH JIETKHX
Uamie B mepuon
Bckope mociie Jamie rmocie 6 Mec., [HOBOPOKIEHHOCTH
Hauano 3a001eBanust p [lo3xe m ’ PO
POXKICHUS o 2-3 jet 1 B TIEPBHIC
MeECSIIBI JKU3HHU
Macca Teja npu Cpennsst/ Huxe
P Yacto HU3Kas Hopmanbraas HopmanbHas eI
OKIEHNH cpenHeit
Uacto momobHoe |[HacimencTBeHHas rorna
Cemeiinas 3a0osieBaHuE y OTSITOILIEHHOCTD
HaOM01aeTCs Yy Het
MPeIPaCHoI0KEHHOCTh |[TBOIOPOIHBIX [0 aJlJIEpPTUu, onHTeNel
OpaTheB U cecTep  [aTOMUHU. P
OTAroIEHHBII
N IHTepKyppEeHTHBIE
AKYIIEPCKUN
3a00JIeBaH U
. aHaMHE3: be3 o
AKYyLIEPCKUIT aHAMHE3 . |be3 ocobeHHOCTE [MaTepu B MEPBOM
MEpPTBOPOXKACHHUE, [0COOCHHOCTEH
TpUMECTpe
BLIKHIBIIIIH,
OEpEeMEHHOCTH
Hau4ure 00JILHOIO




c MB B cemne

Bres3amHo,
CBSI3aHO C
Tsxernbie PKCIIO3ULIUEN
MoxeT OBITh
MOPAKEHUS aJuieprexa.
. BSUIOTEKyLIast
Opouxosierounoit  [brictpoe XapakTepHo,
3a00s1eBaHNsI OPTraHOB [MTHEBMOHUSI,
CUCTEMBI, TPYIHO |o0JieTYeHne MO/1/1aeTCs
NbIXaHUS [0 JAOIASCS
O JAOLINECS CHMIITOMOB IIEYEHNTO
KOMILIEKCHOMY
IICYEHUIO C CaMOCTOSITEJIBHO
NN
MOMEHTA POKICHUSAMIIN 1O
BO3JICHCTBUEM
Teparnuu
X opomuii
ANIIeTuT p ’ He nsmenen CHIDKEH He nzmenen
MOBBIIICH
Ilopa:xeHue neyeHn Hacto He xapakrepno [He xapaktepHo He xapakTepHO

C ICPBBIX MECALICB

benkoBo- DPKU3HU, OOBIYHO CO BTOPOTO
PHepPreTuYecKas [IOCTETICHHO He xapakrtepHo [mosyroausi, 6eictpo [Peaxo
HET0CTATOYHOCTH HapacTtas jgo II- 11 [porpeccupyer
CTENeHU
CoJieHblii NPUBKYC KOKHU|[XapaKTEPHO He xapakrepno |He xapaktepHO He xapakTepHo
CumnrToMm «0apadannbix [Jaiie B paHHEM PazBuBaeTcs
He xapakrepno [He xapaktepHo
MaJI0YeK» BO3pacTe 1103KE
Pa3paxuTenbHOCTD,
HeBpoJsioruyeckuii . .. [MBbITIIEUHAS .
be3 oTkiioneHnit  (be3 OTKIOHEHUH be3 oTKIIOHeHU I
CTaTyC TUITOTOHMS,
Cy0poru
[[oBBILLIEHUE
YPOBHSI XJIOPUJIOB B Hapymenue
oTe, BCACBIBAHUS
JIabopaTopHo- IloBbIIIEHNE
. creaTopes ¢ yIJIEBOOB, KUPOB, |He xapakTtepHO
MMATHOCTUYECKHH TeCcT Ig E
npeoOaagaHueM OEIIKOB, TIOBBIIIICHUE
HEHUTPaJIBHOTO IgA B KpoBU
bKHpa
. Tsoxenast
bekoBbIi 00MeH [ 'mnonporennemus |B Hopme B HOpM™ME
FUTIONTPOTEUHEMHUST
IgA, 19 G, IgM [{oBbITIIEHBI B HopMme [ToBbiienue IgA B Hopme
DKvnkuii, ceetiio- .
A, OONIBHBIN,
DKEITTHIN, .
. bes pa3’KUKEHHBIN, .
HccaeqoBanue Kajaa CITMHUCTBIN, . 2 be3 ocobennocTei
o 0OCOOCHHOCTEH  |CBETJIO-XKENTHIN,
DPKUPHBIH, N
. THUJIOCTHBIN
«(37TOBOHHBIN»
. N B 6omb1miom B HEOOIBITIOM
HeiiTpaiabHblii KUP OTCyTCTBYET He xapakrepen
KOJINYECTBE KOJINYECTBE
Pe3ko CHIDKEH 10
Tpuncun [TOJTHOTO B HopM™me 'YMepeHHO cHUKeH [HopMamnbHBII
OTCYTCTBHSI
Mytanuu rena CFTR a Her Her Het
XJ10puAbI B IOTOBOM
pu [ ToBBIIICHBI B Hopme B Hopme B Hopme
PKHIKOCTH
PeHTrenosiornyeckoe Jledopmarus [ Ipr3Haku be3 ocobennocteit  |[loBHKHOCTD U




HMCCJICI0BAaHUC

OpOHXOJIETOYHOTO

AM(U3EMBI B

nposiabupoBaHue

rPYAHOH KJIETKH U PUCYHKA, O3 THUX 3a/IHEN CTEHKHU
PKeJIyJOYHO-KUIIIEYHOI' 0 [aTeJIeKTa3bl, CTaUsAX Tpaxeu, MPU3HAKU
TpaKTa nmHeBMO(puOpO3, CUTIOTUTa3UH
OpPOHX03KTa3bl B
[paHHUE CPOKH
0ose3HU
JMcKuHEe3Us
TOHKOMW KHILIKH, Paciinpenue nerenb
penbed cau3ncToit KHUIIICYHHUKA,
000JI04KH TPYOBIii, Ges FUTIOTOHUS,
(CIIUKYJIBDY ., |IMCKHHE3Us be3 ocobennocTei
0COOEHHOCTEM
[1CEBIOANBEPTUKYI, KHUIIIEYHHKA,
misiiE FOPU30HTAJIbHBIE
KOJIMYECTBO CIU3H YPOBHH >KMJIKOCTH
B KUIIICUHHUKE
[ I[py MasbIx
. . mopokax 0e3
CmerranHblid TN (OOCTPYKTUBHBIN .
. |ocoOeHHOCTEH,
Cnuporpadus HapyLICHUS TUI HapyleHus [be3 ocodennocrei
pu OOJIBIINX -
BEHTUISALIUU BEHTWISALIUU .
[PECTPUKTUBHBIN
TUTT HAPYIICHUS
Yare
CradunokokkoBas,
IMHEBMOKOKK, M.0.
baktepuosiornueckoe  [remoduiIbHas,
. be3 . [MHKpOOHBIE
HCCJIeIOBAHNE CHHETHOMHAas . [be3 ocobennocreit
0COOCHHOCTEH ACCOLMALINY,
MOKPOTBI MH(pEKINU ¢
COCIUTAJIbHBIC
[pPaHHEr0 BO3pacTa
I TAMMBI
TsKenblil, 4acTo
Moru0arT B
IETCKOM BO3pacTe
OT JABIXaTEIbHOMN
IIpornos HE0CTATOYHOCTHH, [biraronpusaTHeIN [biaronpusaTHbIin biiaronpusTHeIN
MOPaKEHUS
MEeYECHHU,
MH(EKITMOHHBIX
OCJIOKHEHUM.

IMoka3zanus 1JIs KOHCYJIbTAIIMH CIIEI[HATUCTOB:

* KOHCYJbTAIHsI TUETONOTa (KOPPEKIIUS MUTAHNUSA);

e  KOHCYJIBTAIUS ITyJIbBMOHOJIOTA — JIUISL JMArHOCTHKH M KOPPEKIIMH OPOHXOJIETOYHBIX U3MECHEHUH;

e KOHCYJbTAaIlWs T€HETUKA — TSl MEIUKO-T€HETUYECKOTO KOHCYJIBTUPOBAHUS U TIPOBEICHUS
MOJIEKYJISIpHO-TeHeTHYeckoro aHaym3a reHa CFTR;

e KOHCYJbTallUs PeaOUINTONIOra — JIJIs TO00pa U 00beMa JIETOYHON U O0IIel peaduInTaluu;

e  KOHCYJIBTAIIUS TICUXOJIOTA — JIJIST OKa3aHUs TICUXOJIOTHYECKOM MTOMOIIY KaK caMOMYy TAITUeHTY, TaK
U 4JIeHAM CeMbU/OTEKyHaM;

e  KOHCYJIBTAIIWS YHJIOKPUHOJIOTA — ITPH HAPYIICHUH YTIIEBOJHOTO OOMEHa,
OCTEOTICHUH/OCTEONOPO3E;

e  KOHCYJIBTAIIMS OTOPHHOJIAPUHTOJIOTA (BBISBICHHS O9aroB XpPOHWICCKOW WH(EKIINH U UX

caHarus);

e KOHCYJBTAIUSI CTOMATOJIOTA (BBISIBIICHUS] 04arOoB XpOHUYECKON MH(EKIIMU U X CaHAIHS);
e  KOHCYJIBTAIIHMS TOPAKAJILHOTO XUPypra (ITHEBMOTOPAKC).




KOHCYJIbTAIUsl TACTPOIHTEPOIIOra, rernaroyiora — JJjisi KOPPEKIUHU KeIyJOUHO-KAIIEYHBIX
HapyLIICHUH U HApyIIeHUH (DYHKIMH TICUCHH,
KOHCYJIBTAI[IM OCTAJIBHBIX CHEIUAIMCTOB 110 MEPe HEOOXOJUMOCTH.

IHoxa3anus A5 rOCHIUTAIU3ANMH € YKA3aHUEM THIIA FOCIIUTAIM3ALMU
Iloxkazanus s NJIAHOBOM roOCMUTAJIU3AIUN:

000CTpeHNEe MYKOBHCIINI034;
qacTo HOBTOpSIIOH_II/IeCH CI/IHI[I)OM HapymeHHoro KHUIICYHOT'O BCAaCBIBAHHUA HESICHOT'O I'CHE3a B
TeueHne MecsLa u 0oJiee.

HEOOXO0IMMOCTh MTPOBEICHUS T000CICIOBAaHUS B Clydae HEBO3MOKHOCTH B aMOYJIaTOPHBIX
YCIIOBUSX;

o100p ¥ KOPPEKIUS TepaIuy;

HE00XO0IUMOCTD MTPOBEICHUS TNIAHOBOM MJIM, IIPH PA3BUTHUH HETSHKEIOr0 00OCTPEHUS,

BHYTPUBEHHOH aHTHOAKTEpUaIbHOU Tepanuy Ipu OTCYTCTBUN BO3MOXKHOCTH IPOBE/ICHUS €€ B

YCII0OBUAX AHEBHOI'O CTAllMOHAPA WJIK CTAlUOHAPA HA IOMY;

H606XOHI/IMOCTI) IJIAHOBOI'O OIICPATHBHOI'O BMCIIATCIILCTBA,

YCTaHOBKAa BCHO3HBIX ITOPTOB, 'aCTPOCTOMBI;

H606XOHI/IMOCTI) OIICPaTUBHOI'O JICUCHUA OCJIOKHCHUM MYKOBUCIIMI03a (HOJII/IHOTOMI/IFI,
paauKaJibHasi FaﬁMOpOTOMHH, CIINICHOKTOMUS, CKIICPO3HUPOBAHUEC BCH ITUIICBOJAA U T.,I[.)

IMoxka3zanusi ISl IKCTPEHHOM TOCTIUTAIN3ANNN:

BIIEpBbIE BBIABICHHBIN MB;

TsKeNas JpIXaTelIbHas HEAOCTaTOYHOCTD;

y4alleH1e )KUPHOIo CTyJia, oTeps B Bece bonee 5%

JIETOYHOE KPOBOTEYEHUE, KPOBOXAPKAHBE HEKYITUPYIOLLEECH;

ITHEBMOTOPAKC;

KpOBOTEUYEHME U3 BapUKO3HO-pacpeHHbIX BeH (BPB) numesona, BPB BepxHux otaenos
KeIly/IKa;

IIPU3HAKU KUIIEYHOU HEIIPOXOAUMOCTH;

CUH/IPOM TIOTepH coJiel (rceBao-baprrepa cuHAPOM: TUITOKATMEMHUs, TUTIOHATPUEMUS,
TUIIOXJIOPEMHUS, alIKaj03) TSHKENOM cTeneHt, TpeOyoImuil KpyTriaocyTOUHOTO MOHUTOPUHT A
AJIEKTPOJIMTOB, BHYTPUBEHHOI'O BBEJCHUS JIEKTPOJIUTOB;

OCTpBIil MaHKpeaTuT U 000CTPEHNE XPOHUYECKOTO.

3.2. IlepeyeHb OCHOBHBIX U AOMOJIHUTEIbHBIX JUATHOCTHYECKUX MEPONPHUSTHIA:

OcHoBHBbIE (00s13aTe/IbHBIE) AMATHOCTHYECKHE 00C/Ie10BAHNS, IPOBOAUMbIE HA aM0YyJIaTOPHOM

ypoBHe:
* aHTPOTIOMETPHS;
* cOop kanob u aHamMHe3a;

* pusHKaILHOE 00CIIEIOBAaHNE C OTICHKON 00IIEro COMaTHYECKOTO CTaTyca;
* OAK;

2B

bakTepuonoruyeckoe uccie10BaHuE MOKPOTHI;
CBoOoaHO oTACIsIEMasi MOKPOTA SBJISIETCS] ONITUMAIBHBIM OMOMATEPUATIOM IS
MUKPOOHOJIOTHYECKOTO HCCIEA0BaHUS PECTUPATOPHBIX HHpeKIui mpu MB.

* KcclleZloBaHuUe Kajia (KOmporpaMMa) OOIEeKIMHUYECKOE;

* yJIeKTpoKapauorpaduueckoe uccienoBanme (B 12 oTBeieHHsIX);

* 0030pHas peHTreHorpadus opraHoB rpyaHoi kiuetTku (1 mpoekius);
e peHTTeHorpadus mazyx HOCa;

* criuporpadusi Mpu 3aMUCH Ha aBTOMAaTU3UPOBAaHHBIX armapaTax.



JlonoJIHUTeIbHbIE TMATHOCTHYECKHe 00C/Ie[0BAHUS, IPOBOIMMbIe Ha aM0YyJIATOPHOM YPOBHe

* Oxokapauorpadus (OKI);
* Y3U OprourHoii mojgocTH.

3.3 MuHNMAaJIbHBIH NepevyeHb 00c/1e10BaHNsl, KOTOPbIii HEOOX0AMMO MPOBECTH NPH
HANPABJIEHUH HA IJIAHOBYIO IOCNUTAJIN3AIUIO:

* OAK;

* HccreloBaHue Kana (KomporpaMmma) oOmeKITnHUIEeCKOe.
3.4 OcHoBHbIE (00s13aTe/IbHbIE) THATHOCTHYECKHE 00C/IeI0BAHMNSI, IPOBOAUMbIE HA

CTAllHOHAPHOM YPOBHe:
* OAK;

® 6aKT€pI/IOHOI‘I/I‘IeCKO€ HCCIICOA0OBAHNUEC MOKPOTBI;

* KcClIeZIOBaHUE Kajia (KOIporpaMMa) OOIIeKIMHUYECKOE,

* 3JIeKTpoKapArorpaduueckoe uccienoBanue (B 12 oTBeIeHUSX);

* peatrenorpadusi 0030pHasi OpraHoB rpyJHON KieTKH (1 mpoekuus);

* criuporpadus MpH 3aMUCH HAa aBTOMATU3UPOBAHHBIX arapaTax;

* onipezienicHre anaHnHaMuHoTpancdepassl (AJlaT) B CBIBOPOTKE KPOBH;

* onpenenenue acnapraramuHorpancdepassl (ACaT) B ChIBOPOTKE KpOBU;

¢ OIIPCACIICHHUC I'IFTOKO3bI B CLIBOPOTKE KPOBH;

* OIIpeziesIeHre 00IIero Oeyika B ChIBOPOTKE KPOBU HA aHAIM3ATOPE;

* OTpeieTIiCHHE allbOYMUHA B CBIBOPOTKE KPOBH Ha aHAJIM3aTOPE;

* Y3U OprouiHoii ojIoCTH, MAJIOro Ta3a (HaJu4ue KHUIKOCTH);

* OTpeieTIiCHUEe MyTalluii TeHa MykoBuciuo3a B JIHK MoiekyIsipHO-TeHETHUECKUM METOIOM.

3.5 JlonoiHuTE IbHBIE JHATHOCTHYECKHE 00C/IeI0BAHNS, TPOBOJIMMbIE HA

CTAllHOHAPHOM YPOBHe:

Taoauua 10.

Buasi o0ciiexoBanmii

Heanb

AyTOKOAryJsiiuOHHBIN TECT

auarHoctuka JIBC-cunapoma

OmnpeneneHne akTHBHPOBAHHOTO BPEMECHH
pekanbimbukanuu (ABP) B mna3me kpoBu

JUarHoCTHuKa THOMHO-BOCHAIUTEIBHBIX
OCJIOXKHCHHAX B JICTKHUX

OmnpeneneHne akTUBHPOBAHHOTO YACTUYHOTO
TpoMOornacTuHOBOro Bpemenu (AUTB) B
1a3Me KpoBU

nuarHoctuka JIBC cunapoma

Omnpenenenue TpomOorHOBOTO Bpemenu (TB) B
1a3Me KpOBHU

nuarHoctuka JIBC cunapom

Omnpenenenne xene3a (Fe) B cbiBOpoTke KpoBH
Ha aHAJIU3aTope

IIPU HU3KOM remorsooune Huxe 90r/n

Pentrenorpadus nazyx Hoca

JAUAarHOCTUKAa XPOHUYCCKOIro pUHOCUHYCHUTA,
ITOJIMIIa

Omnpenenenue ypoBHS 3J1acTa3bl B KaJie

JUarHoCTHKa HaHeraTquCKOﬁ
HCAOCTAaTOYHOCTH

OnHOPOTOHHAS IMUCCHOHHAS KOMITBIOTEPHAS
ToMorpadust Jerkux; (4 mpoeKIum)

IIPU PE3UCTEHTHOCTH K IPOBOJUMOM TEPATTHH

Wppurockonus/uppurorpadus (I1BoitHOE
KOHTPacTHPOBAHHE)

IIPU OCII0KHEHUH cO cTOpoHbI KKT

OnpeneseHue XJIOPUIOB B MOTOBOI KHIKOCTH 3-X KPATHO — 30JI0TO CTaHIAPT
AMATrHO32




3.6 /lmarHocTuyeckne MeponpusTHs, MIPOBOANMBIE HA ITale CKOPOl HEOT/I0KHOI MOMOIIHU:
* DiiekTpokapauorpadudeckoe uccieaopanue (B 12 oTBeIEHUSX )- IPH OCTPOI
JIETOYHO-CEPACYHON HEJOCTATOYHOCTH.

3.7.®opMyJIMPOBKA JUATHO3A Y 00JBHOI0 MYKOBHCLIM/1030M

I[Ipu ¢dopmynupoBke JuarHo3a y OOJBHOTO MYKOBUCIIMJIO30M  PEKOMEHIYETCS  CIeayromas
MOCIIEI0BATEIbHOCTE: XapaKTEepUCTUKA KIMHUYECKOW (HOpMbI, Te€HOTUIIMpOBaHUE, (a3za mpoliecca,
0aKTEepPHOBBIJICIIEHUE, OCIIOKHEHHUS, COMYTCTBYIOLINE 3a00JICBaHMUS.

1. MykoBucumao3, cmemanHas ¢opma - E84.8, remorun F508del/F508del (mykoBucimmos ¢
MaHKPEaTHYECKON HeI0CTaTOYHOCThI0), E84.8. XpoHWueckuii 0OCTPYKTUBHBIN OpPOHXHT, 00OCTpPEHHE.
bponxoskrassl (cieBa - S9, 10; crpaBa - S4, 5). IH 0 cr. XpoHuveckas cTapuIOKOKKOBass WHOEKITUs
JpIXaTenbHbIX myTei. [lepBuunbiii BeiceB Pseudomonas aeruginosa- utons 2016.

XpoHuyeckasi naHKpeaTuyeckas HepoctaTouHocTh. CuHapoM nceBao-baprrepa B anamuese (2010, 2011).
OcnoxHeHHsI: HapyIIEHHE TOJEPAHTHOCTU K YTJIEBOAAM, OEIKOBO-dHEPreTHUYECKass HEJAOCTaTOYHOCTh |
CT.

2. MyxkoBucuuao3, neroynas ¢opma - E84.0. XpoHuyeckuii OOCTPYKTHBHBIM OpOHXHUT, 00OCTpEHHE.
ITpaBocToponHss HwkHenoneBas maeMonus (S7-10). JIH 1-2 cr. PacnpocTpaHeHHbIe UTHHAPHYESCKUAEC
OpPOHXO0IKTa3bl 000MX JIETKUX. XPOHUYECKUH TTOIUIIO3HBIN TAHCHHYCHT.

XpoHuueckasi cTapuIoOKOKKoBast MHPeKIus. XpoHUUecKasi CHHETHOWHAss MH(EKIUs (MIepBUYHBINA BHICEB
Pseudomonas aeruginosa- centsiops 2013). Achromobacter spp. - asrycr 2016.

OcnoxHeHue: 0eNKoBO-IHEpreThIecKas HeA0CTaTOYHOCTD 2 CT.

Ecnu ognHa wim 1Be MyTanui He 0OHAPYKEHBI, TO 3TO CIIEAYET yKa3aTh B TUArHO3E.

IMpumep: F508del/ ne obHapyskeHa.

He o6napyxena / He oOHapysxeHa [47].

4, JEYEHUE BOJIbHBIX JETEA C MYKOBUCIIUI030M

ean nedeHus:

1. OOecrieyenne MaKCHMAaJILHO BBICOKOE KaUeCTBO JKHU3HHU Ial[MEHTa;

2. [Ipounaktka u I€YeHHE CHUCTEMHBIX OCIOKHEHUM;

4. O6ecrieueHne aJICKBAaTHOTO PAIMOHA M PEKUMA TUTAHMSI, KOPPEKITUS HYTPUTUBHOTO CTaTyca

TaxkTHKka JIeUeHUs:
4.1. HemegukaMeHTO3HOE JIeUEeHHE:

Taoauua 11.

Jluera BhICOKOKaJIopuiiHasi, 6€3 orpaHuYeHUs KUPOB, Ooraras BUTAMUHAMHU.

Ha ocHoBe 11e1bHBIX 0€JIKOB MOJIOKa WK | J[eTCKue MOJIOYHBIE CMECH C MOBBIIIEHHON KBOTOM Oenka
YaCTUYHOTO TUAPOIIN3a Oenka™** U KaJIOPUITHOCTBIO,
¢ BxarouenueM CII

Ha ocHoBe rmy06okux 3ameHa IrpyAHOTO MOJIOKa

TUAPOIN3aTOB OeJIKa, U IONIOJTHUTENbHOE MHUTaHUE Yy JIeTe ¢ pokaeHus 1o 1
¢ BxiroueHueM CLIT roJia ¢ BEIPAXKEHHOW HYTPUTUBHOM HEIOCTATOUHOCTHIO U
B COCTaB KHPOBOTO CHHIPOMOM ManbabcopOruu, amieprueii k Oemkam
KOMIIOHEHTa* KOpPOBBETO MOJIOKA

*, ** [Ipy MCIIOJIB30BAHKH JIAHHBIX [IPOJYKTOB TPeOyeTCsl OMOIHUTEIBHBIH TIPUEM TAaHKPEATHIECKUX (hEPMEHTOB.
* B Mmenbleit nose. ** B Oonblielt 103€, T.K. B COCTaB BXOJAT OOBIYHBIC KUPHI.
**% CMecH coJiepykaT YaCTHYHO THIPOJIM30BAHHbIN OEJIOK.

HaunmenoBanue




CmMmecu AJI TIApCHTCPAJILHOI'O TMTAHUSA

e PacTBOpBI aMHUHOKHUCIIOT

e Cwmecu U1 CIENUATU3UPOBAHHOTO OEIKOBOTO
NIUTaHWUs

e JKupossle sMmynbcuM

4.2. Jluera mpu MYKOBHCIIH/I103€

HyTtputuBHas HEIOCTaTOYHOCTH SBISETCS, C OAHON CTOPOHBI, YaCTHIM CHMIITOMOM, C JIPYTOil - OCIOX-
HeHueM MykoBuciuno3a (MB). HenocpeacTBenHas ¢BA3b HyTPUTUBHOTO CTaTyca ¢ (pyHKIMEH JETKUX U
BbDKHMBAEMOCTBIO0 Ipy MB Obli1a ycTaHOBIIEHA C MOMOILBIO MHOTOYHMCIIEHHBIX HccaenaoBanuil [47]. I1oa-
TOMY AueToTepanus npu MB cocTaBisieT BaXkKHYIO 4aCTh KOMILIEKCHOTO JICYEHUSL.

2B JAunera 6oabHbIx MB 10/15kHA OBITH MAaKCHMMAJIbHO NPUOJINKEHHOH K HOPMAJIBLHOM,
ooraToi
0eJIKaMM U KAJIOPUsIMH, 0€3 OrpaHUuYeHUll B KOJIMYECTBE ;KUPOB

Lens aueTroTepanuu - TOMICPKKA ONTUMAIBHOTO pPOCTa, (U3HYECKOTO U TIOJOBOTO Pa3BHUTHS,
MBIIICYHOH MAacChl, TOBBIIICHUE MBIIICYHONW CHIIbI, TOBBIINICHUE KA4eCTBA JKU3HU W YIYyYIlICHHE
BBEDKMBAGMOCTH. DTO TIOJpa3yMeBaeT MOJJEpKaHWE HOPMAIBHBIX ITOKa3aTelel HWHIEKCa MacChl Teia
(UMT = macca tena (kr) / poct (M)?) - ot 18,5 10 24,99 (11eneBble moKa3aTenu - 22 JUIs KEeHIIUH U 23 115
MY>KYUH - ¥ B3POCIIBIX) - U HOPMAJTBHBIX, COOTBETCTBYIOIIMX BO3PACTY, TEMIIOB (PU3NICCKOTO, TIOJIOBOTO
Y YMCTBCHHOT'O Pa3BUTHSI JCTCH.

2B Y nereii nepBbIX MecsLeB *KU3HM ONTUMAIbHOU MHUILEHN SBIIIETCS MATEPUHCKOE MOJIOKO C
100aBKOM MUKPOKAIICYTMPOBAHHBIX MTAHKPEATHYCCKUX 3aMEHUTEIIEH B KOXKI0€ KOPMIICHHE.

NneanbHbIM SIBIIIETCS HEMACTEPU30BAHHOE TPYAHOE MOJIOKO, TaK KaK OHO COAEPKUT IIMPOKHHA CHEKTP
3alUTHBIX  (AKTOPOB M  OHMOJOTUYECKH AaKTHUBHBIX BEIIECTB: HMMYHOKOMIIETCHTHBIE KJIETKH,
UMMYHOTJIOOYJIMHBI,  JakTOQeppwH,  JH30LKMM, KOMIUIEMEHT, TOPMOHBI,  (haKTOpBl  pocCTa,
JUTMHHOLIETIOYEYHbIE KUPHBIE KHCIOTHI, HyKJIeoTuael. g nmereit ¢ MB mnoka3zana 3ammurHasi poJib
€CTECTBEHHOI'0 BCKAPMJIMBAHMS: MJIAICHIIbI, TOTYYaIOLME IPYIHOE MOJIOKO, UMEIOT JIyUIlIHe TTOKa3aTenu
JIETOYHBIX (YHKIMA W HU3KYI0 YacTOTy HMH(EKIIMOHHBIX SIHU30J0B MO CPAaBHEHUIO C JEThbMHU Ha
HCKYCCTBEHHOM BckapmimBanuu [47]. K mpeumyIiiecTBaM rpyJIHOTO BCKApMIIUBAHMS MOXXHO OTHECTH
Takke MPOPUIAKTHKY aJUIEPTUH K OeKaM KOPOBBETO MOJIOKA.

OCHOBHOM NPUHIHUII - AKTUBHBIH MOAX0/] K MUTAHHUIO NIAIHEHTA B JIIOOOM Bo3pacre.

Heob6xommMo moBbIlIEHHOE KOJIU4YECTBO 0eJIKa, ICTOYHUKHU - HATypajdbHbIe MPOIYKTHI (MsICO, MTHIIA,
pbI06a, MOPETPOIYKTHI, MOJIOKO, KUCIIOMOJIOUHBIE TTPOYKTHI, TBOPOT, CHIPHI, siina). Jletsam crapie roga
PEKOMEHIyeTCsI BKIIOUEHHE BBICOKOOEIKOBBIX MPOAYKTOB (siila, pbidba, TBOPOT, ChIp) HE pexe 3 pa3 B
JIeHb, MOJIOKO ¥ KHCIIOMOJIOUHBIE TPoayKThl He MeHee S00—800 mur/nens. BeceM manpieHTam mpu HaTHauu
MaHKPEaTHUECKON HEJOCTaTOYHOCTH PEKOMEHJIOBAH JOMOJHUTEIBHBIH HCTOYHHMK Oenka - JiedeOHbIe
cMecH uid 3HTepanbHOro nuranus mo 150 - 250 mu 1-3 pas3a B AeHb (Kak BTOpPOM 3aBTpak, MOJJIHUK,
nepenq cHoMm). OObeM  JIOMOTHUTENHHOTO MUTAHHUS  OMPENENeTCS CTENEHbI0  HYTPUTHBHOU
HEJIOCTaTOYHOCTH.

BaxxHo BbICOKOe mOTpedJeHHe KMPOB, KOTOpbIE SBISIOTCS  DHEPreTUUYECKH  IUIOTHBIMY
sHeproHocuteneMm (9 Kkau/r); myTeM aJeKBaTHOW 3aMECTHTENbHOW (epMeHTHOM Tepanuu. Baxen
KAUeCTBEHHBIM COCTAaB JKUPOB: KOJUMYECTBO HACBIILIEHHBIX U TPAHC-XUPOB OrPaHUUMBAETCS;
MPEAMOYTUTENBHBI MMOJMHEHACKIeHHbIe KupHble KuciaoThl (I[THXKK) owmera-3, comepkammecs B
pPaCTHTENBHBIX  MacliaX, »JKUPE MOPCKHX pbI0. DHEPreTUYeCKyr IUIOTHOCTh  YBEITHUYHUBAIOT
JIOTIOJTHUTEILHBIM IMUTAHUEM CMECSIMHU C BKJIIOUEHUEM cpenHenenodednbix TpurmnepuoB (CLT) ¢ 40-



70% JKUPOBOTO KOMIIOHEHTA, B T.4. CHelalbHbIe IpenapaTsl CIT.
DHepreTudeckuil JeUIUT BOCIIONHIETCA TakKe yrjeBoaaMu. [IpocTeie yriieBoabl He OrpaHUYUBAIOTCS,
OJTHAKO, YUUTBIBAs PUCK aCCOUUPOBAHHOTO ¢ MB caxapHoro auabera, UX peKOMEHIYeTCs yIoTpeOIsaTh
1ocjie OCHOBHBIX MpueMoB nuiu. OrpaHuueHue JaKTo3bl He TpelOyercs. MallbTOAEKCTPUHBI WMEIOT
0osiee HHU3KYI0 OCMOJISIPHOCTH, Y€M MOHO- M JUcCaxapuibl, MX HCIOJb30BAaHHE B COCTaBE CMecei
YBEJIMYUBACT KAJIOPUHHOCTh 0O€3 yBEIWYEHUS OCMOTHMYECKOW HAarpy3KM Ha KHIIEYHHK. AMUIOpes,
Kpearopes, crearopest KOPPEKTHPYIOTCS MaHKPEaTHIECKUMHU 3amMeHuTeNnsIMHU[ 52].
NB! IIpu nuabere, cBsizanHOM ¢ MB: kajlopuiiHOCTH palHOHA W COAepP:KaHHEe KHPOB OCTaeTCsl
NMOBBIIIEHHBIM.

Koppekuust ypoBHs caxapa KpOBH - 3a CUET MHCYJIMHA. DHEpreTudeckas norpeOHOCTh 00ecednBaeTcs
xkupamu Ha 35-45%, 15% Oenxkamu u 45-50% yrineBogamu. benok paercs B pacuere 200% ot
BO3PACTHBIX HOPMAaTUBOB.

[MuTanue KOKHO OBITH PETyNISPHBIM (6 pa3 B ACHb JaXKe JUIS IKOJBHUKOB, (hopmyna 3 + 3): 3 OCHOBHBIX
(3aBTpak, 06el, y’KUH) U 3 TOTMOIHUTEIBHBIX MepeKyca (2-i 3aBTpak, MOJITHUK, HA HOYb).

[MuTanue MOMKHO OBITH «IUIOTHBIM»: B KaXIbIii OCHOBHOW MpHEM THIIM JOJDKHBI BKIIIOYAThCs Or0a,
coJIeprKallie KaueCTBEHHbIE )KUBOTHBIE OCJKH, IIMHK (MsICO, CYONpPOAYKTHI, pblOa, siilla WK MOJOYHbIC
IPOJYKTHI - CBIP, TBOPOT), KAUECTBEHHBIE JKUPBI (PACTUTEIBHOE MACiO - COEBOE, JIbHSIHOE, THIKBEHHOE,
OJIMBKOBOE, B MEHBIICH CTENEHH - MOJICONHEYHOE, KYKYpPY3HOEe, CIMBOYHOE MAacjO, CMETaHa, CIIMBKH),
CJIOHbIE (KpYIBL, XJI€0, OBOILM) U, B MEHBIIIEH CTENIEHU, IPOCThIE (CIaJOCTHU, BAPEHbE, ME/) YTIEBOIbI.
JlononHuTenbHbIe TPUEMbI UK (IEPEKYChI: 2-i 3aBTpakK, NOJIAHUK, IIEPE] CHOM) 00s3aTelbHbI; OHH CO-
CTOSIT, KaK MPaBWJIO, W3 KHUCIOMOJIOYHBIX IMPOAYKTOB, TBOPOTa, (PPYKTOB, BBIIEUYKA M YMEPEHHOTO
KOJIMYECTBA CIAA0CTEH.

[Tpu OpOHXOJIETOYHBIX 0OOCTPEHHSIX, 3HAUUTEIILHOM OTCTaBaHUU B BECE JUIS TIEPEKYCOB KeJIaTeIbHO HC-
MOJIb30BaTh CHEIMATU3UPOBAHHBIE BHICOKOIHEPTETUYECKUE KOKTEHIN HIIM CMECH I SHTEPAIBHOTO TH-
TaHUSL.

[TokazaHueM K IOMOJHUTENFHOMY MUTAHUIO CIELUAIN3UPOBAHHBIMU BEICOKOKAIOPUIHBIMU CMECSIMU SIB-
JsieTCsl TI000€ CHIDKEHHE HOPMAJIBHBIX (BO3PACTHBIX) MPUOABOK MAacChl Tesa/pocTa; dakThudeckas mMacca
Tena Huxke 25-ro nepuentuis [47].

4.3. JIpeHakHOEe MOJI0KeHHe:

Pexxum nozupoBanus: 1 u/unm 2 pasa B ieHb, 4epe3 1 yac mocie efpl 1 3a 2 yaca 10 cHa, 1o 15-20 muH;
BO BpeMsI O/IHOM JpeHaKHOM Mo3UIMK peOeHOK AenaeT 6-7 BIOXOB; Yepeaysch Ipyr ¢ Apyrom (Ha 1
3aHATHE MPUXOAUTCS He OoJiee 3-X pa3Iu4HbIX MTOJIOKEHU); B JIEUE€OHBIN KOMIUIEKC Ka)KJ]0€ HOBOE
yIpa)XHEHHE BBOJUTCS IOCTENIEHHO, He OoJiee 1-ro HOBOTO MOJIOKEeHUs, 00yuasich 5-6 nueii[52].

Ta6auna 12
Maccax 1peHaKHbII
Hopsimox OT1aesbl JIerkKuX IMosioxkenue Tena
NPOBEACHUS
Maccaxa no
H0JISIM
JIETKHX
1u2 [ns BepxHe-niepe HuX [TonoxeHnne cuas nam CTos C ONOPOH
JIOJIEH JIETKUX CIIMHBI, T0JIOBA MPSIMO
3u4 Jnst BepxHe-3aqHuX [TonoxxkeHnue cuist LIk CTOSI C OTIOPOU
JLOJIEH JIETKUX rpyau
5) s npaBoit cpeaHeit B pa3orayTom nosiaoxeHuH Ha BaJINKE
JI0JIHA Ha JIeBOM OOKY, paBas pyKa MoaHsTa
BBEPX 3a F0JIOBY, HOTH BHU3
6 Jl1s cpeiHUX OTIENO0B clieBa B pa3zornyTom nosjoxeHuu Ha BaJIUKE HA
paBoM OOKY, JieBast pyKa MOJHsTa
BBEPX 3a r0JIOBY, HOTH BHU3




7u8 Jnst mpaBoii U JIeBOM [TonoxxeHue nexa Ha KUBOTE, JIMOO Ha
HIDKHUX JTOJICH BaJIMKe, TUOO Ha JPEHAKHOMU JJOCKE,
roJIOBa pPe3KO OIYLIEHA BHU3, HOKHOU
KOHEI] IPUIIOAHAT BBEPX

4.4. MeaukamMeHTO3Hoe Jedyenue [52].
Cpenu MequKaMEeHTO3HOM Tepanuu HAHOOoJIblIee 3HAYeHUEe UMEIOT:

e Myxkonurnyeckas Tepanus;

o bpoHxonuTtudeckas Tepamnus;

e 3aMecTHUTEIbHAs TEPANUs HEAOCTATOUHOCTH 3K30KPUHHON (PYHKIUY MOIXKEITy IOUHON KEeJIe3bl;

e AHTuOaKTEepHUaIbHAs TEPAUS;

o IIpoTuBorpu6koBas Tepamnus;

o IIporuBoBOCHANUTEIbHAS TEPATIUS;

e Buramunorepanus

o Ilatorenernueckas repanus (TapreTHas Tepanusi) B 3aBUCUMOCTH OT nonumopdusma rena CFTR
(ITpenapathl TAPreTHOM TEpanuy He 3aperecTpupoBaHbl B PecriyOmuke Y30ekucTaH)

Mykomutugeckas tepamnus [51,52, 29, 30]. Ilens - HopManu3aIus BI3KO3IACTUYECKHX CBONCTB
CEKpeTa U ONTUMM3ALMS MyKOLMJIMApHOTo TpaHcnopTa. O0s3aTeNIbHbI 10CTaTOUHAs THApaTalus U
KHHE30TEepaIHsl.

MyKOJIUTHKH:

1A JlopHaza anbda pacTtBoOp i UHTaIsAui 2,5 mr/2,5 mut 1 pa3 B cyTku. SBnsieTcst 6a30BbIM
MYKOJIMTUKOM M Ha3HauaeTcs BceM 00nbHBIM MB cpasy mocie mocTaHOBKH IMarHo3a.

2B N-aleTnInUCTeMH HHTASIIMOHHO, BHYTPb, B/B. [IpuMensiercs u3 pacuera 30Mr/kr/cyT B 2-
3 npuema [46]

2B AmOpoxcoin ruapoxsiopua 30 mr, Tabierka; pactBop 7,5 Mr/mit 1t IEpOpaTbLHOTO
MPUMEHEHHUST; cupor 15Mr/5m, rakoH; pacTBOp sl MHTAISIIMOHHOTO BBEICHUS
7,5Mr/Mi1

2B 7% TUNIEPTOHUYECKUN PACTBOP - MPUMEHSIETCA UHTATSIIIMOHHO Yepe3 HeOyan3ep 1o 4,5

X JIBa pa3a B [ICHb, yIy4IIaeT KJIUPEHC AbIXaTelbHBIX MyTeil [46].

IIpumeHeHne NPOTUBOKALLIEBBIX IPENAPATOB NPOTHBOIOKA3AHO

BpouxoauTnyeckue npenaparbl peKOMeH10BaHbI manueHTam ¢ MB [48, 53]:
- IPY BOBHUKHOBEHUH 3aTPYAHECHHOTO JIBIXaHUS M OJIBIIIKH;
- Iepe]] NPOBEJICHUEM KUHE3UTEPaIlnu;

2B BpOHXOJ’II/ITI/I‘-ICCKI/IC npenapaTbl pCKOMEHIOBAHO UCIIOJIb30BATh IMCPEA MPOBECACHUCM
I/IHF&U’ISIHI/IOHHOf/i TEpaAIIiu MYKOJIMTHUKOB

» CanpOyTaMoJT a’po30Jib Il MHTAIAINNA, A03upoBaHHbId 100 MKT/mo3a, pactBop mjisi HeOymaiizepa, 5
mr/mi (2B);
o Hnporponus 6pomun (6epomyain) pactBop ans unransuuit 0,025%, 250Mkr/mi;




Koppekuus naHkpeaTnyeckoil HeA0CTATOYHOCTH IPU MYKOBHCIUA03€

«B cooTBercTBMM C  MEXIyHapOIHBIMHU

MaHKpeaTHUYeCKUMU (EpMEHTAMU IMPU MYKOBHUCIHI03€

PCKOMCHIAIUAMU 110 3aMECTUTEILHOMN

Tepanuu

CJICOAYCT NPUMCHATH TOJIBKO COBPEMCHHBLIC

mpemapaTsl MaHKpeaTHHa B MHKpochepudeckoit ¢opme (Mukporpanynbl). DPGHEKTHBHOCTh ITHX
NperapaToB OINPENENIIeTCs, BO-TIEPBBIX, BBICOKOW CTENEHBID AKTUBHOCTH HCXOJHOTO CyOcTpara

(maHkpeaTuHa), HCIOIB3YEMOTO JJsi HX

NPOM3BOJICTBA, BO-BTOPBIX, O0CO00OH UX

dopmoit

(MmuaUMUEKpOChepbl, MuKpochepbl u MuKpoTabieTku pasmepom ot 0,4 mo 1,2 mm (Kpeown)),
o0ecrieunBamIIell PaBHOMEPHOE TEPEMEIIMBAHUE C KEIyJAOYHBIM COJCPKUMBIM W CHHXPOHHOE C
MUIIEH MPOXOXKICHUE B TBEHAIATHIICPCTHYIO KHIIKY.
e AIGKBaTHOCTh 3aMEINAIONIEH MMaHKpeaTH4yeckrue (EPMEHTHl TEpamuy ONPEACNSIOT KINHUYECKH,
HaOJI0Mass aJTMMEHTApHBIA CTAaTyC, MPHU3HAKK M CUMIITOMBI HApyIICHHUS BCACHIBAHUS, U YPE3MEPHBIN

anmeTuT Ipu MEUIEHHOM Habope Beca.

Pexomennayercs:

pocta

* CmemaTth MHKpocdepsl (MaHKpEaTHH) ¢ HEOONBIINM KOJMYECTBOM MOJIOKA JINOO (hPYKTOBOTO
MIOPE U J1aBaTh C JIOKKU HETMIOCPEICTBEHHO Iepe]] KOPMIICHHEM; KaIlCyJIbl Il MAJICHBKHUX JIeTeH
MOJKHO PAaCKpBIBAaTh M JEITUTh UX COIEPKUMOE B COOTBETCTBHH C ACCYUTAHHON MOTPEOHOCTHIO

* [locTeneHHO MOBBIIATH O3y B COOTBETCTBHU C KIMHUYECKUMH CUMIITOMaMHM, BHJIOM CTYyJa H
JaHHBIMH KOTIPOTPaMMBbI (HEHTPAIbHBIN KHUpP), OObEKTUBHBIX U3MEPEHUH MPHOAaBKA MacChl Tela,

* Ilocne BBeneHUS B PAlMOH TBEPAOW MUINM HHIMBHAYaTbHO TUTPOBATh 103y (PEPMEHTOB B
COOTBETCTBUM C COJEpXaHHMEM >kHMpa B mume. s IOCTHXKEHUs MaKCHUMajabHOro 3ddekxra
HEOOXOUMBI PETYJISIPHBIC KOHCYJIBTAIIUH JUETOJIOTa

Taoauna 13
PexoMeHaanum mo noaoopy 103 MUKpochepuuecKnx NaHKpeaTHIecKuX (pepMeHTOB 1JIsi 00JIbHBIX C
MYKOBHCIIHT030M.

Jeru rpynHoro Bo3pacra

Heru crapuie 1 rona

Oxono 2500-3300 EJI nwa 120 min mosoka
(MOJIOYHOM CMecH), YTO TPUMEPHO PaBHO
600-800 E/] nmuna3el Ha 1 r kupa B TUTaHUU

2000-6000 E[l/xr/cyT
Pagnonierno 500-4000 EJl numaser Ha 1 T
KHUpa B Che1aeMON HUILU

500-1000 EJI/xr Ha OCHOBHO# MPUEM TTHIIN

250-500 EJI/kr Ha MOMONHUTENBHBIN MHpUeM
UIIN

Jo3er Beime 3000 Ep/xr wim

10000 En/kr B CyTKM TOBOpAT O HEOOXOIUMOCTH

nonosHuTeasbHOT0 00caenoanus JKKT y 6015HOTO ¢ MyKOBUCITHI030M

Jo3sr Beime 6000 EJI/kr B munry wim 18 000-20 000 EJI/Kr B CyTKH yrpoXarOT pa3BUTHEM

¢Gbubpo3HOI KOJTIOHONATHH

AnTubaktepuanbHas tepanus-[5, 39, 1, 50, 4, 29,58, 5, 18,33,42, 25, 30, 56, 13, 14, 15, 11] (ABT)
pecniupaTopHOi HH(MEKITUHU ompeenseT MporHo3 3adoneBanus. [Ipy MB oTMmeuaeTcss HOCUTEIBCTBO
Staphylococcus aureus, Haemophilus influenzae, Streptococcus pneumoniae, Pseudomonas aeruginosa,
Burkholderia cepacia complex. B nepBbie ronpl xu3au joMmunupyrot St.aureus 1 Haemophilus

influenzae, 3atem — Ps.aeruginosa. B 2/3 ciiyuaeB XxpoHuueckas HH(QEKIHs BbI3BaHa accollualren

MUKPOOPTaHU3MOB.

IToxa3anus 11 Ha3HaAYeHUs aHTHOMOTHKOB npu MB:

e  C MPO(PUIAKTHUECKON LEIBIO;



e JUIS IEPBUYHOMN dpaguKaIyi BO30OYAUTEIS;
e JUIs JICYEHUS XPOHUYECKOH JIErOYHOM HHpEKINHY;
e JUIs JICYCHHUSI OOOCTPEHUH JIETOUHOM WHPEKITUH.

Oco6ennoctu ABT nmpu MB [40,3,29,30, 13,14,26]

o Ilpu npoBenenuu ABT opueHTHUpPYIOTCS HA UyBCTBUTEIBHOCTD BBIJEIIEHHOTO
MHUKPOOPIraHu3Ma/MUKPOOHOI accolualyy, a Takke Ha IOJI0KUTENIbHBIA A3 QEKT pH Tepanuu
npeecTBytomero ooocrpenus. [Ipu Beienennu 2-x MUKpoopranu3MoB BeiOop ABII 3aBucur ot
CBOWCTB 00Jiee pe3UCTEHTHOTO BO30YAUTEISL.

Pe3ucrenTHOCTH K aHTHOaKTepuaabHbIM Npenaparam (ABII) He sB/sieTcs: OCHOBaHHEM
AJISl U3MEHEHHUs JICYeHHUsl B ci1ydae MOJI0KUTEeJIbHOr0 0TBETa HA IPOBOJUMYI0 TEPATHIO.

o Ha3HayaroTcst MakCUMallbHbIE BO3PACTHBIE 03Bl IIpenapara.

o Ilpu oGocTpeHny J1erouHoi HHPEKIUH MPEIOYTUTEIBHO UCIIOIB30BATh BHYTPUBEHHBIN IYTh
JIOCTaBKH, KOTOPBIA HAYMHAETCS B CTAl[MOHApE U MIPOAOIIKAETCs B aMOyJIaTOPHBIX YCIOBUSIX.

e OJIHOBpPEMEHHOE Ha3HAUEHUE MPENapaToB AJis UHTAJISLUOHHOIO U BHYTPUBEHHOIO ITyTEH
BBEJICHUS OJJHOU (hapMaKOJIOTHYECKOM rpyMIbl HE PEKOMEHIyeTCsl.

e Pekomennyercs ucnosibzoBath koMOMHanuu ABII ¢ pa3nuuHbIM MEXaHU3MOM JEHCTBUS
(Hanpumep, B-TaKkTamMbl ¢ aMUHOTJIMKO3UaMH ).

o Jlns 6a3uCHOI Tepaniy XPOHUYECKOTO MUKPOOHO-BOCTIAIUTEIHHOTO TIOPAKECHHUS JIETKUX
ucnonb3yercs uHransanuonHas AbT; npu HenrocTaTouHOM 3¢ (HEKTUBHOCTH JTOTIOJIHAETCS
BHYTPUBEHHBIM BBEJICHUEM HJIM IPUEMOM BHYTPb.

e ABT Heobx0oIMMO coYeTaTh C aKTUBHOM KMHE3UTepanuei.

e JlnurensHocTh ABT onpenensercs Ha OCHOBaHUM KIIMHUYECKUX, J1a00paTOPHBIX,
PEHTI€HOJIOTHYECKUX U (DYHKIIMOHAIBHBIX MTPU3HAKOB o0ocTpenus. Kypc jgeuenus cocraBiser oT
14-21 nens u Gonee.

o IIpumenenue ABII B Buse nHransauii yepes HeOynaszep MpoOBOJUTCS B CTALIMOHAPE U B JOMAITHUX
YCIIOBHSIX.

o Ilepen nnransamueit ABIT 3a 15-30 MuH HE00X0AUMO TPOBECTH UHTATSLMIO OPOHXOIUTUKOB,
MYKOJIMTHKOB, a TAKXK€ NOCTYPAJIbHBIA IPEHAXK.

o IIpu maransuuun ABII B fToManiHuX yCIOBHSIX HEOOXOIUMO HCIIOJIb30BaTh HEOYymai3ep,
OCHAIIEHHBIN (PUIBTPOM ISl BBIBIXaEMOI'O BO3TyXa.

o Ilpu npoBenenun unransauii B ycnosusx JIITY, 6onbuble, nHGuuupoBaHHbie PS.aeruginosa u
B.cepacia, 707KHBI T0Ib30BaTHCSl MHIMBUYabHBIM HEOyIai3epom.

o IIpumenenue ABII BHYTpb ucnonb3yeTcs Ui Tepanuu obocTpennii MB B ToMamiHux ycroBHsIX
WK JUTS IPO(MITAKTHYECKOTO JieueHHs: O0JIbHBIX, MHUIMPOBaHHBIX PS.Aeruginosa.
IIpumenenne ABII BHyTpUBEHHO OKA3aHO:

e 1pu TsDKeNbIX obocTpeHusx MB (iieuenue B ycnoBusx JIITY);

e Ui NPOPHIAKTHYECKOTO0 JeueHHs pu nHpUIMpoBaHuu Ps. aeruginosa, korja npumenenue ABIT
BHYTPb HeA((EKTUBHO (BHYTPUBEHHAs T€pANMs B TOMAIIHUX YCIOBUSX);

e IIpU yXYJIICHUHN TEUECHUS 3a00JI€BaHUS U MOSIBICHUH HOBBIX CUMIITOMOB Y OOJIbHBIX,
nonydaroux ABII BHYTpb (BHYTpUBEHHAs TE€panus B JOMALIHUX YCIOBUSX).

I[IpopnaakTuyeckoe Ha3HAYEHUE AHTHOMOTUKOB pu MB:



e OcHOBaHO Ha JaHHBIX 0 OBICTPOM BO3HMKHOBeHHUU PSeudomonas aeruginosa-undexunu Ha GpoHe
TEKyIero 0aKTepuanbHOro WM BUPYCHOIO Mpoliecca.

o Ilpu ocTpbIX pecnupaTOpHBIX HHPEKIUAX y TAHEeHTOB ¢ MB 1 cTaguinokokkoBoil nHpeEKIuei
HAa3HAYaI0TCs AMOKCUILIMIUINH, aMOKCUIIMJUIMH/KJIaByJIaHaT, He(alocioOpuHbl 2—3-I0 OKOJIEHUS,
A3UTPOMMIIVH.

e IIpu xpoHHYeckoi cuHeTHONHHOM MHeKuu npu BosHUKHOBeHNH OPBU pekoMmenmyercs
UIpoQIOKCaLKH.

o Pexomenayercs nposeneHne NpopHIAKTUIECKUX KYPCOB AaHTUOAKTEPHATILHOM Tepanuu Ipu
XPOHMYECKON KOJIOHNW3AIMN HUKHUX JIBIXaTeIbHBIX IMyTel PS. aeruginosa. [Ipodunakruueckuit
npueM ABT npakTuyecku He CKa3blBaeTCsl HA YCTOWYMBOCTH IITAMMOB MUKPOOPTraHU3MOB, HO
TOJILKO IIPH CBOEBPEMEHHOI cMeHe npenaparoB. [Ipu yacTeix 000CTpeHUSIX HHPEKIIHOHHO-
BOCIAJIMTENBHOTO NpoLecca CIIEAYEeT yBEINYUBATh IPOAOIDKUTENBHOCTD KypcoB ABT no 3 Hern,
UCTIONIB3Ysl BHYTPUBEHHBIN CIIOCO0 BBEICHUS, U (MJIM) COKpAIATh MHTEPBAJIBI MEXKIY KypCaMu, U
(nnm) MEXIy KypcaMu MPUHUMAThH BHYTPh munpodiokcanud [29, 31, 44, 30, 13, 14, 26].

AHTHOAKTEpPHAJIbHBIE TIPENapaThl
* Asutpomunud 1ad. 250 mr, 500 mr; cycniensus 100 mr/5 mur;
« Kmaputpomunun cycnensus 125mr/5mi;

2B MakpoJnasbl (KJIapUTPOMUIIMH, a3UTPOMHUIIMH) Ha3HAYAIOTCS OOJIBHBIM C XPOHUYECKON
CHHETHOWHON MH(EKIHEH B KaueCTBE MPOTHBOBOCIIAIUTEIBHBIX 1 HIMMYHOMOYIHPYFOIINX
JIC, a Takxe B KauecTBE aHTUOKCUJIAHTA

* Meponenem 500 mr, ¢uiakoH, A MapeHTEpaIbHOTO BBEICHMUS;

* [Tunepamum/Tazodakram 2,5 T THOGUIN3AT s IPUTOTOBJICHUS pACTBOPA AJISl B/B BBEICHUS;
* Tuamdennkonarnuuaaranerwinucrensar 500 mr, muodunnsar i IpUrOTOBICHUS PacTBOpa JUIs
MHBEKIUN 1 UHTAIALNN, (JIaKOH C aMITyJIOW pacTBOPUTENIEM;

* Toopamuiua 300mMr\Smi, HeOYIIbL, pACTBOP /IS MHTAJISIIIUH;

* Tukapruuua\kIaBysaaHat 3,2 T (IakoH, JJIs MapeHTEePaTbHOTO BBEICHHUS,

* lledrasuaum 1 r, Gakon;

* lledptpuakcon 1 r, ¢pnakon;

e [ledanepazon-cynsbakram 1, GuakoH;

* lledenum 1 r, hnakon;

« [ledpennm /Tazobakrtam 1 1, hnakoH;

* [Hunpodnokcamma 200 mr/100 mut, piakoH 115t BHYTPUBEHHOW UH(Y3UH.

Muxpoouonorunyeckuii craryc nanguesra ¢ MB:
Brigenstot 4 rpyrmibl O0IBHBIX MO pe3ysibTaTaM 0aKTepUOIOTHYECKOTO UCCIEeI0OBAHUS MUKPOMIOPHI
JBIXaTeIbHBIX IMyTeH 3a nmocnennne 12 mec [22]:

1. C XpoHHMYECKON CMHErHOMHOM MH(peKIuell: manueHTsl, y KoTopbix Ps. aeruginosa
uaeHTuuuuponanack 6oiee yem B 50% o00pa3110B MOKPOTHI WK (hapUHIe€aIbHBIX CMbIBaX B
TE€4eHHE ITpeauIecTByOmuX 12 Mec;

2. C MHTEpMUTTUPYIOUIIM BbICEBOM PS. aeruginosa B cilydyae CHHETHOMHOW MaJIOYKU MEHEe YeM U3
50% 61000pa31oB B TEUECHUE MPEIISCTBYIOMHX 12 MecsIIeB;

3. Coboxansle ot PS. aeruginosa, npu OTCYTCTBUU BbICEBA B T€UE€HUE 12-TH MOCIETHUX MECSLIEB;

4. Hukorna He ObuTH HHPUIIMPOBaHBI PS.aeruginosa.

B kiMHMYeCKOW TpaKTUKE BBIACISIOT NAIMEHTOB C TEPBBIM BbICEBOM PS. aeruginosa.
HeoOXxomuMbIM yCITOBHEM JJIsl TPUMEHEHHSI 3TUX KPHUTEPHUEB SIBIISICTCS PETYJSIPHBIA, HE PEke
OHOTO pa3a B 3 Mec, OaKTepUOJOTMYECKHI KOHTPOJIb MHKPO(IIOPHI ABIXAaTENBHBIX IyTEH.
MukpobOuonornueckuii craryc ompenenser Bbioop ABII, mokazanus st KOMOMHUPOBAHHOU



TCparunu, NyTb BBCACHUS, TPOAOJIKUTCIIbHOCTL TCPAIIUU, PCIKUM 6aKTepI/IOJIOFI/I‘-IeCKOFO KOHTPOJIA

[6,51,49, 56, 57, 62, 2].

AHTHOMOTHKH,

NpUMeHsieMble TPH

Haemophilus influenzae

BbICCBEC M3 MOKPOTHI

Staphylococcus aureus wu

Taoauna 14

Jo3a B cyTkH U1 Kparnocts
AHTHONOTHK nereu IyTs npuema B
BBEJICHUS
JICHb
AMOKCHUIIMIIIINH+
KnaBynanosas
KHCIIOTa 50-100 mr\kr B cytku | BHyTpb 3-4
(pacuer o
AMOKCHUIIWJIJIMHY)
>6Mec-10MT\KT B IEHB
AsuTpoMuLH 15-25kr-200mr BHYTDD 1 pa3 3-
26-35kr-300Mr SnHen
36-45kr-400mr
1 5mr/kr
1-2-125 mr
Knaputpomuriiun 3-6 ner-250 mr BHYTPb 2 paza
7-9 ner-375 mr
>10 ner-500 mr
Ho 1 roga 125mr 3
Hedaxmop EZ_};;T 250mr 3 pasa BHYTPb 3 paza
>7ner 500mr 3 paza
8mr/kr
6Mec-1ton 75Mmr
Heduxcum 1-4ronma-100mr BHYTPb 1-2 paza
5-10meT-200Mmr
11-12net-300mr
Ledernum 100-150 mr\kr B ienp | B\ 2 paza
Herun ot 1 mec go 12
Hedonepaszon net -80 Mr/kr
+CynpbakTam 1o 1edonepa3ony B/a 2 pasa
JIItst TSIKENbIX
uHpexuit 70 160
MT/KT
Onynmynuni-
AHTUOMOTHUK 500-1000 mr HNuranamuu 2
(Tuamdenuxon)

Crpareruss antuOnoruxkorepanuu Ps. aeruginosa nupexunu npu MB
AKTHBHasi aHTUMHKPOOHAs Tepanus Mo3BOJSET NPEAYPEIUTh WIH OTCPOUUTH Pa3BUTHE XPOHUUECKOH
Ps.Aeruginosa nadexnuu 6onee yem y 80% 6onpub1x MB. Ecnu spanukarus PS.Aeruginosa nocie
npoBeneHHoro kypca ABT He npou3zonia, 1y 00JbHOTO pa3BUIIaCh XpOHUYECKasi CHHETHOMHAs
nH()EKIMs, TO Ha3HAYCHUE MHTATIIIMOHHON POTUBOCHHETHOWHOM Tepanuu (ToOpamMuIivH) mo3BossieT
YMEHBUIUTh PUCK 00OCTPEHUH U CTETIEHb BBIPAKEHHOCTH PECTIMPAaTOPHBIX MposiBieHuit (47,50, 56-59,

20-27].



AHTI/Iﬁl/IOTI/IKI/I, MNPUMCEHAECMBIC Y 00JILHBIX MYKOBHCHHU/I030M IIPU BbICEBE

Pseudomonas aeruginosa.

Taoauna 15
AHTHOHOTIK Jlo3a B CyTKH 1714 IIyts Yucno npueMoB B
nereit BBCACHUSA JI€Hb
AMUKaH 30-35 Mr\Kr B JI€HB B\s 1
Tobpamuniux 300 mr/5min HHT AN 2
I'erTamMunuu 8-12 mr\kr B 1eHB B\s 1
Iedenum 150-300 mr\kr B J1eHb B\s 2
Tlnnepanmmn 90 Mr\kr B JIcHb B\s 3
\razabakTam
TuxapuiH/KaByaaHaT 80-200 mr\kr B JicHB B\B 2-3
Mepormnenem 60-120 Mr\Kkr B AEHB B\s 3
[unpodnokcarux 0,25-0,5 r B neHn ITep oc 1
Ledanepaszon/cynpbakram 150-300 mr\Kkr B J1cHB B\s 2
Konuctumerar Hatpust 50-75 teic EJI/kr B\s 3
Komacrumerar 1-4 mun EJl UHT AN 2
HATpHUS
DryuMyLL- aHTHOHOTHK 500-1000 mr Nuranauuun 2
(Tuamdennxon)
1A Toopamura 300Mr\Smit, HEOYITbI, PACTBOP JJISI HHTANISIIUH

ABAKIbl B CYTKH HHTEPMUTTHPYIOIIHMMH Kypcamu 28 qHeil npuema, 28 nHeil nepepsis,
Bcero 6 KypcoB B roj

To6pamunna 300 Mr/Smit U1 HHTANIALNY, B MHCTPYKIIUM UMEETCSl IPOTUBONOKA3aHUE K TPUMEHEHHIO
npenapara 1o 6-1eTHero Bo3pacra. Tak kak HHQUIIUPOBaHNE CUHETHOMHOM MaJ0YKON Yale BCero
OTMEYaeTCsl B paHHEM JIETCKOM Bo3pacte (uaiie 10 3-51et). Pekomenayemas nozuposka TobOpamuiimHa
coctapiisieT 112 mr (4 xancynsl o 28 Mr) ABaX/Ibl B CyTKH B TeueHHe 28 AHEH, UTO COOTBETCTBYET, 1
ammyse (300 mr ToGpamuiinHa) 2 pasa B IeHb B TeueHue 28 qHel ¢ 6-meTHero Bo3pacrta. JJIMTenbHOCTh
neueHus cocraniser 14 nueit u 6onee. Kpurepuem npexparuenust ABT sBnsieTcs perpecc KIMHUYECKUX
CUMITOMOB 000CTpeHHSI OPOHXOJIErOYHOI0 Ipolecca (YMEHbILIEHNE XPUIIOB, YIIyUllIEHHE TPEHAKHOU
(byHKIMU OPOHXOB, CaHAIMSI MOKPOTHI).

CxeMbl 3paIHKANHOHHOI aHTHOAKTEPHAILHON Tepanuu npu nepBom BhiceBe Ps.aeruginosa [6, 40,
4,29, 31, 23, 30, 18-20]: (BeIOpaTh OAHY M3 CXEM B 3aBUCHMOCTH OT JICKAPCTBEHHOT'O 00ECIIEYeHNS,

PETyJISIPHOCTH HAOIIOIEHUS M 00CIIeIOBaHUS MAITUEHTA)

Taoauua 16

CxeMbl 3paIMKALMOHHOI aHTHOAKTEPHAIbLHOI Tepanuu Npu nepBom BbiceBe Ps.aeruginosa

1-a1 cxema

[IpoBeneHue caHUTAPHO-MUAEMUYECKUX MEPOIIPUATHN

1. 1-it mecsiny — nHTANIAIMKA ToOpaMuniH pactBop 300 Mr X 2 pasza B AeHb WM TOOPAMHUITUH TTOPOIIOK
112 mr x 2 pa3a B ieHb B TeueHue 28 queit. [loceB MokpoThl — uepe3 7-10 aHe# nocie OKOHYaHUs



JICUCHHUS.
2. 2-ii MecsIIl — MIEPEPBIB COTJIACHO CXEME JICUCHHUsI B CIIy4ae OTPHUIATEIHLHOTO BHICEBA.

3. 3-i Mecs — nHTATSIMK ToOpamMunrH pactBop 300 Mr X 2 pasa B IeHb WIH TOOPaMHUIIMH MOPOLIOK
112 mr x 2 pa3a B aeHb B TeueHue 28 nueil. [ToceB MokpoTsl — yepe3 7-10 nHei mocie okoHYaHus
JICUCHHUS.

4. 4-i mMecsil — TIEPEPHIB COTJIACHO CXEMeE JICUYCHUS B CTydae OTPUIIATEIILHOTO BHICEBA.

5. 5-it mecsan — uHraAIMU To6pamunuH pacteop 300 Mr x 2 pasa B I€Hb WJIM TOOPAMHIIMH TTOPOIIOK
112 mr x 2 pa3a B neHb B TeueHue 28 nueil. [ToceB MokpoTsl — yepe3 7-10 nHei mocie okoHYaHus
JICUCHHUS.

6. OTpunAaTeJbHBIN pPe3yabTaT MOCEBA MOKPOTHI — CTON-TEPATHSI.

B ciyuyae 1moJ105KUTeIbHOTO BhICEBA MOCJIe EPBOro0 MecAla HHI AN TOOpaAaMUIIMHOM:

1. Maransmuu koauctumeTaTta HaTpust 1-2 MutH X 2 pasa B ieHb 1 mec. [ToceB MmokpoThl — uepe3 7-10
JTHEH IIOCJIE OKOHYaHUS JICUCHUS.

2. Naransuuu Toopamunime pactBop 300 Mr X 2 pa3a B ieHb WM TOOpaMUIIMH mopomiok 112 mr x 2 pa3za
B JIeHb, 28 nHeil. [loceB MOkpoThI — yepe3 7-10 nHel nociae OKOHYaHUS JICUEHUS.

3. IIpu coxpansiloneMcs BbiceBe Ps.aeruginosa — BHyTpuBeHHas aHTHUOAKTEepHalibHAs TEpaIus B
TeyeHue 14 nHeil [ByMs aHTHOAKTEpHAbHBIMU IIpenapaTaMi CUHEPTHIHOTO 110 YyBCTBUTEIbHOCTH
EeNCTBUSL.

4. 3aTeM NpoJI0JKEHUE YepeIOBaHUS MHTAJSILIMM KOJIMCTUMETAT HaTpus 1-2 MilH X 2-3 pasa B JIeHb C
WHTASIIUAMA ToOpaMuiinHa pactBop 300 Mr X 2 pa3a B AHb WJIM TOOpaMHITMH TOpoIiok 112 Mr x 2 pasa
B JIEHb B TE€UEHHE 3 MecC.

5. IIpu coxpansiroimeMcs BoiceBe Ps.aeruginosa:

a. uHransuuu roopamunuaa pactsop 300 mr x 2 pasa B ieHb WM TOOpaMHUIMH nopouiok 112 mr x 2 pasa
B JICHb LUKJIAMHU 110 28 JHEN 6 KypCOB B rojl

b. WM UHTATSAIUY KOTUCTUMETaTa HaTpus 1-2 MitH X 2-3 pa3a B IEHb IOCTOSTHHO

C. WIM 4YepeoBaHue KOJIMCTUMeTaTa HaTpus 1-2 MiIH X 2 pa3a B JieHb ¢ ToOpamMurHOM pactBop 300 mr x
2 pa3a B IeHb WM TOOpaMuIIMH nopoiok 112 Mmr x 2 pas3a B ieHb, 6 KypcOB B T'OJ] KaX/10TO.

2-1 cxema

[TpoBeneHne caHUTapHO-3MUIEMUYECKUX MEPOIIPHUITHI

1. 1-ii mecsing

a. Hunpoduokcauun 30-40 mr/kr/cyTku B 2 mpuema 1 mecsi

b. Konmuctumerar Hatpus B MHraIsmuax 1-2 MiiH X 2 pasa B ieHb | MecHIl

c. [ToceB MokpoTsl yepe3 7-10 nHel nociae OKOHYaHus JeueHus. B cilydae oTpuIaTeIbHOTO BBICEBA B
rpynne jferei 10 3 et 6e3 Npu3HaKoB MOPakeHUsI OPOHXO0JIETOYHOM CUCTEMBI TEPAITNI0 MOXKHO
IIPEKPATUTh. bakTeprOoI0rnueckuii KOHTPOJIb IPOBOJUTH €KEMECSYHO 10 6 MECSLIEB.

2. 2-3-mii Mecsill — KOJIMCTUMETAT HATPHUS B MHTAISIHSIX 1-2 MITH X 2 pa3a B JICHb 2 MecC.
Hunpoduokcanun 30-40 mr/kr/cyt B 2 npuema 1 mec. [ToceB MokpoTsl — yepe3 7-10 nueit nmocne
OKOHYAHUS JICUEHUSI.

3. Ilpu oTpUIIaTETFHOM BBICEBE — MPOIOJIKEHNE HHTATISAIUM KoIUCcTUMeTaTa HaTpus 1-2 MiIH X 2 pa3a B
neHb 3 mec. [Ipu coxpaHsAroniemMcsi OTpULATEIBHOM BBICEBE — CTOI-TEPAIUSI.

4. Tlpu coxpaHsiionemcs BbiceBe Ps.aeruginosa — BHyTpuBeHHast aHTUOAKTEpUAIbHASL TEPAIUs B
TeyeHue 14 aHeil [Byms aHTHOAKTEpHAIbHBIMU MIperapaTaMi CHHEPTUIHOTO 110 UyBCTBUTEIBHOCTH
diope! neicTBUS.

5. Ilocne kypca BHYTPUBEHHOM Tepanuu MpoJOHKUTh YepeJOBaHUE HHT AN TOOpaMULIMHA PacTBOP
300 mr x 2 pa3a B IeHb WM TOOpaMUIIMH mopouok 112 Mr x 2 pasa B eHb 28 IHEH, ¢ KOJTUCTUMETATOM
HaTpus 1-2 MIIH X 2 pa3a B ieHb, 1 Mec B TedeHue 3 mec (2 Kypca ToOpaMulinHa U 1 Kypc KonucTumeTaTa
HaTpUs).

6. IIpu coxpansiromemcs BoiceBe Ps.aeruginosa Tepanusi Ha3HAYaeTCs MO OJHOMY M3
HHKeIlepeYrCcIeHHBIX BADMAHTOB € Y4€TOM YYBCTBUTEJIBLHOCTH:



|. Uaramsiuuu To6pamurimaa pacteop 300 Mr x 2 pasa B A€Hb WK TOOpaMHUIIMH Hopomiok 112 mr x 2 pasza
B JICHb IIUKJIaMU 110 28 HE, 6 KypCOB B T'OJI.
II. Maransuuu xonmcTumeTara HaTpus 1-2 MilH X 2-3 pa3a B I€Hb [TIOCTOSIHHO.
III. YepenoBanue KonucTuMeTaTa HaTpust 1-2 MITH X 2 pa3a B JIeHb C HHTAISIUAMA TOOpaMUILIMHA

pactBop 300 Mr X 2 pa3a B IeHb WM TOOPaMUIIMH opomok 112 Mr x 2 pasa B ieHb, 110 6 KypcoOB B TOJ1
kaxaoro. Haznagaercs mpu nosiBieHuH MyKouaHO#H dopmer P. Aeruginosa u/wiiu yBelnn4eHU! CTCIICHN

00CEMEHEHHOCTH.

AHTHOMOTHKH, NpuMeHsiemble pu BhiceBe Burkholderia cepacia complex, Achromobacter

xylosoxidans

Taoauma 17
HasBanue npenapara CyTouHas 103a (1eTH) Cnocod KpatHocTh
BBeeHUS BBeeHUS
LedTazuaum 50-200 Mr/kr BHYTpUBEHHO 2
[{edrazuaum B Bo3pacte 1o 2 mec: 25-50 Nuransaumnu 2
MT/KT/CyT, crapie 2 mec: 50-
100 Mr/kr/cvr
Mepornenem 120 mr/kr BHYTpHUBEHHO 2
MeponeHem 250-500 mr Wuransiiun
[ Tunepanumms/ 400-500 mr/kr BHyTpHUBEHHO
TazobakTam
JlokcunuknuH (ctapuie 12 100-200 mr BHyTpb 1
neT)
XnopampeHuKo 50-100 Mr/kr BHyTpb 3-4
BHYTPHUBEHHO
DyuMynuiI- aHTUOMOTHK 500-1000 mr Muranamnnu 2
(Tnamdenuxon)
Konuctumerar Hatpust 2-4 M EJ| Nuransimun 2
2B Pexomennyercs npu unpunupoBanun Burkholderia cepacia complex HemeeHHOe

TEPATICBTUYCCKOC BMECIIATCIIECTBO BCICACTBUEC €€ BBICOKOH BUPYJICHTHOCTH.

Wudunmposanue B. cepacia 10cTOBEpHO yXyIIIaeT KINHUYECKOE COCTOSIHUE M ITPOTHO3.

Pexomennaruu no ABT (kak mpu nmepBUYHOM BBICEBE, TaK U JUIA JIEYEHUS] 000CTPEHUSI OPOHXOJIETOYHOTO
mporiecca):

l. Kombunarus u3 Tpex [IpEenaparos. Kypc oT 3 HEJEINb u Oouee.
2. lenecooOpa3zHa KoMOHMHAIMsS BHYTPUBEHHOTO W HWHTAJISIUOHHOTO MyTeH W/WIM TEepPOpalbHOTO
BBE/ICHUS aHTUOAKTEpUAIbHBIX MIPENapaToB.

3. DddextuBHa anutenvHas (3-12 Henenp) Tepanus nepopaibHbIMH NpenapaTtamu. Ko—Tpumakco3onom
w/wm  JlokcunmkiauHoM W/ XiopamdeHukonoMm (Ha ¢oHe B/B Tepanuu uiaM nocie Hee). [lpu
xponuueckor uHpexnuu Burkholderia cepacia pexomeHnayercs mnpueM TabIeTUPOBAaHHBIX (opm
Cynbhamerokcazon u Tpumeronpuma.

3C [Tpu kpaiiHe TSHKEIOM TEUYSHHUH JIOMMYCTUMO COYETaHUE JIBYX JTAKTAMHBIX aHTHOMOTHUKOB (B/B
Y MHTASIITMOHHO). J{71s neTeit crapiie 12 et u B3pocibiX pEKOMEHI0BAHO MHTATISIIMOHHOE



npumeHenne ToOpamunmna, Meponenema u LledTasunnma, npegHazHaueHHBIX 1JIs B/B
UCTIOJIb30BAHUSL.

JanTeIbHOCTh AaHTHOAKTEPUATIBLHON Tepanmuu coctaBisier 14 nHeil m OoJiee. Kpurepuem
NpeKpameHnuss AHTHOMOTHKOTEPANIMN SIBJSIETCS pPerpecc OCHOBHBIX KJIMHHMYECKHUX
CHUMIITOMOB 000CTpeHHsI OPOHXO0JIErOYHOr0 mpouecca (yMeHbIIeHHe XPHIIOB, YJy4llleHUe
JApeHa)KHOH (PYyHKIMU OPOHXOB, CAHALMSI MOKPOTbI).

006 spanukaruu Burkholderia cepacia MOXHO CyAMTh Yepe3 roJ1 Mocje MOCASAHET0 BhICEBa IPH

YCIIOBUH, KaK MUHUMYM, Tpex OTPHILIATEIIBHBIX 0aKTEePHOIOTUYECKHIX aHaJIN30B.
[TpoTuBOrpHOKOBHIE MpENapaThbl

s@iykoHazon  2mr/mu, pactBop ans  uHOy3wir, S50 wmr, 100 wmr, 150 wmr Tabnertka;
* Bopukona3zoin 200 mr, mnodunusar 1Jis IPUTOTOBJICHUS pacTBOpa it HHQPYy3uid; SOMT Talierka;

IIpoTuBOBOCTIAINTEILHASI TEPANIHSI.

HauGonbIiee BIusiHUE HA TPOJOIKUTEILHOCTD XKU3HU 00IbHBIX MB 0Kka3pIBatoT HH(MEKIIMOHHBIC
OCJIO’KHEHHS CO CTOPOHBI OPTaHOB JbIXaHHs. XapaKTEPHOH 0COOCHHOCTBIO JIETOYHOH 00j1e3Hu pu MB
SIBIISIETCSl OypHAsI BOCIAIMTEIbHAS PEAKIIHS, COMIPOBOXKTAOIIASCS MOBBIIICHHONW TPOTYKIIHEH
IIPOBOCHAIUTEIBHBIX IUTOKUHOB M BBIPAKEHHOM HEHTPODUIbHON HHGUIBTpaIeii. B ¢Bsi3u ¢ 3TuM
MIPOTUBOBOCTIANIUTENbHAS Tepanus npu MB akryansha [25,31, 16, 36,32,34, 9, 10].

B kadecTBe NPOTUBOBOCIAIUTEILHBIX IIPEIapaToB MPUMEHSOTCS:

e  MAaKpOJIMJIHbIE AaHTUOMOTUKH (A3UTPOMULIMH WU KIAPUTPOMHUILIH);
e  HECTEepOUIHbIE IPOTUBOBOCIAIUTEIbHBIE NTpenaparsl (MOynpodeH);
e CHCTEMHBIEC U UHTAISLUOHHbBIE KOPTUKOCTEPOUIBI.

A3UTpOoMHULIMH Ha3HayaeTcs B 103€ 250 mr (601bHBIM ¢ BecoM MeHee 40 kr) u 500 mr (601bHBIM C BECOM
40 xr u Oojee) uyepe3 JABa JHSA Ha TPETUH MeXay NpUEeMaMd NUILM; JIUTEIHOCTb TEparuu
WH/IMBUIyaJIbHA.

Kaapurpomuuus B 10o3e 125 mr (6onsHbIM ¢ BecoM MeHee 40 kr) u 250 mr (6onbHbIM ¢ BecoM 40 KT U
OoJiee) yepes JIeHb He3aBUCUMO OT npueMa nuiy 21-28 nueit [9].

Hecreponanbsie nporuBoBocnaiurteabHble npenaparsl (HIIBIT) nmpu MB paccmarpuBatoTcst kak
anprepHatiBa 'KC (tonpko nbynpoden). Boicokne no3s1 nbynpodena (koHneHTpanus B mazme 50-100
I/MJ1) IPOJIEMOHCTPUPOBAIIN COXpaHEHUE (PYHKIMH JIETKUX, 3aMEJIEHHE POTPeCCUPOBAHMSI TOPAKEHUS
aerkux npu MB [17], puck nmoOo4HbIX 3(P(HEKTOB CBsI3aH B OCHOBHOM C JKEIYJIOYHO-KHUIIEUHBIMU
paccTpoiicTBaMU U KPOBOTEUEHHUEM, IIPHU 3TOM I10J1b3a NPEBATMPYET HaJ puckamu [19, 37].

2B Hecreponanbie nporuBoBocnanurenabHblie npenaparsl (HIIBIT) oxa3siBatoT 10CTaTOUHO

BBIPKEHHBIA TPOTUBOBOCIIATUTENbHBIN 3 ()EKT, HO MPHU UX ATUTEIHHOM IPUMEHEHUU
4acTO pa3BUBAIOTCS CepbE3HbIE OCI0KHEHU. OOCy)KIaeTcsi BO3MOKHOCTb JUIUTEILHOTO
npumenenus npu MB HIIBII, cenexkTuBHO MHTHOMPYIOMIMX [IUKIOOKCUT€HA3y-2, OHAKO UX
MIPOTHUBOBOCIIAJIUTENbHAS aKTUBHOCTh HUXKE, YeM Y OoJiee paHHHX aHaJOrOB

HNoynpoden B no3e 20-30 mr Ha 1 KT Maccel Tena 2 pasza B JeHb JIETSM B BO3pacTe OT 6 JIET U B3POCIBIM;

MakCHUMasbHasl CyTOYHas /103 JJIsl B3pOCIbIX cocTaBisdeT 1,2 r; A AeTed U MOAPOCTKOB B BO3pacTe OT

121017 ner—-1,0r.

I'miokokopTukoctepouabl (I'KC) o0nagaroT  BBICOKOM  CHUCTEMHOM  MPOTHBOBOCHAIHTEIBHON
akTuBHOCTHIO. Mcnonp3oBanue 'KC B psafe ciiydaeB siBisieTCss HEOOXOJUMBIM, € IMHCTBEHHBIM PEIICHHEM
npu MB. Ilepopanpasie 'KC ynyumaror (yHkiuto jerkux (Mpu Jgo3€ NMpPeaHU30J0HA 1-2 MI/KT ¢



JUTUTETTLHOCTRIO TIPUMEHEHHsI 10 4-5 JIeT), UX HCIOoJIb30BaHHe Mpu MB orpanudmBaeTcs cephbe3HBIMH
no6ouHsMH 3¢ dexTamu [35]:

e UACTBIE, HEOIACHBIE JUIS 3J0pPOBbS U JKU3HH, 10303aBHCHMBIC: 3K30T€HHBIM THIEPKOPTUIU3M
(yBeNIMYeHHUE anmeTuTa, npubaBKa Beca, KOKHO-TPO(UUIECKHE N3MEHEHUS, UICTOHUEHHE, CYXOCTh
KOXKH, CTPHM, YIpU, YCHJIEHHE KalWUIIPHOTO pPHCYHKA), JIEHKOLMTO3, TUIOKaIMEMus,
renaToMeranus;

e HEYacThle, 3aBUCAT OT MHAMBHUIYaJIbHBIX OCOOCHHOCTEH, T€HETUYECKONW U KOHCTUTYLIMOHAIBHON
NPEpPacoNOKEHHOCTH: TOAaBIeHHEe (YHKIMM KOpbl HaamoueyHukoB U mponaykimu AKTL,
UH(EKIMOHHbIE OCJIOKHEHMs, NMoBbIIeHne AJl, 0cTeonopos3, sI3BEHHbIH MpoLece B XKeIyJ0YHO-
KMILIEYHOM TPAKTE, THUIEPIVIMKEMUsS M IJIFOKO3Ypus, IICUXUYECKHME DPACCTPOMCTBA, MHUOIATHSA,
KaTapakTa, 3aIep>KKa pocTa.

Jliss MUHUMU3aMK JaHHBIX 3()PEKTOB HCIONB3YIOTC HHramsuonHbie KopTrkoctepousl (MUI'KC) [34,
9, 10].

Ioka3anus xk npumenenuo UI'KC: coueranne MB ¢ OpoHXuanpHOW acTMOH, THIEPPEAKTUBHOCTHIO
OpOHXOB, HaJMuYue ajuiepruueckoro puHuta. IlpuMmeHsroT OGeknomera3oHa IUNPONUOHAT, OYJIECOHHI,
¢uryTHKa3oHa TPONMMOHAT B (OpPME MOHOTEpANMHM WM B KOMOWMHAIMU C [2-arOHUCTaMU DPa3TUIHON
JUINTENILHOCTH  JieHcTBUA  (dopMmoTepos,  cainMmerepos, cainpOyramon). Mcmonb3yrorcss 03Bl
PEKOMEH/I0BaHHbIE TP JAaHHBIX 3a00JIEBaHUAX B PA3JIMYHBIX BU/1aX UHTAJSIIMOHHOTO IPUMEHEHUS.

Ilepopanbnoe npumenenue I'KC npu neroyHoid u cmemanHod ¢opmax MB  MoxeT ObITH
pexkomenioBano nipu [34, 9, 10]:

e TsKenoe TeueHue MB ¢ yacTeiMM  O00OCTpPEHMSIMM,  BBIP@XEHHOM  JbIXaTEJIbHOU
HEJI0CTaTOYHOCTBIO;

e OOCTPYKTUBHBIN CUHAPOM, pepaKTEPHBIN K 1eHCTBUIO $2-arOHNUCTOB;

e IIPU BOCHAJIEHUHU C 0Opa30BAHUE ATENEKTA30B B JIETKHUX;

e ajulepruyeckuil Oponxoserounsiii acnepruies (ABJIA).
MeTonuka Ha3HA4YeHWs NPeIHH300HA: U3 pacuera | (1-2) Mr/kr (akTUueckoro Beca, BHYTPh B
TedeHue 15-20 nHel; CKOpOCTb CHMIKEHHUS OIpeNessieTcsl MCXOQHOW A030M: mpu 15 mr/cyt u OGonee
cHkenue no 1-1,25 mr 1 pa3 B 3-4 aus; ¢ 15-10 mr/cyt cumxenue no 1-1,25 mr 1 pa3 B 5-7 gueii; npu
HE00X0IMMOCTH 00JIee JUINTEIBHON Tepaluy - albTEPHUPYIOIIUI KypC IpHeMa IPEIHNU30JI0HA.

Buramunsbi:

* Toxodepomn anerat 100 mr, kKarcyna;

* Konexanbiudepon kamnum A npueMa BHyTpb, BoaHbIN pacTBop 15000 ME/Mmi;

* Petunon auerar kancynsl 5000 ME, 33000 ME.

*AxkBa/lekc nim Jlekac xeBarenbHbIe Ta0MeTKH OT 4 110 10 jmeT -2 TaONIeTKH B ICHB, )KCITaTHHOBEBIC
KaricyJisl oT 4 1o 10 ner -1 xenaTuHOBas Kancysa B IEHb U cycnieH3us BHyTpb oT 0 1o 12 mecsues - 1 Ma
B JIeHb, OT 1 10 3 jIeT - 2 MJI B JIeHb

Pexomenayembie 103bl dKMPOPACTBOPUMbIX BUTAMUHOB U 0eTa-KapoTHHA
IJIS manuenToB ¢ MB.

Tadanua 18

Buramunsl | XapakTepucTuka O0IbHBIX J1o3b1
A Bce ¢ [TH* 4000-10000 ME/cyT**
I Bce ¢ [TH* 400 - 2000 ME/cyT**

Bce: 0-6 mec 25 ME/cyt **

6-12 mec 50 ME/cyT
E 1-4 ronma 100 ME/cyT

4-10 et 100-200 ME/cyT

Crapmie 10 ner 200 — 400 ME/cyT



2— 5 mr/cyt

2-10 mr/cyT

bera-kapotun Bee ¢ I[TH 0,5 — 1 mr/kr/cyT, makc. 50 mr/cyT
*I1H — mankpeaTtnyeckas HEAOCTATOUHOCTh

K Bce ¢ ITH npu narosnoruu ne4eHu

**]lepeBoj OTHUX €IUHUIl U3MEPECHHI 103 BATAMHHOB B JIPyTHE:
ButamuH A: 1 mr =3333,3 ME

ButamuH JI: 1 mxr =40 ME;

ButamuH E: 1 mr = 1,36 ME

MuKpo3j1eMeHTbI:

Harpwuii

e 1-2 mMMmonb/Kr Beca - AN MIIQJICHIIEB PUCKOM pa3BUTHUS AePUIMTa HATpus AaBaThb COJIb B
HEOOJIBIIIOM KOJIMYECTBE B TEUCHHE JTHS, PACTBOPUB B BOJE UJIH COKE)

e Jlo 4 MMOJNB/KT — A7l MIIQJICHIIEB C MOBBIIICHHOW MOTPEOHOCTHIO B HATPHUU, MPOKUBAIOIIUX B
JKapKOM KIIMMATC, IIPpU HaJIW4UH OOJIBIINX MOTEPhb KUAKOCTU (pBOTa, JMXopaaka, auapes,
TaXHITHO?) WU MIIAJCHIIBI CO CTOMOM

e (ConenHas NuIlA WK KarCyJbl XJIOpPUIa HATPUS — IJIs I€T€l U B3POCIIbIX NALMEHTOB NPU HAIMYUHU
CTPECCOBBIX cmyaunﬁ C MOBBINICHHBIM ITOTOOTACIICHUEM

YT10o0b1 Npeodpa3zoBaTh MMOJIb B MI' HATPHUS, XJIOPHIA WJIH XJOPH/Ia HATPHUS, YMHOKbTE
MMOJIb Ha 23, 35 nim 58 (MoJieKky/IsipHbIe MacChl HATPHS, XJIOPUAA U XJIOPHIAa HATPHUSA),
COOTBETCTBeHHO. B 4 4aiiHoii J10:KKe €0J1M, 0KO0J10 25 MMOJIb WM 575 Mr HaTpus.

Kanbuuii

Pexomenmyercs, 4ToObI €XXeTHEBHOE MOTPEOIEHNE KAIBINS COOTBETCTBOBAJIO HOPMATLHBIM ITAJIOHHBIM
3HAUEHUSIM /IS 3IOPOBBIX JIto/Iel Toro ke Bo3pacTta (CTeneHb JoKa3aTeIbHOCTH: HI3Kas)
Pexomenayercs nuiiaM ¢ HEONTUMATBHBIM IMMOTPEOICHUEM KAJIBIIUS YBEIMUUTD MOTPEOIECHUE C TTUIIICH
OoratpIX KaJlbllieM MPOAYKTOB, B OCHOBHOM MOJIOYHBIX ITPOJIYKTOB, U CJI€AyeT MPUHUMATH JOOABKH
KaJIbIUs, €ClIU oTpelieHue ¢ nuien ocraercss HU3KUM. (CTeneHb 10Ka3aTeabHOCTU: HU3KU)

Jlo3a motpebiisieMoro Kanbius st jiui; ¢ MB cornacHo pekomenpanusm, EFSA [29].

Tao6auma 19
Bospacr Ho3za
0- 6 Mecs1IeB 200 mr
7- 11 MecsieB 280 Mr
1- 3 roma 450 mr
4-10 et 800 mr
11-17 ner 1150 mr
18 - 25 ner 1000 mr
>25 ner 950 mr
Keaeszo

B caygasx nedurmTa sxene3a peKOMEHIyeTCs yCTpaHEHHE OCHOBHBIX IPUYHH BOCTIAJICHHUS U T0OaBJICHUS
JKeJe3a TOJIBKO Ipu coxpaHeHuu aepunmra. (CTeneHb J0Ka3aTeIbHOCTH: YMEPEHHAs)
MOHUTOPUHT:



[Ipennaraercs NpoBOAUTH MOHUTOPUHT J€TEH, MOAPOCTKOB U B3POCIBIX MAIMEHTOB E€XEroJHO,
UCIIONIB3YSl OIpeZeNieHuEe COIepXKaHUs jKelie3a B ChIBOPOTKE KPOBU, paziuyas xKene30aeUIUTHYIO
AHEMUIO ¥ XPOHUYECKYIO aHEMHIO0 BOCHAJICHUS; €CJIA €CTh MOJ03pEHUE HA NEPUIUT Keye3a, YBEIUIUTh
4acToTy MOHUTOpHHTA. (CTeneHb JoKa3aTeIbHOCTH: HU3Kas)

uuk

- MnaieHusl 1 aet <2 JIeT ¥ ¢ HaJJM9UeM PHCKa Pa3BUTHSI HEJOCTATOYHOCTH IIUHKA - | MI/KT//IeHb
(Makc 15 mMr/nmenp) — IIUTENBHOCTh 6 MECSIICB

- IeTH OT 2 10 18 et u ¢ Hanmu4KueM prCcKa pa3BUTHsI HEJOCTATOYHOCTH IIUHKA - 15 Mr/meHs —
IUIATENLHOCTEL 6 MECSIIEB

B3pocapie >18 et u ¢ HaTUYKUeM prCKa Pa3BUTHS HEJJOCTATOYHOCTH IIUHKA - 25 MI/IeHb — JJITEIbHOCTh
6 mecsnes [43,52].

IlepeyeHb 10MOJHUTENbHBIX MeIHKAMEHTOB:

* Byneconun cycnien3us st nHTaIsnuid 0,25 Mr/mit, TOPOIIOK Tt MHT TSI

no3upoBaHHbIi 100 MKr/mo3a;

4.5. MegukaMeHTO3HOeE JieueHHe, OKa3biBaeMoe Ha aM0yJI1aTOPHOM yPOBHe:

IIpu MykoBHCHU/103€ TPOBOAUTCS MOKM3HEHHOE JIedeHHe CJIeTyI0IUMHI

npenapaTamu:

JlopHasa — ajib(a - MyKOJTUTUUYECKHIM pacTBOpP AJs MHTaAIMi 2,5Mr/2,5 mit Ne6, no3a ctannapTHasi, 1o
2,5 mr (1 amm.) 1 pa3 B cyTkH, €XEIHEBHO, IOKU3HEHHO, TPUMEHsIETC 0€3 pa3BeICHUS |

1A MuxkpokancyJupoBaHHbIe NAHKPeaTHYeCKUe 3aMEeHUTEIH B KUILIEYHOPACTBOPUMOI
obomnouke, coaepxkaiue muauMuKpocdepst 10 000E/, 25 000E/], ans koppekuuu
MaHKPEaTH4eCKOM HEIOCTATOUYHOCTH, MOKU3HEHHO, €XEAHEBHO, KOPPEKIIHS 1036l ITpenapara
WHJMBHIyallbHas, MO MMOKA3aTENI0 CTEATOPEN B KOIPOTPaMMe

ToOpamMuumH - Ipyu XpOHUUECKON CUHETHOMHON MH(eKIuH 1o 28 aHel 6 KypcoB B ro1y;

bonbHbIE c MB HYKJIAI0TCS B IIOCTOSIHHOM IIPUMEHEHNN aHTHOaKTepHATIbHBIX
IpEnapaToB B 3aBUCUMOCTU OT XapakTepa MUKpPOQIJIOpbI B pecrnupaTopHoM TpakTe. B amOynaTopHbIX
YCIOBHUAX AHTUOMOTHKOTEpANusi MNPOBOAUTHCA JUIl KYHNUPOBaHHUS HE TSDKEIbIX OOOCTpEeHMH U
npoduaakTuyecku y OoJIbHBIX 0€3 NpHU3HAKOB 000CTpeHHs OpoHxoseroyHoro mnpouecca. llpu
o0ocTpeHnn OpOHXOJIETOYHOrO0 TNpollecca BHYTPUBEHHOE BBEJIEHHE AaHTUOMOTHKOB HAUYMHAETCs B
CTalllOHape, IOCJIE MOSBICHHUS IOJOXKUTEIbHON KIMHUYECKONW IUHAMMKHU JI€UYEHUE NPOAOKAETCS B
amMOyJIaTOPHBIX yCIOBUAX!

I'mnepronnyeckuii pactBop ot 3 10 7% 115t MHTANIAIKUK 2 pa3a B J€Hb IOCTOSHHO.

AxBa/lexce, /lexac - sxeBaTenbHble Ta0neTKu oT 4 10 10 et -2 TabneTKu B AEHB, )KEITATUHOBbIE KAIICYJIbI
oT 4 1o 10 net -1 xenaruHOBas Karicynia B I€Hb U cycnieH3ust BHyTpb oT 0 10 12 mecsues - 1 mut B J1eHs,
ot 1 1o 3 neT - 2 MJI B IEHD.

ITepeyeHb 10NMOJHUTENBHBIX JIEKAPCTBEHHBIX cpeacTB (MeHee 100% BepoATHOCTH NPHUMEHEHUs):
* Perunon anerar

* Ypcoae30KCcuxoareBas KUCIIoTa;

* Tokodepomn arerat

* Xonekanbuudepon

4.6. MeankaMeHTO3HOeE JedeHue, 0Ka3biBaeMoe Ha CTAllHOHAPHOM YPOBHe:

IlepeyeHb OCHOBHBIX JIeKapCTBeHHBbIX cpeacTs (MMeriux 100% BeposiTHOCTH IPUMEHEHH):
* ALIETUILMCTEUH PACTBOP JUIsl MHTAJSILIMU

* AMOPOKCOJI THUIPOXIIOPHU/T

* Makpomu bl



* Ap0yMHH 4eTIOBEYECKHA

¢ AMUKaIIUH

e [leamepazon-cynpbakram

» Bopukanoszon

* Jlopnasa anbda

* Unpotpomnust 6Gpomu

* Meponenem

* Petunon

» CaneOyramon (HebyTtamon)

¢ [Tuneparmuna\Tazabakram

* [TaHKpeaTuH KarcyJibl B KUIIEYHOPACTBOPUMON 000JI0UKE, COoIeprKaIne
MUHUMUKPOChEpsI

* IIpennusonon

* To6pamurua Tokodepon arerat
* TuKapIHMUTHH\KIIaBYyTaHAT

* Ypcoae30Kcu-X0nueBast KUCIOTa
* [ledprazumum

* [ledTpuakcon

* Hedpenum

o [ledenum /Tazobakraml r, daakoH;
» ®ochomurun (Pochornteo)

* QyKaH030d1

+ OmorukazoH(Hebydiro3on)

+ |g G yenoBeueckuit

« buorepon

« Jlonrupgasa

« ['anaBur

« [lonmmokcunonum

« Ackopun

+ OynMynuia- aHTUOMOTHUK (THaMGpEHUKOM)
+« MannurTon

IlepeyeHb 10MOJHUTENBHBIX JeKAPCTBEHHBIX cpeacTB (MeHee 100% BeposiTHOCTH NIPUMEHEHHS).
* byneconun

» dochonunusl

* Dprokanbuudepon

* [{unpodnokcamn

o OTOPXUHOJIOHBI

o ®ochomummn (Docdormueo)

4.7.MennkaMeHTO3HOeE JiedeHHe, OKa3biBaeMoe Ha ITale CKOPOil HEOT/I0KHOM MOMOIIN:
* YBIQXHEHHBIN KUCIOPOT;
» CanpOyTamon

3C [TpeaHn3010H B MaJIbIX 103aX TIOMOTAIOT HE TOJIBKO CTa0OUIU3UPOBATH COCTOSTHUE TTAI[UEHTA,
HO U YJIYYIIUTH QYHKIIMOHATBHBIE ¥ KIMHUYECKUE TOKA3aTeIH.

OuyeHb BasKHO CO0/TI0ICHHE CAHUTAPHO-TUTHEHNYEeCKOro pe:xxuma npu MB
(mpoBeTpUBaHMe MOMEIIEHUI, HCKIHYEeHHUE KOHTAKTA ¢ MH(PEeKIIMOHHBIMHA 00J1bHbIMHU,
4YHMCTOE HATEJIbHOE U MOCTeJbHOE OeJibe U ID.).




Cnenudguuyeckoro Jedenue MB He cymecrByer. JledeHue OO0JIbHBIX HNPH
MYKOBHUCIH/03€ HANPABJIEHO o0ecriedyeHne MAaKCHMAJIbHO BbICOKOI0 Ka4eCcTBA KU3HHU
NANMEHTA U I0JLKHO OCYIIECTBJSITHCS B CIIENNATH3UPOBAHHBIX IIEeHTPaX.

4.8 JIpyrue BUIbI JIeYeHHS

I[pyrne BHU/IbI JICYCHHUSH, OKA3bIBA€EMbIC HA CTAIUOHAPHOM YPOBHE:

1A Kune3urepanusi— 0J4UH U3 Ba)KHbIX KOMIIOHEHTOB KOMILJIEKCHOTO JieueHuss MB.
I'naBHas uejb NpoBeeHUs] KHHE3UTEPANNU — OYHUIIleHHe OPOHXHAIBHOTO JiepeBa
OT CKOIVIEHHH BA3KO0I MOKPOTHI, 0JIOKUPYIOIIMX OPOHXM U NMPeIPACHOIAraloInX K
pa3BuTHIO UHPEKIMOHHBIX 3200/1eBAaHU OPOHX0IEr0YHOM CHCTEMBbI.

Haubonee yacTo uCHoNbp3yIOT CIEAYIOIINE METOIUKA KHHE3UTEePAuu:

- IOCTYPAJIBHBIN APEHAK;

- IEPKYCCUOHHBIN Macca)X rpyJHON KIETKH;

- aKTHBHBIN ITUKJT IBIXaHUS;

- KOHTPOJIUPYEMOE OTKAIILITUBAHUE.

Kunesurepanus nokazaHa BCeM HOBOPOXKJIEHHBIM U JETSIM IEPBBIX MECSIIEB )KU3HH,
601pHBIM MB. V rpyaHbix neteil 00bIYHO MPUMEHSIOT TACCUBHYIO TEXHUKY KHHE3UTEepaIuu,
BKJIIOYAIOIIYIO:

- TIOJIOXKEHMSI, B KOTOPBIX YJIydlIaeTcs 9BaKyalus CIU3H U3 JIETKUX;

- KOHTAKTHOE JIbIXaHUE;

- Maccax ¢ JErkor BUOpanuen u MoriaKuBaHUEM;

- 3aHATHS HA MAYE;

- IPEHaX C MOMOUIBIO CIIEIMATLHOI0 BUOPAIIMOHHOTO JKUJIETA: Y MAllUEHTOB C
MYKOBHCIIHI030M B JIF0OOM BO3pacTe (0T HOBOPOXKIECHHOTO JI0 B3POCIIOTO).

D¢ (hexkTUBHOCTB T€X UM UHBIX METOJIOB BapbUPYET B 3aBUCUMOCTHU OT MHIUBUAYAJIBHBIX
ocobeHHocTei nauurenToB ¢ MB. Uem mnaaiie pe6€HOK, TeM OoJiee TacCCUBHBIE METOIUKU
JPEHUPOBAHHUS CIENYET UCIIONIB30BaTh. HOBOPOKAEHHBIM BBINIOJIHSAIOT TOJIBKO MEPKYCCUIO U
KOMIIpeccuIo rpyaHoi kiueTku. [1o mepe pocta ped€HKa ciielyeT IOoCTENeHHO BBOJUTH Oolee
aKTUBHbIE METOJIUKH, 00y4as MalMEHTOB TEXHUKE KOHTPOJIUPYEMOT0 OTKALUIUBAHHUS.
Perynsaphsle 3aHsTHA T1e4eOHON (HU3KYIBTYpON TO3BOJISIOT:

- 39(peKTHUBHO JIEUUTH U TIPEIYIPEXKIATh 000CTPEHUS XPOHUUIECKOTO OPOHXOJIETOUYHOTO
IpolLecca;

- (hopmMHpOBaTh MPaBUIBLHOE JbIXaHUE;

- TPEHUPOBATh JIbIXaTENIbHYIO0 MyCKYJIaTypYy;

- YIIy4IIaTh BEHTHIALUIO JETKUX;

- IOBBIIIATH SMOLIMOHANBHBIN cTaTyc peOEHka [46].

JleueOHas puskyabTypa:

1. «bAHAH» nonoxenue Ha ciuHe. Pyky BBITSIHYTBHI BBEpX M HaIlPaBJICHbI B OJHY CTOPOHY (BJIEBO WU
BIIpaBo). TyrnoBuIle MaKCUMaabHO U30THYTO. HOrM BBITSHYTHI IPSAMO U HAIIPABJICHBI B TYKE CTOPOHY,
YTO U PYKHU.

2. «BUHT» I'onoBa u BepXHsisl 4aCTh TYJIOBHIIA IPUXKATHI K MOJTy, Kacasch €ro JonaTkaMmu. Pyku
BBITAHYTHI BBepX. HIKHSAS 4acTh TyJIOBHILA TOBEPHYTAa HAOOK B OZHY CTOPOHY (BJIEBO WJIU BIPABO).
HwuxHss Hora BeITsIHYTa. BEepXHssd HOra MaKCUMaJIbHO COTHYTa B KOJICHE.



3. «KKOBPA» nonoxxenue Ha )xuBote. Horu BBITSHYTBL. Pyku TSHyTCA Hazan 10 sroauil. 3aTeM, rojoBa
1 BEpXHSS 4acTh TYJOBUIIA [IOJHUMAIOTCS BBEPX.

4. «Y3EJI» [Monoxenue cuas. [IpaBas Hora cornyTa B KOJ€HE, HApPaBJIeHA BJIEBO U ITOMEIIICHA 3a
JIeBOM KOJIEHKOM. BepXHsis 4acTh TynOBHINIA TOBEpHYyTa Bipaso. [IpaBas pyka, B BUjie ynopa, no3aau
ArOJML, KaK MOXKHO J1ajibllie BiIeBo. KOHUYMKY NaliblieB HAlIpaBJIeHbl Ha3al. JIOKOTh JIEBOI pyKH mpuxar
K IIPaBO KOJIEHKE. 3aT€M B APYTYIO CTOPOHY.

5. «kKYBBIPOK» 13 nonoxxeHus: Cujsi BpaliaTthCsi Ha CIIMHE Ha3a/l, 10 TeX Mop, MOKa KOJIEHU He
KOCHYTCS yuie. Pyku noaaepxuBaroT AroIuLIbl.

6. «['OPKA» nonoxenue cujs Ha nsaTkax. Pyku Hazan, kak ynop. BapuanTsl ynpakHEHUS:

- KOHYMKH NaJbIEB HAIlpaBieHbl Ha3al. [ pyp IpUNOIHATE BBEPX.

- U3 TIOJIOKEHUS «CHJISI HA MATKAX» MEJIJICHHO JIBUTAThCS BIEPE]] C BBITSIHYTHIMU pyKaMu. SITOAUIIbI
03aa1 KOJICHEN.

7. «KMPA®» Cros Ha KOJEHsIX, JIEBas pyKa BBITAHYTa BBEPX. TyJIOBUILE IOBOPAYUBAETCS BIIPABO
BCJIE]] 32 IPaBOil pyKOM, KOTOpast JOJI)KHA KOCHYThCS JIEBOM MATKU. 3aTEM, B IPYTYIO CTOPOHY

8. «(IITUYKA» B nosioxeHuu jiexxa Ha )KUBOTE BEPXHIOIO YaCTh TYJIOBUILA U TOJIOBY MPUTIOAHSITH.
Opnna pyka BbITAHYTa Briepea. [pyras pyka c;KMMaeT CTOIy IPOTUBOIIOJIO0KHON CTOPOHBI.

JleueOHas puskyJbTYpa 175 MaJICHBKHUX JAeTeH (OT 2-X A0 5-TH JIeT) y100HO UCIOIb30BaTh
YOpaKHEHUS: «0aHaH», «BUHT», KKYBBIPOK», «TOPKa», «OKUpa]», «IITUUKAY.

Jlnist 6oitee crapiiux AeTel, MOIPOCTKOB U B3POCIBIX: «KOOPay, «y3ei», «BUHT», «PbIOKay», «IITUYKAY,
«KYBBIPOK».

[Ipu cHUXKEHUM TOJIEPAHTHOCTH K Harpys3kam, Harpumep, Bo BpeMs OP3, none3Hs! ynpaxHeHus,
TpeOyIoIIe HANMEHBIIETO HAPSKEHHS «MBIIIIID, «BUHTY», «KYBBIPOK», «TOpKa», «OaHaH» [52].

Jlpyrue BUAbI Jie4eHHUsI, 0Ka3bIBaeMble HA ITane CKOPOil HeOT/I0:KHOI MOMOILIM: HE TPOBOASTCS
Xupypruueckoe BMelIaTeIbCTBO, 0KA3bIBA€MO€E B CTAIIMOHAPHBIX YCJIOBHAX:

YacToe 0ClI0XKHEHUE CO CTOPOHBI AbIXaTEIbHON CUCTEMBI: THEBMOTOPAKC.

[IpoBoauTCs MIIeBpanbHas MyHKIMS C IPEHUPOBAHUEM TTOJIOCTH TUIEBPHI 10 bromnay, ¢ 1enbio yaaneHus
MOJIMTIOB HOCA, JIJIS1 YCTPAHEHHUS 3aKYMOPKH MUIIEBAPUTEIHLHOM CUCTEMBI WIIH IS TPAHCILIAHTAIINH
JIETKUX WM TIEYEHHU.

S.PEABUJIMTALIMS U TUCNAHCEPU3ALIMSA JETEN C MYKOBUCLIMI0O30M

IlepBuyHas  AMarHOCTMKa W MOAOOp  TEpalmuu  OCYIIECTBIAETCS B YCIOBHAX
CHEIMAIM3UPOBAHHOIO ITyJIbMOHOJIOTHYECKOIO CTAallMOHApa WM OTJENEeHUs (IMAlUEeHThl C HETSKEIbIM
TE€YEeHUEM, OCOOEHHO INpH KAaTaMHECTUYECKOM HaOJIOJEHMH MOTYT OBbITh TOCHUTATU3UPOBAHBI U B
JTHEBHOM cranuonap). JlnnrenbHocTh npedbiBanus 14-21 neHsb.

5.1. IpopunakTuyeckne MepoONpPUATHS:
* caHaIlMs OYaroBbIX HH(MEKIUH.

O0s13aTeIbHO MCIO/Ib30BAHNE COOTBETCTBYIOIIMX Mep NPOPHIAKTHKH HHPEKIUH KaK y
NALMEHTOB, TAK U Mepa00THUKOB NpH padore ¢ nanuentamu MB. KonTakTsl Mexkay
napueHTaMu MB 10/1:kHBI ObITH CBeIeHbI K MUHUMYMY.

5.2. laabHelilee BeIeHNE: Taoauna 20.
Ilian amOyJsaTopHoro ocmorpa 60JbH0ro MB B noJIMKJIMHUKE

Bune! o6ciienoBanue

Yacrora nposeacHus

KoHcynpTalys myapMOoHOJIOTa

1 pa3 B 3 mecsia

KoHcynpraims racTposHTepoJiora

1 pa3 B 3 mecsna




KoHcynpranus remnarosora 1 pa3 Brog

Koncynpranms iop-Bpaua 1 pa3 Broj

AHTponomerpus (poct, Macca Teja, pacuer 1 pa3 B 3 mecsua
Macca-poOCTOBOIO COOTHOIICHHS)

[ToceB MOKpOTHI ( ITpH HEBO3ZMOXKHOCTHU coOpath | 1 pa3 B 3 mMecslia, JOMOJIHUTEIBHO IPU

MOKPOTY - Ma30K C 3aJIHEW CTEHKHU TJIOTKH) MpU3HAKAX 000CTPEHUs] OPOHXOJIETOYHOTO
npotecca

Kiandeckuil aHanus KpoBu 1 pa3 B 3 MecsLa, TONOJHUTENIBHO NIPU
MpU3HAKax 000CTPEeHUsI OPOHXOIETOUHOTO
npolecca

OO01muii aHaJIU3 MOYH 1 pa3 B 3 mecsua

Komnponorus 1 pa3 B 3 mecsia

®dexanpHas d1acTasa [To noka3zanusam

buoxumuueckoe rccneaoBanue KpoBu 1 pa3 B TOA

(meyeHouyHbIE€ TPOOBI, IPOTEUHOIPAMMA,
JIEKTPOJIUTBI, INII0K03a)

Omnpenenenne GyHKINN BHEITHETO JbIXaHUS 1 pa3 B 3 Mecs11a, TOTOIHUTEIBHO MPU
(®BN) MPU3HAKAX 000CTPEeHUsI OPOHXOJIETOYHOTO
npoiecca
Ornpezenenue catypauu KUCIopoaa 1 pa3 B 3 Mecsiua, AOMOIHUTENBHO MIPU
MpU3HAKaX 000CTPEHHSI OPOHXOIETOYHOTO
rpoiiecca
PentrenorpamMma opraHoB rpyIHON KJIETKH 1 pa3 BTO]
VYapTpa3ByKoBO€ HCCIEAOBAaHUE OPraHOB 1 pa3 Broa
OpIONIHOM MOJIOCTH
I'J1IF0K030TOJIEpaHTHBIN TECT 1 pa3 B 2 roga aersim crapuie 10 jget
Tabauna 21.
Buabl cnopra, pa3penieHHbIe U 3anipelieHHbIe Y 00JIbHBIX MYKOBHCIM/I030M.
Pa3pemeno 3anpemeno*
IlinaBanue Konbkn
ber Tsxenmas aTyieTuka
E3na na Benmocumnesne dyTtOOoN
XOKKe#
JIbnku
bagMuaTTOH
bonb11oil 1 MaJIbIii TEHHUC IIpeKKH B BOAY
BepxoBas e3na Per6u
Wora 3010
Yy backer6on
Bozeitbon Motocnopt
lonbd
Typuszm

*[Ipumeuanue: 3TU BUJIBI CIIOPTA 3aMPEILEHBI B CBSI3U C ONACHOCTHIO, TOBBIIIIEHHON TPaBMaTHU3allUH,
CJICZICTBUEM KOTOPOM SIBISETCS ATUTEIBHBIN MIEPHO OTpaHUYCHUsT (PU3NUECKON aKTUBHOCTH, YTO KpaHe
HEOJIaronpusITHO CKa3bIBACTCA Ha IPEHAXKHOMN (DYHKIUH JIETKUX.



5.3. Bakuunanus jereii ¢ MyKOBHCIHI030M
MyKkoBHCIHI03 SBISETCS NPSIMBIM MOKA3aHUEM JUIS MPOBEACHUS NMPOPUIAKTUYECKUX MPUBHUBOK B paM-
kax HanuoHanbHOro Kanenaaps.

MyxkoBHCHHI03 HE SABJIAAETCH NPOTHBONOKA3AHMEM /ISl NMPOBeACHUS NPOPUIAKTHYECKUX
NPUBHBOK.

W3BecTHO, YTO JETH ¢ MYKOBHCIIMJIO30M SIBJIIOTCS TPYIIION PHUCKA MO Pa3BUTHIO MHPEKIMOHHBIX 3200-
JIeBaHMI ¥ HOCUTEIBCTBY TaKMX MUKpPOOpPraHu3MoB, kak Staphylococcus aureus, Haemophilus influenzae,
Streptococcus pneumoniae, MykouaHBIX ¥ HEMyKOUIHBIX Gopm Pseudomonas aeruginosa u Burkholderia
cepacia. Bricoka pacnpoCTpaHEHHOCTh CPEIU ITHUX JETEH COMYTCTBYIOIIECH XPOHUYECKON MATOJIOTHH,
YCYTYOJISIFOIIeH TSKECTh TeUeHUS MHGEKIUU U Mpeapacnoarampieil K BO3HUKHOBEHUIO Pa3JIMYHbIX OC-
noxuaenuit. [Ipodunaxtuka nadekunii y manueHToB ¢ MB 1omkHa OCYIIECTBIATHCSA HE SIH30JMUECKH, a
MyTeM IJIJAHOMEPHOTO BBIMIOIHEHUSI MEPOMPUITHIA, MPEAYNPEKIAIONINX PACIPOCTpaHeHUE UH(DEKINH, a
TaKXKe Mep, MOBBIIIAIONINX OOIIYI0 U CIEIU(PHUECKYIO COMPOTHBIIEMOCTh Opranm3Ma. DPPEKTUBHBIM
CPEICTBOM B MPEAYNPEKICHIUH HH(PEKITMOHHOM 3a00J1€Ba€MOCTH SIBJISIETCS BaKIIMHOMPO(DUIAKTHKA.
Kpome npuBrBok HannoHanbHOro KaneHaaps, AOMOJHEHHOTO BaKIMHALIMEN NPOTUB MHEBMOKOKKOBOM U
remounsHOM nHpekuy, aeteit ¢ MB nenecoo0pa3sHo MPUBUBATH OT:

-~  MEHMHTOKOKKOBOU MH(pEKIH (C 2 JIeT);

— remaruTa A;

- BeTpsiHOM ocIibl (¢ 12 mecsiies);

— potaBupycHoOU uHpekuu (c 6 HeAemb);

— AKTYyalbHOCTb €XKEroJIHOM BaKI[MHALIMK IIPOTUB IpHUIlNla coxpansercs [47].

IHPUBEP KXEHHOCTb

MyKOBHCIIII03 — 3TO 3a00JIeBaHUE, IMOIMOHAIBHO Pa3pyIIUTEIbHOE KaK JJIsi CAMUX MAllUeHTOB, TaK U
JUIsl 4iIeHOB ux cemeil. Kpome Toro, nmosxu3sHeHHOE JieyeHre U moOoyHble 3 (HEKTHI, BEI3BAHHBIE IPHEMOM
IIpenapaToB, MOTYT CIIOCOOCTBOBaTh DPA3BUTHIO JAEIPECCUH, TPEBOKHOCTU U CHOCOOCTBOBATH EIIIE
00JbIIEMY OTPUILIATEIBLHOMY BIIMSHHUIO HA MPUBEPKEHHOCTHh ManueHToB. C yyeToM KaTacTpo(pUUecKUX
NOCIEACTBUM MYKOBHUCLMJ03a JUIsl 3[J0POBbsl OOLIECTBA, OTBETCTBEHHOCTb 3a YCIEIIHOE 00eCHedeHUue
Ka4eCTBO JKU3HU JIOXKUTCS Ha paOOTHHUKOB MPOTPaMMBbI 3/IpaBOOXPAHEHUS, Bpauell U CaMUX MalMEHTOB.
Cnabast TpUBEP)KEHHOCTh JIEYEHUIO MOKET TNPUBECTH K YIpo3€ JKU3HM NAlMEeHTOB, MOBBIIICHUE
NPUBEP’KEHHOCTH JTOJDKHO CTaTh MEPBOOYEPEIHOM 3a1aueii B 00phOe 3a 310pOBbE HACETICHHUS.

OO0wmmit moaxox K npodjeMam NPUBEPKEHHOCTH
[Ipyn mepBoM mpH3HAKE IJIOXOH MPUBEPKEHHOCTU JIEYEHHUIO CIEAYyeT OLEHUTh CUTYallUi0 U BBIIBHUTH
IIPUYMHBL.

Heo0xoaumo yyuThiBaTh ciieaywouue Gakropbl:
» KynupoBaHue HexxenaTeNnbHbIX BICHUH (MOOOYHBIX 3D (HEKTOB);
» CanuTapHOE TPOCBEUICHHE, TOBBIMIEHHE OCBEIOMJICHHOCTH O MYKOBHCIHI03€ U OOBSCHEHHE
BaXHOCTH MIPUBEPIKEHHOCTH JICUCHHUIO;
* OuHAHCOBBIE 3aTPYAHECHUS;



Cy1iecTByeT JB€ OCHOBHBIE KaT€rOPHM HU3KON MPUBEPIKEHHOCTH: MPOIYCK OONBIIOrO KOJIMYECTBA 103
WIM OTKa3 OT IIpUEMa ONPEEIIEHHOT0 Mpernapara (Wid [IpernapaTos).

IIponyck 60JIb1IOr0 KOJIUYECTBA IHEH JIeYeHUs

Hexortopele manueHTsl NPUHUMAKOT IIpenaparsl HE IOCTOSHHO WM C nepepblBaMu. [IpuumHON MOTryT
CIIy’)KUTh (PMHAHCOBBIE 3aTPyJHEHUS, CE30HHAS TPYAOBask MUTPALMS WM COIMAJbHBIC (PaKTOPHI, HOBBIE
WIM He ucye3arone nodounsle 3 PeKTsl, a Takke NoTeps HAACK/Ibl HA H3JICUCHHUE.

AJITOPUTM JAeHCTBHIA:
PoanTesn manMeHTa NponycTU/IM ABe HeJle/lH, ecJIH Bo3pacT pedeHka 10 3xX Mec. (BO BceX CIy4asx):

* MenacecTpa 3BOHUT POJAUTEISIM MAIIEHTA, YTOOBI Y3HATh IPUUNHY HESIBKU;

* Meacectpa unpopmupyeT Bpada

* Bpau 1 KOHCYJIBTaHT NPOBOAAT OCMOTP MALIUEHTA;

* Bpau CBII nomken o0cyauTb ¢ pOAWUTENSIMH MAallMeHTa MPUYUHY U TOCIEACTBUS MPOIMYCKa
JICYCHUS;

* Jlns mauMeHToB, KOTOpBIE JKMBYT JAJEKO, MOKHO BPEMEHHO OPraHM30BaTh JICYEHHE B JPYTUX
pailoHHbIX kKaOuHeTaX. J[aHHBIM BOIIPOCOM 3aHMMAETCS NIEAUAT;

* Mexacectpa unpopMHUpyeT pallOHHOTO TIeAUaTpA.

PoauTesn manmeHTa NMPONMYCTHJIM TPHM Mecsilia, ec Bo3pacT pe0eHka crapiie roga (Bo Bcex
cIy4dasix):

* IlpeacraBuTh ciay4aii Ha KOHCWIMYM JUIsI  OOCYXXICHHMS  BO3MOYKHOTO  IOBBIIIEHUS
MIPUBEPKEHHOCTH  (0OCY)KIACHWE TPUYMH OTCYTCTBUS TPUBEPKEHHOCTH H Mep 10 ee
MOBBILLIEHUIO);

* Ecnu, HecMOTps Ha MOCTOSIHHOE KOHCYJIbTUPOBAHUE U IPUHATHE MEP MO UCIPABICHUIO CUTYAIUH,
MAIMEeHT TMPOMYCTHII Ooyiee TPH MeCsIa, Caydad CleAyeT MPEeICTaBUTh HAa KOHCHWIMYM JUIS
00CyXIeHUS;

Otka3 oT npuemMa onpeje/ieHHbIX NPeNapaToB

[TanueHT MMeeT mpaBO OTKa3aThCs OT JieUeHUsA. BHe 3aBUCMMOCTH OT OOOCHOBAaHHOCTH MPHYUH C
MEIUIIUHCKON TOYKHU 3pEHUs, HEOOXOIMMO OTHOCHUTBCS K HUM Cephe3HO U m3beraTh ocyxaeHus. OTkas
OT MpHeMa OJHOrO Ipernapara WM BCEH J03bl 4acTO SBISETCS NMPU3HAKOM HEeI(H(HEKTUBHOTO JICUCHUSI.
OTka3 Takke MOXKET BO3HUKHYTh H3-3a HETOHMMAaHHUS MAIlMEHTOM HEOOXOJMMOCTH B COOJIOJECHUU
IIOJIHOTO PEXXHUMa JICUEHUSI.

Kak npaBuiio, cnenyer pekoMeH10BaTh MallMEHTaM HE OTKa3bIBAThCA OT NIpUEMa OAHOro npenapata. Eciu
Takas CHUTyallus BO3HHUKJIAa JiBa pa3a M Oojee, Bpau M MEIUIIMHCKas CecTpa IO MOAJEPKKE
NPUBEP’KEHHOCTH JICYEHHUIO, TOJDKHBI OOCYJIUThH ee ¢ manueHToM. [IpuyrHbI 0TKa3a OT JIeYeHus, a TaKkxKe
NEHCTBUS WIM Mepbl, NPEANPUHATHIE JUIsl pelieHusl MpoOieMbl, cleAyeT 3alucaTh B KapTy MalUeHTa.
[TanmenT 3anonHsAeT popMy OTKa3za.



AJIrOpUTM JeiiCTBHIA:

* Mexacectpa 10JKHA TOCTAPATHCS ONPENEIUTh MPUUMHBI 0TKA3a OT MOJIHOM 103bl UM OTAEIBHOIO
npernapara;

* 3areM MeIMLMHCKas KOMaHJa JOJDKHA BMECTE C MMAalMEeHTOM ONpPEAEIUTh BO3MOXKHYIO ITOMOIb B
npueMe BCeX MPErnapaToB; BO3MOXKHO, IMOTPeOyeTcs KOPPEKTUPOBKA JIO3UPOBKH COTIIACHO
IIPOTOKOJILY T10 JICUEHUIO;

* Pemenus o 6osiee HHTEHCUBHOM JICYCHUU MOOOYHBIX PPEKTOB, YCHICHHH KOHCYJbTAIIMOHHOMN
NOJIEP)KKH, a TaKXke, B HEKOTOPBIX CllydasiX, O KOPPEKLUMH peKuMa JICUEHUS WIN 03
MIPUHUMAIOTCS HA KOHCHIINYME;

* Bomnpochkl kacarenbHO ONTUMH3ALUU KyIUPOBAaHUSA NOOOUYHBIX 3(h(HEKTOB HEOOXOJUMO 00CYKAaTh
Ha KOHCHJIMYME JI0 pPaCCMOTPEHUS BOIIpoca 00 U3MEHEHHUN PEXUMA JICUCHUS;

[Ipumeuanue: B ciiyuae ecjii Bpay, Me/icecTPa M KOHCYJIbTAHT UCIIPOOOBAJIM BCe MePbI 110
YJAYyUIlIeHH 0 TPUBEPKEHHOCTH U MPOI0JIKEHHIO JIeYeHUsl, HO MAIlHEHT 0TKAa3bIBAeTCsl MOJIy4aTh
JiedeHHne 0e30MACHBIM CI0CO00M, KOHCHUJIMYM MOKeT NPHUHATH pellleHre 0 NPpeKpalleHUu! JedyeHusl.

Bo0300HOBJ/IeHHE J1eUeHU TTOCJIe nmoTrepu AJist mocJieAyrouero HaﬁJ’llO)leHI/lﬂ H O0TKa3a oT JICUCHUHA
B HCKOTOPBIX ClIydasaX MallUCHTbI, KOTOPLIC paHCC ObLIH MMOTCPAHBI OJIA Ha6J'IIOI[CHI/I$I HWJIN OTKa3aJducChb OT
JICUCHUS, MOT'YT 3aXOTCTh BO300HOBHTb JIEUeHUE. DTU cilydau H606XOI[I/IMO nNpeACTaBUTb HA KOHCUIIUYM.

Benenue manueHToB NpU HEIPPEKTUBHOM JeYEHUH

Y HEKOTOpBIX MaLMEHTOB MOXKET OTCYTCTBOBAThH MOJIOKUTENIbHAS TUHAMUKA MPU JIEYEHUU (KIIMHUYECKHE
NPU3HAKU, peHTreHorpadus, KOHBEPCHUS 10 MOCEBY MOKpOTHI). Takue ciydan He0OX0IMMO MTPOBEPUTH HA
pa3BUTHE JONOJHMUTENBHOM JEKapCTBEHHOM YCTOMUMBOCTH, 3((EKTUBHOCTh JICUEHUS U BO3MOXKHOE
YCUJICHUE PEKUMA.

Bo3MosKHbBIEe NIPHYMHBI OTCYTCTBUS AMHAMHUKU:

*  OrcyTcTBHE NPUBEPKEHHOCTH JICUEHHIO;

*  YCTOHYMBOCTH K IPYTUM IIpenaparaM peKuma JICUCHUs

* PasBurHe 10NIOJHUTEIBHON YCTOMYUBOCTH;

* PacmpocTpaHeHHOCTh mTpoIlecca, YTO MPUBOAUT K Oosiee MEUIGHHOMY, YeM OXHUAAJOCh,
YIIy4IIEHUIO;

* Hamuuue comyrcTBytommx 3aboneBanuii (BUY, caxapubiii auaber), KOTOpble HeE
KOHTPOJMPYIOTCS COOTBETCTBYIOIIMM 00pa3oM, WIIM HU3Kasi BCACKIBAEMOCTD MIPENapaToB.

IIpusnaku HedppekTUBHOCTH JiedeHHs («be3ycneninoe jiedyeHne») BKIKOYAKOT B ceds1:
* CoxpaHeHue IMOJIOKUTEIbHBIX PE3YJIbTaTOB aHaIM3a Ma3ka M KyJbTypsl B TeueHue 10 Mmecsues
JICYECHUS;
*  OrtcyTcTBHE BO3MOXKHOCTH JOOABUTH JBa Mperapara, KOTOpPbIE HEe UCTIONb30BAINCH PaHee;
* Tsoxenbie, He MOTAFOIINECS JICUCHUIO, TOOOYHBIE AP (DEKTHI,
+ OOmiee yxyaueHue KIMHUYECKOTO COCTOSHUS;
* IIponomxaromeecss CHUKCHHE MACChI TENA;
* OO6ocTpeHue AbIXaTeNbHONW HETOCTaTOYHOCTH.



Kak TobKO MEIUIIMHCKUN KOHCUIIUYM OINPEAEIII, YTO JICUCHHE NallueHTa Hed(PPEeKTUBHO U Ha TAaHHBIH
MOMEHT aJIbTEPHATUBHBIE CXEMBI JICUEHUs OTCYTCTBYIOT, JICUEHHE MYKOBHUCIIMI03a IS JAHHOTO
HalMeHTa JOJDKHO OBITh MPEKpalieHo. JTO AeNaeTcs sl TOro, 4TOObl OCBOOOJUTH MAIMEHTa OT
JIanbHEHIero OpeMeHH HEHY)KHBIX IMOOOYHBIX A(D(PEKTOB M H30ekKaTh Pa3BUTHSA JOMOITHUTEIBHON
JIEKapCTBEHHOW YCTOMYHUBOCTH.

HaHI/IeHTy N €ro CEMbBC OOJIXKHa OKa3bIBATbCA IICHXOJIOTHYCCKas IIOMOINb, M IMAIMCHT AOJIZKCH HUMCETH
BO3MOXHOCTh HaXOAWTBCA Ha CTAlMOHAPHOM JICHCHHUU WM BCPHYTHCA ,I[OMOI‘/'I. MosxHO IMPEATIOXKUTH
ManucHTY A IAaTUBHBIN yXo4 Ha A0MY C IIOCCHICHUAMU Bpada H obecreyeHreM JOMAIIHETO
I/IH(i)eKI_[I/IOHHOl"O KOHTPOJIAA WK YXOI B I1AJ1aTe MaJIAaTABHOM ITOMOIITH.

HanmaTuBHbBIN yX014

Benenue manuenToB nocine Hed()PEKTUBHOTO JEUYECHUS U MPU OTCYTCTBUU JPYTHMX BapUAHTOB TEpAIHH
JIOJDKHO COCTOSITh M3 COOTBETCTBYIOIIEM IICHXOJIOTMUYECKOM TIOMOILIM, IPOCBEUICHUS CEMbU U
MEJIUIIMHCKON MaJUIMaTUBHOW TE€paIHH.

ITanmmmaTuBHBINA yxXoa MOKET OCYHCCTBIATBCA Ha [OJOMYy, HWJIM B CTallMOHapaX, TrA€ HMCHOTCIA
COOTBCTCTBYIOIIINC KOWKH MaJIMaTUBHOTO yxozna. CTaHI/IOHapHHﬁ yXo4 JOJDKCH BKIIHOYAaThb B cebs
MOHHUTOPHUHI O6I.H€l"0 COCTOSHUA MAILMCHTA, a TaAKKC YXO/I.

IMasuimaTuBHOE JIeYeHHe NpeaIoJiaraer:

— obuieryeHue 60U U IPYTUX HEMPUATHBIX CUMIITOMOB;

— IIOMOILIb NALMEHTY BO B3IJIAJIE HA )KU3Hb U CMEPTH, KAK HA HOPMaJIbHBIE IIPOLIECCHI;

— CTPEMJIEHHE HE YCKOPATh U HE 3aMeUIATh HACTYIIJIEHHE CMEPTH;

— YYeT NCUXOCOUAIbHBIX U JYXOBHBIX aCIIEKTOB B CUCTEME JICUEHUS;

— TIOMOIIIb MAalMEHTY B BEJICHUN aKTUBHOW HU3HU 10 MOMEHTA CMEPTH;

— IIOMOIIIb CEMbE (CIPAaBUTHCS C TSHKETION yTpaToi);

— UCMOJIb30BaHUE KOMAH/bI (ApYy3bs, POACTBEHHUKH, CIIEUAIHNCTHI, ICUXOJIOTH);

— NAJUIMaTUBHOE JIEYEHHE IPOBOJUTCS KaK B CHEUAJIN3UPOBAHHBIX IIEHTpaX, TaKk M Ha JAOMY Y
MAIEHTOB.

[TanMeHT M ero cembsl AOJDKHBI MOJy4yaTh peaJucTUYecKylo HHpopmanuio o Oone3nu. [lanumeHr,
KOTODPBII €XEIHEBHO OOopeTcs 3a >KM3Hb, MMEET NMpPaBO yMmepeTb 0e300JIe3HEHHO U JI0CTOWHO. B 3TH
MOCJICTHAE JHHU CJIEAyeT MaKCHUMaJbHO OTPaJWTh TMAaIlMeHTa OT OOJE3HEHHBIX Mporeayp (B OObIYHOU
CUTYalMUpEeKUMbI Tepanuu npu MB pocraTtouHo arpeccuBHBI). HackosbKO 3TO BO3MOXKHO B Tako
TpParuyHoOM CUTyalUu ClIeyeT 00eCeunTh MaKCUMaIbHbI KOM(OPT NaAI[UEHTY.

[MasmaTUBHBII YX0/ B CTAIlMOHAPE 10JI’KE€H BKIIOYATH:
* TIcUXOJOTHUYECKYIO MOIIECPIKKY;
* CumnTomaTrHyeckoe JiedeHue (JOCTYITHOE IO TPOTrpaMMe JICYSHUsT MyKOBHCITH/I03a);
* CecTpUHCKHUH yXOI;
* JIONOJHUTEIBHOE TUTAHHUE;
* Kucnopon MoxeT moHaZo0UThCs A 00JIerYeHUs CUMIITOMOB JIbIXaTeNIbHOW HEI0CTaTOYHOCTH.

[MasmaTUBHBIN YX0/ HA JOMY OCYIIECTBJISIETCS YYACTKOBBIM BPauoOM M YYACTKOBOW MeTUIIHHCKOI
CeCTPOi M J0JI5KeH BKJIIOYATh:

* Ilcuxonorudeckyro MoaepxKKy;



*  CuMITOMaTUYECKOE JieueHHE (AOCTYITHOE MO MPOorpaMMe JICUeHUs] MyKOBUCIIU03a);
* CecTpuHCKHH YXOJI;
* Heob6xoaumo 00Cy>aaTh KeJaHus MaleHTa WM POAUTENIEH KacaTeIbHO MecTa ero npeObIBaHus,
JyXOBHBIX H CEMEHHBIX TOTPEOHOCTEH;
* Crenyer noazep>KuBaTh coOM01eHNEe HHPEKIIMOHHOTO KOHTPOJIS;
KakoBbl 0CHOBHBIE 3JIEeMEHTBI NOJIEPKKU POAUTE e, MOCT-AUATHOCTHKA.

Juarnoctuka MB nist 601bIIMHCTBA TIPOBOAUTCS CKPUHIUHIOM HOBOPOK/IEHHBIX, KOTOPBIN HalpaBJieH Ha
MUHUMU3HUPOBaHKUE 3a00J€BAEMOCTH M CMEPTHOCTH. Bee jke moTeHIuanbHble HeJJOCTaTKU JOJKHBI OBITh
MIpU3HAHbBI U ajpecoBaHsbl [2,4]. [uarHoctuka MB siBisieTcss TpaBMaTH4YeCKOMW, OCOOCHHO JIJIst 3/I0POBOTO
pebenka. PonuTenn MOTYT HCIHBITHIBATH HEJOBEpUE U OTCTPAHEHHOCTh OT JUArHo3a, KOTopas MOXKET
JUTUTBCS. HAMHOTO JIOJIbIIE TMEPBBIX HECKOJbKUX Heaenb [2,29]. IlpeBeHTHBHAs KOHCYJIbTALMS H
OMOIMOHAIbHAS MOIJIEP’KKA TOJDKHBI OBITh MPEITI0KEHBI POIUTENSIM OOJIBHBIX JETeH ¢ MYKOBHCIIHI030M
JUTSL OIIEHKH WH(pOpMAIUK, HTHPOPMUPOBAHUE B IPABHIILHOCTH ITOCTAHOBKH JTMATHO3a, CTHJIS BELKHBAHHSI,
NOTPEOHOCTH B MOJIEPKKE U pecypcax. PoauTenn 10KHBI 3aHUMAThCsl 00pa30BaHUEM CBOETO peOeHKa,
obecrieunBasi 0amaHC MEXKIY CIOXKHBIM COCTOSTHUEM 3JI0POBbSl M YNPABICHUEM, KOTOPBIA IO3BOJISET
pebeHKy, pacTu ¢ Xxopomieil camooneHkoi. CeMbU JOHKHBI HAACSTHCS, YTO UX PEOCHOK BCTYMHT BO
B3POCITYIO )KM3Hb C XOPOIIUM Ka4yeCTBOM KH3HU U IOCTHXKEHUSIMHU.

KiroueBrie 3anaun:

- OpraHu3aIus JEYCHHs C €KETHEBHOU PYTUHOU PEOCHKA;

- IOMOTraTh POJUTEIIAM NPUHATh U HA3HAYUTH JICUCHUE;

- 001IIeHUE ¢ ceMbel U IpY3bsIMU O MEAUIIMHCKON TTpodiieMe;

- HAINYME TICUXOCOIMAIbHOT0 HAOIIOACHUS U1l POAUTEIIEH, eciu TpeOyeTcsl, B TOM YuCIie IPOBEICHHUE
KOHCYJIbTallUH;

-A0CTyIIHas (I)I/IHaHCOBaH MoAACPIKKA / TbroThI / MOCOOUS 1 APYTHUEC UCTOYHUKHU NOAJACPIKKH,

- HaBUTAIMs B MHTEPHETE U Ha CaliTax COLMANIbHBIX CeTell JJIsl oOecrneueHus: TOUHOTO MOIyYeHUs
uH(popmaiuu o MB u HOBBIX MeTo/1ax JeueHus; [2]

I'PYIIIIBI YYETA U HABJIIOAEHUSA

OO0mue NpUHIHUINBI

JucnancepHoe HaOMIOJCHUE TIPEACTABIIET COOOH IWHAMHYECKOE HAOMIOJCHHEe, B TOM YHCIIE
HeoOxouMoe 00ciIeIoBaHue, 32 COCTOSTHUEM 3/I0POBbS MAIUEHTOB B LIEJISIX CBOEBPEMEHHOTO BBISIBICHUS,
MIPEIyTPENJACHAS OCIIOKHEHUH, 00O0CTpeHMs 3a00JICBaHUS, WHBIX ITATOJIOTHUYECKUX COCTOSIHHM, WX
npOQUTAKTUKY, OCYIIECTBICHHUS JICYCHHUS M MEIUIIMHCKON peaOuIMTalMi YKa3aHHBIX JIMI, a TakKxke
TICUXOCOIUATBLHON TTOIICPIKKH TTAITUCHTOB.

JlucnancepHoMy HAOJIIOIEHUIO MOAJIEKAT:

- bBonpHBIE MYKOBUCIIHIO30M;

- Jluma ¢ mogo3peHreM Ha MyKOBHUCITUIO03 - JIUIIA, Y KOTOPBIX TPH OKa3aHUU METUITMHCKOW TTOMOIIH HITH
MPOBEJCHUN MEIUIIMHCKOTO OCMOTpA, JAHUCIAHCEPHU3AIMH BBIIBICHBI MPHU3HAKA BO3MOXKHOTO



MYKOBHCIIM/1032, TIPU HAJIMYUH KOTOPBIX TpeOyeTcs MPOBEACHHE JOMOIHUTEIBHOTO OOCIIeIOBaHUS
YKa3aHHBIX JIUI U (WJIM) YCTAaHOBJIEHUE IUCIIAHCEPHOTO HAOIIOICHHUS;

HpaBa JIML, HAXO0AA U ECH 1101 AUCITAHCEPHBIM HaﬁJ'IIOJIeHI/leM

1.

2.
3.
4

VYBaxxuTeapbHOE U r'yMaHHOC OTHOIICHHC,

JIMarHoCTHKY U JICYCHUE;

CaHaTOpHO-KYPOPTHOE JICYCHHE;

[TpeObIBaHNE B MEAMIIMHCKUX OpPraHU3alMsIX, CTAIMOHAPAX B TEUYCHHE CPOKA, HEOOXOAMMOTO ISt
obcnenoBanus U (WIK) JICUCHHUS.

Oo0s13anHOCTH JIMI, HAXOAAIIHECH IO NUCITAHCEPHBIM Ha0JII0IeHHEeM

1.

2.

CoOmroieHne  Ha3HAYCHHBIX ~ MEAMIIMHCKUMH  paOOTHUKAMHM  JI€4eOHO-03J0POBUTEIHHBIX
MEPOIIPUATHH;

CobntofieHne  CaHUTAPHO-TUTMEHWYECKUX TMpaBUi  JJs  OONBHBIX  MYKOBHUCIHUIO30M, B
OOIIECTBEHHBIX MECTaX.

Peurenne o npexkpanieHuy JMCHAHCEPHOr0 HAOIOeHHs IPUHUMAET:

1.

BpadeOHast KOMUCCHUS METUIIMHCKON OPTaHU3AIMH B CIICIYIOIINX CIIyJasX:

€CIIM MEIUIMHCKAsl OpraHu3aius HE MOXET OOECHEeYUTh OCMOTp IAlMEHTa B TEYCHUE CPOKOB
AUCIIaHCEPHOI'0 Ha6JHOIIeHI/I$I, npeaAyYCMOTPCHHBIX CTaHAAPTAaMH, HECMOTPSA HAa BCC IIPUHUMACMBIC
MEpHI.

Bpag-niequaTp B CIEIYIOMIMX CITyYasX:

CMEpTh MAIUCHTA;

BBIE3]I MMALMEHTA 32 Mpeelbl TeppuTopun PecyOnukn Y30ekucTan, B KOTOPOM yKa3aHHOE JIHIIO
NPOXKHUBAJIO U OCYHIECTBISUIOCH €r0 JAMCIIAHCEPHOE HAOIIOJICHHE, B CBSI3U C M3MECHEHUEM MecTa
JKUTEJILCTBA UJTU Ha CPOK OoJiee 6 MecsIIeB.

3amayu qMcnaHcepu3annu:

— oOHOBJIeHHE 0a3bl TAaHHBIX O COCTOSIHUY TTAlMEHTa TIPU KaXKIOM MOCEIICHUH; — KOPPEKITHS
0a3uCHOIl Tepanuy;

— TIpeAyTIpeXACHUE U aMOyIaTOPHOE JIEUEHUE JIETKUX 000CTpeHuli 3a00IeBaHNs;

IUTaHUPOBaHKUE TOCIIUTAIN3ALINY;

npoBeieHue MPO(YUITAKTUIECKUX KyPCOB BHYTPHBEHHOW aHTHOAKTEPUAIBHON TEpaniK y OOJIBHBIX
C XpOHUYECKOM CHHErHOWHOM HHDEeKIHei;

— 00y4eHHe MalMeHTOB M UX POJUTEICH METOJaM CAMOKOHTPOJISI COCTOSTHUS, KHHE3UTEPAITUH U
OoCHOBaM (apMaKkoTepanuu.

JlucnancepHoe Had/I0AeHHE

N kW

Jetn mo 3-x Mec - Kaxable 2 HeIeIn

3-6 mec — 1 pa3 B MecsII

6-12 mec — 1 pa3 B 2 mec

[Tocne 12 mec — exekBapTaIbHO, MPU HEOOXOAMMOCTH YaIllle.

HasnaueHHble MEAUIIMHCKUME paOOTHUKAMU J1€4€OHO-03J0POBUTEIBHBIC MEPOIPHSITHSI,
Kaxnipie Tpu Mecsira 0akTepHOIOTHYECKOE UCCIIETIOBAHIE MOKPOTHI HJIM Ma3Ka U3 3€Ba;

I'pynnsbl iucnancepHoro yvyera

JucnancepHoMy ydeTy TOJJIeKaT TOJNBKO JHIA, OONbHBIE MYKOBHCIHIO30M. YUYeT U OTYETHOCTH
Pa3IMYHBIX TPYNI OOJBHBIX MYKOBHUCIHI030M (MB) ocHOBaHBI Ha coBpeMeHHOU Kiaccudpukanuu MB,
UCTOPUH MPEANIECTBYIONIETO JeueHuss MB, 6akTepruoIornueckoro craryca u JoKalu3alun 3a001eBaHus



I'pynna nHaéaroaeHus
B rpynny nHaOmiofeHusi BXOAAT JIMIA W3 TaK HA3bIBAEMBIX TPYNIl PHUCKA, B CBSA3U C HMMEIOIIMMUCS

3a00JIeBaHUSAMH WJIM HMHBIMH (DaKTOpaMH PHUCKa.

I'pynna noBbleHHOro pucka 3aéosaesaemoctu MB

[ToBTOpHBIE THEBMOHUH C 3aTSKHBIM T€UEHHUEM, OCOOCHHO JIBYCTOPOHHHUE
BponxuanbHast actma, pedpakTepHas K TpaIUIIMOHHON Tepanun
PeruauBupyrorre OpOHXHUTHI, OPOHXHOIHUTHI, 0COOCHHO C BEICEBOM PS. aeruginosa
CHHIIpOM HapYIICHHOTO KUIIICYHOTO BCACHIBAHUS HESICHOTO reHe3a
MekoHHMaNIbHBIN UIIEYC U €r0 3KBUBAJICHTHI

Kenryxa oOCTpYKTHBHOTO TUTIA Y HOBOPOKJICHHBIX C 3aTSHKHBIM TEUCHHEM
[uppo3 neuenu

Caxapublii 1uader

I"actpon3odareanbHbIi pedIroKe

Brinagenue npsiMoit KMILIKK

Hapymienue pocta u pa3Butus

3aziepikKa MoJxoBOTroO pa3BUTHS

My:xckoe becrioaue

XPpOHUYECKUN CUHYCUT

[Tonuner HOCa

DNEKTPOIUTHBIE HAPYIICHUS

Yitensl ceMeil, nMeromux 00abHbIX MB

Heo0xoxumple ncciienoBanus (B paMKax JUCIHAHCEPU3ANUN)
IlepBuYHBbIE — JJI1 MOCTAHOBKHU AUATHO32a (BCEM NMALMEHTAM):

— UCCIICAOBAHUC JJICKTPOJIMTOB 110TA,

— I'CHCTHYCCKOC NCCIICAOBAHUC,
— HCCJICAOBAHUC HaHeraTH‘ICCKOﬁ 3J1acTa3bl Kaja.

KPAUTEPUU OIIEHKH KAYECTBA MEJUIIAHCKOM MTOMOIIH

OpraﬂmauuonHo-TeXHuqecnme Yci1oBus OKazaHusl MQ)II/I[IHHCKOﬁ MnmoMo1u aeTam

¢ KHCTO3HBIM (prOpo30M (MyYKOBHCLHI030M).

Taoauua 22

o CIICIUAJIM3UPOBAHHAA, B TOM YHCJIC
Bl/lll MEAUIIMHCKOMU IMTOMOIIIH

BBICOKOTCXHOJIOTHYHAaA, MCAUITUHCKaA ITIOMOIIb

Bo3spactras rpynna NETH

YcioBusa okazaHus MEIUITMHCKON

TIOMOIIHA CTallMOHAPHO, B THEBHOM CTaIIMOHAPE
dopma OKa3zaHUsI MEAULUHCKOU

IJIaHOBas
TOMOIIH

da3za 3a00neBaHUs, IpyTHe
XapaKTEPUCTUKU (TTPH HATUYUH)




Kputepuu kauecTBa okazaHusi MeIUIMHCKOM MOMOIIH I€TAM ¢ KHCTO3HBIM
(¢pudpo3oM (MyKoBUCHHI030M).

Taoauna 23.

Ne

Kpurepuii

YpoBeHb
JAOCTOBEPHOCTH
A0KA3aTeJbCTB

YpoBeHb
y0eauTeJIbHOCTH
peKoMeHaanuin

BrinonHeHo ornpezeneHue MaHKpeaTH4ecKoi
hiacta3bl B Kajue (eciM  HE IPOBOAWIOCH B
npeamnecTpyomue 12 mec)

A

BEINOIHEHO MUKPOOHOIOTHYECKOE HCCIIEIOBAHNE
moceBa (UIOppl B MOKpoTe (MHAYLIUPOBAHHOM
MOKpPOTE, TpaxeaJbHOM aclupare)

[IpoBeneHa aHTHOAKTEpHUATbHAS TEpamusl JIBYMSI
[penaparamMy NepopaibHO U MHTAISIIIUOHHO C LIEJIbIO
PpaguKaluyy MpH NMEPBHYHOM BBICEBE CHHETHOWHOM
MH(EKIMH He3aMeUIUTEIbHO

[IpoBeneHa  (epMeHTO3aMeCTUTENbHAS — TEpAITHS
[IpernapaToM MaHKpeaTHHa

BrimonHena KOHCYJIbTaIHsI Bpauva-
racTpOIHTEPOIIOTa TSt UCKITIOYCHUSI
THIEPAIMHOTO COCTOSIHUSL U €r0 KOPPEKIHH TIPH
OTCYTCTBUH apdexTa oT
(dhepMEeHT03aMeCTUTETLHON Teparuu

[IpoBenena Teparus MMaHKPEaTUYECKUMHU
dbepmentamu B 03¢ He Bbime 12 Teicsu EJ[ mo
JIMIase B CyTKU

BolnosiHeHa KOHCYJIbTALMSI OTOPUHOJAPUHIOJIOTA
npy 000CTPEHUH XPOHHUYECKOI'O CHHYCHTA

HpI/I HaJIMYMKU Ha3aJIbHOI'o II0JUIIO3a IMPOBCACHA
KOHCYJIbTalW OTOPUHOJJIAPUHIOJIOTA

BrmonaHnena KOHCYJIbTalls Bpayda-
TPAHCIIIAHTOJIOTA IIPU HAJIWMYHUU OUPPO3a MECUCHU U
MOCTAHOBKA B JIMCT TPAHCIJIAHTAIIUN

10.

BrinosineHa MMOCTaHOBKA YPE3KOKHOU
TaCTPOCTOMBI 51 IIpOBEJIEHA HOYHas
TUIIEpAIMMEHTAIUS TIPU IOKa3aTeIsix Beca MeEHee
10% nepueHTHIsA

11.

JlocTxeHne mokazaTtenedl (pU3NYECKOro pa3BUTHL
B rpanune  25-75%  mocie  KOppeKUuun
HYTPUTHBHOI'O CTaTyca

12.

OTCYyTCTBME IITaMMOB CHHETHOMHON NaJOYKH B
[oceBaX MOKPOTBI HJIA MAa3KE M3 POTOTIIOTKH
MalMeHTa T[O0CJe 3aBEPIICHUS Kypca Teparnuu
JUTMTEJIBHOCTHIO 3 Mecsiia

13.

OTCyTCTBHE HEHUTPaTbHOTO >KHUpa B KOMpPOTpamMme
Ha done KOPPEKIIUU JTO3bI
(hepMEHT03aMEeCTUTEILHON Teparuu




6.1. lonmonHuTeIbHAS HH(pOPMALHS, BIUSIONIAs HA TeYeHHUe H UCXO0/

3a00s1eBaHMsA/CHHAPOMA

Hcxoabl 1 mporuos

MB — XpoHHYECKOe HEM3IEYNMOe 3a00JIeBaHHE, TIOATOMY OOJIbHBIE HYXKAAIOTCS B AKTHBHOM
JUCIIAHCEPHOM HaOJII0/IEHUU U HETIPEPHIBHOM JICUEHUU.

[Ipornos pu MYKOBHCILIH103€ 10 HACTOSALIETO BPEMEHU ocTaércs
HeOmaronpusaTHbIM. JletanbHocTh coctaBisier 50—60 %, cpeau neteit panHero Bo3pacta — Bbie. [Ipu
MO3/IHEH TMarHOCTUKE M HEaAeKBATHOM TEpaIruy MPOrHO3 3HAYUTEIBHO MeHee OaronpusTHeId. bombioe
3HaYeHHe MPUOOpETaeT MEAUKO-TEHETUUECKOE KOHCYJIbTHPOBAHHE CEMEH, B KOTOPBIX €CTh OOJBHBIC
MYKOBHCLIMJI030M.

IHopsiiok 00HOBJ/IEHHS KJIMHHUYECKOI0 MIPOTOKOJIA

OO6HOBNEHNE KIMHUYECKUX MMPOTOKOJIOB 00BIUHO MpoucxoauT 1 pa3 B 3 roga. [Ipu nmosiBneHNN HOBBIX
JAHHBIX C MO3UIUU J10Ka3aTeIbHOM MEIUIIMHBI TI0 BOMPOCAM TUATHOCTHKH, JIEYCHHUS, TPOYUIAKTUKU U
peadmnuTa KOHKPETHBIX 3a00JIeBaHM, HATMYMU 0OOCHOBAHHBIX JIOMTOJHEHHUI/3aMEYaHUu — CPOK
oOHOBieHUs cokpataercs. [locie yrBepxaeHnst 0OHOBICHHON BEPCUU MTPEKHUE IPOTOKOJIbI CYUTAIOTCS
YTPAaTUBLIUMH CUITY.


https://ru.wikipedia.org/wiki/%D0%9B%D0%B5%D1%82%D0%B0%D0%BB%D1%8C%D0%BD%D0%BE%D1%81%D1%82%D1%8C
https://ru.wikipedia.org/wiki/%D0%9C%D0%B5%D0%B4%D0%B8%D0%BA%D0%BE-%D0%B3%D0%B5%D0%BD%D0%B5%D1%82%D0%B8%D1%87%D0%B5%D1%81%D0%BA%D0%BE%D0%B5_%D0%BA%D0%BE%D0%BD%D1%81%D1%83%D0%BB%D1%8C%D1%82%D0%B8%D1%80%D0%BE%D0%B2%D0%B0%D0%BD%D0%B8%D0%B5

NPUJIOKEHUA

IIpunioxenne 1. Popma HHPOPMHUPOBAHHOTIO cOIJIAcCHE NALMEHTa (PoAuTeIeli) Ha JleYeHHe
MYKOBHCLH/103
Wndopmanus 1 poauTeneil maueHTa
Bamemy peOeHKy Obl1 TMarHoCTUPOBAaH MyKOBHCLU03 U BaM Ha3HA4Y€HO JeueHue. Bel umeere npaBo Ha
HOJIy4YeHHE TOJIHOM HH(pOpMaLUK O JIEYSCHUHU JJIs TOT0, YTOOBI Y3HATh O IPEUMYILIECTBaX, PUCKAX U
BO3MOXHBIX pe3yJIbTaTax JIE€YeHHUs, 1 Ha OCHOBE NOJIYUYEHHOM HH(pOpMalUY IPUHATH PEILICHHUE O
COIIACHH Ha JICYCHHUE.
ITpOnOIKUTEIBHOCTD JICUEHUS
[IpoaomKUTENn HOCT Kypca JIeUeHHs TOKU3HEHHOE. BbI OyieTe monyyars jJeueHne aMmOyIaTOpHO HITH,
€CJIM BOZHUKHET HE00X0IUMOCTb, B CTALIMIOHAPHOM OTJEJIEHUN OOJIbHUIIBL.
S npoundopMHpoOBaH 0 HATMYHUHN Y MEHS MYKOBHCLM/1032, KOTOPBIii:

e SIBnsieTcs onacHbIM 3a00JIEBaHUEM, TaK KaK MOXKET MOXKET IPUBECTH K TsKeNIol (hopme

WHBAJIUIHOCTH UM K CMEPTH;
e TpebOyeT MOKU3HEHHOT'O JICYEHUSI.

I[.J'Iﬂ TOr0 4YTOObI NnpeaoTBpPpaTuUTh OCJI0KHCHUS

¢ HeoOxoaumo HayaTh JeUeHUE Cpas3y Mocie MOCTAaHOBKY JAUarHo3a.

¢ Kypc nedenus MOKeT Ha4aThCs aMOYJIaTOPHO WIIM B CTAIIMOHAPHOM OTAETICHUH OOJLHUIIBL.

¢ byier HeoOX0UMO MPUHUMATH MHOTO Pa3IMIHBIX MIPENApaTOB, KOTOPHIC HA3HAUUT TICIUAT.

¢ byjer He0OXOIMMO TIPUHUMATE BCE TIPETapaThl O SIUHOM 1036l 0€3 MPOITYCKOB, MOKA JICYaIlui Bpad

HE COO0IUT 00 OKOHYaHHUH MIPHeMa MPEenapaToB.

e B HEeKkoTOphIX ciy4asx caMO 3a00JieBaHHE MOXKET CTaTh NPUYUHONW HEKEeNaTeIbHBIX SBICHUH,

KOTOpBIE Bbl HE TMOYYBCTBYETE (PU3MUECKH Cpa3y, MOITOMY C LEIbI0 KOHTPOJISA 3a XOJOM JICUCHHUS,

HA3HAYaIOTCSl aHaJdu3bl 00pa3loB KpOBHU, peHTreHorpaduueckoe obcnemoBanue, DKI' kak Bo Bpems

MPOXOKJICHUS Kypca JICUEHUs, TAK U MTOCJIE 3aBEPIICHUS €TO0.

Eciu s1 He Oyay JIeYUTHCS WIN He CMOTY PeryJisipHO NIPUHUMATH JIeKAPCTBa:
e SI Mory 3apa3uTh OKPYKaIOIIMX MEHS JIto/el (BKIIOYas MO CEMBIO M JIeTeH) Na)ke MpU XOPOIIeM
CaMOYyBCTBHH.
e Most 00Ne3Hb MOXKET MPOTPECCUpPOBATh, Y MEHS MOKET Pa3BUTHCS YCTOWYHMBOCTH K UMEIOIIHMCS
npemnapaTam (T.e. 3a00JIeBaHHE CTAaHET HEU3IIEYHMbIM), YTO IPUBEIET K MOCH CMEPTH.

S nmaro 100poBOJIBHOE corjlacue Ha IOJIydeHHE JiedeHus. PemieHue o MecTe MONy4eHHs JIeueHUs
(amOymnaTopHOE, TOCTUTAIN3AIIMS WK Ha J0MY) OyZIEeT MPUHITO COBMECTHO C MOUM JISHAIIIMM BPauoOM.
Pemenue o miiane JieueHUs M €ro MPOAOHKUTEIBHOCTH OyAeT MPUHUMATh MOM JIeHalllnii Bpa4 COBMECTHO
C KOHCWJIMYMOM Bpayen.



COT'JIACHE ITAIIMEHTA

Ha ocHOBaHUM BBIMIEU3TI0KEHHOTO, 51 Ial0 COTJIACHE Ha JICYCHHE MYKOBHUCIIM03a MOETO pedeHKa. S
noTy4dn (-a) SK3EMIUISP TOMTUCAHHONW MHOKO (JOPMBI COTIIACHS.

®UO nanuenTa: [Toanuck nanueHTa: MHara:

S cumrato, 4TO 5 MpeAOCTaBUI(-a) TaHHOMY HAIlMEeHTY BCI0 HHPOPMALIUIO O JICYCHUH, BO3MOXKHBIX
pHUCKax ¥ MPEUMYILIECTBAX, U MOJIaraio, YTO MAIMEHT IMOHST MOU OOBSICHEHHS.

®UO Bpaya: IToanuce nanueHra: Hara:

IIpunoxenne 2. JIncr 1e4e0HOro KOHCHIUYMA

JEYEBHBIN KOHCHJINYM

MecTo Hadano JeYeHUs

Cranuonap AMOynaTopHO

JleueOHOE yupexieHue:

d.1.0. 60abpHOTO:

Anpec:

Bo3zpacr: [Tom: Bec:



Pe3ncTeHTHOCTD:

Juarso3 6016HOTO:

C xakoro roja:

['enoTunupoBanue:
Jara
Jata O6ocHoBaHUE MPOBEICHUSA [Toanuce
Pexxum neuenus ITOBTOPHOTO
KOHCUJIMyMa KOHCUJIMyMa YYaCTHUKOB

KOHCHUJINYMa




IIpniaoxenne 3.

Jmnarnocruyeckuii aaropurm [52]:

nmcn

BOTM, neaWaTp, TEpanesT

/ Kaunuieckie HPUSHARE MYROSUCUUO03a \

CToAKHEA HARTIYHERIA KAMIETH C WIH Oe3
THOHHOH MOKpPOTEL

TToAETeHEE IEPERI CHMITOMOE
OpOHEX0OOCTPVETHEHOTO CHHEAPOMA C IISpPBEDL
MECHLICE FHHIHH,

TMocTenenHoe YIAMIEHAES H VTLEETCHHE
3MHZ0J0E OpPOHXO0DCTPYEIIHEA,
JHATHOCTHYSCKH HeACHAR PellHIHEHDVEOITAT
HIH XDOHHYECKAA OIEIIES.

Iloneneniie OOROIHUIMETBHBLY CILHRMIOMOS!

(OTCTaBIHHE E BECE H POCTE;
XpoHHYUECKAT JHADET,

Hammue o0HIEHOIO FHPHOTO CTYIIA CO
3JIOBOHHEIM 33IEX0M;

ConeHEI EKYC KOXH pedeHKa.

/ Anamuecmineckue daHHbLE:

& (OTATONIEHHEIA AKYOIEPCKHH AHAMHES,

MEPTEOPOMIEHHE;
+ J[IHTENEHAE HEOHATANEHAA HEITYXA;

L CXO,IHLIG EMHHHYSCEHE CIIVHUaH

CeMbE, CMEPTH CHOCOB Ha IEPEOM

TOOYVEHIHH HIH HATHYHE CHOCOE

CEOIHEIMI ETHHHISCEHMHA

~

B

co

JabopamopHble 1 UHCHPYMEHMATBHEIE

MeEMoobl LCCAE008aH IR
s+ Komporpamma — HATHYHE
HeHTPaTEHEIX HHPOE;
*  Pemrregorpania — DOETOpPHAT /
3ATTEHAT THEEMOHHT.

Ilomosan npoba

NOTOAHTEIRHAT

Pecny0.1HKAHCKHH YPOBEHb
Beprderanmy quaraoza (onpefencHue TaHKPeaTHIeCKOH ATACTA3H B KATS,
MOJEKYIAPHO-TeHeTHYeCKH anams reda CFTR);
(O00CHOBAHHE NATOTEHETHIECKOr0 IEUEHHA;

Tepamid oCI0EHEHHEEX DODM MVEOEHCITHIOSA.




Ipunoxenne 4.

I[OZWIPOBRI/I JIEKAPCTBCHHBIX CPEACTB IIPHU MPOBECACHUMN HHTAJISIIMOHHOM

Tepanuu y 00JIbHbIX MYKOBHCIIH/I030M (HA OJIHY MHTAJISIIIUIO)

I'pymme! nekap- Dopmbl Jlo3bl [Tpumevanus

CTBEHHBIX CPEJICTB HA3HAYCHUS

U TIpernapaThl

B2-ATOHHCTHI

deHoTepo Pactsop 0,1% 0,5-0,75 mr OnacHOCTh Taxu-
(10-15 xanenb) KapIuu

CanpOyTamon Pactop 0,1% 1-2,5 mr (1-2,5 M)

(HeOyTamonn)

AHTUXONUHEPTUYECKHE

Unpatponnym 6po- PactBop 0,025% 0,25 mr (1 mm)

MUJ (aTPOBEHT)

Crepouasl

bexiomerazonau- JAUN 50, 100, 400-800 Mkr/cyT OO6bI4yHO 2 pa3za
MPOMUOHAT 250 MKT B JICHb
(Gexma3oH) 1M 50, 100 mxr

Bbyneconnn (myns-
MHUKOPT, O€HAKOPT)

JIAU 100, 200 mkr
TIU 100, 200 mMKr

400-800 Mkr/cyT

O06bI4yHO 2 pa3a
B I€Hb, B HU3KHUX
no3ax 1 pa3 B JicHb

QDIIIOTHKA30H
(HeOyur030H, HIUKCOTHT)

JAAUN 50, 125,
250 MxT
I11 100, 250,
500 MKr

200400 Mkr/cyT

2 pa3a B JICHb

KomOunnpoBaHHbIe npenapaTsl

beponyan PactBop 0,05% b. 1 mi = 20 kamens
(OGepoTtek/aTpoBEHT) +0,025% A.

AHTHOHOTHKHU

T'enTamurnn 80 Mr 2 pa3za B IeHb
Tobpamuuun PactBop 300 mr 2 pa3a B JIeHb

TOBU nnn bpamutoo

Komucrun PactBop Mo 6 net 0,5 mn EJI

2 pasa B JICHb
Craprie 6 jet

1-3 mmn E/l 2 paza
B JICHb




Kapbennunnna

PactBOp

1 r 2 pa3a B 1eHb

OnynMyLnI aHTH-
OMOTHK

250 mr/ammy s
500 mr/amrrybt

250-500 mr 2 paza
B JICHb

®dyzadyurun (6uo- AU 5 mo3 4 pasa B JicHb

TIAPOKC)

CexpeTonuTHKU

0,9% pactBop PactBoOp 2 mn 2 pasa B JIeHb Ucnomsayercs
NaCl pexe 3 u 6% p-p
3-6% pacTBOp PactBOp 2 mn 2 pasa B JIeHb [IpenBapurens-
NaCl HO — OPOHXOJIUTHK
I'mane6 7%

MyKOAUTHKH

AneTuiucTend PactBop2% HNuramsuus 2—3 ma

(Uuaramucr) 2 pa3a B JIeHb

AMOpokcon PacrtBop 7,5 mr/min 1-2 mun 2 paza B 1eHb

JopHasa anbpha
(ITympmo3uM)

Amrtyiel 2,5 mr

WNuramsmun 1-2 pasza
B JICHb ©)KETHEBHO

be3 pactBopu-
Tens!

Ipumeuyanus: JAV — no3upyromnuii a3po301bHbEINH HHransaTop; 1111 — mopoIIKoBEIi HHTaNATOP.

EBporneiickuii ctanaapt kauectBa nuransitopos EN-13544-1.




IMpuiaoxenne 5.

Wudopmanus s manueHToB [47].

MyKOBHCII/I03 — TeHEeTHYecKoe 3aboieBaHUE, KOTOpOE OOYCIOBIEHO MyTalUsIMH B TEHE
MYKOBHCLIU/I03HOTO TpaHCMEMOPaHHOTO perymnsropa HPOBOIUMOCTH. B pesyibTare
TEHEeTHYECKOTO0  JedeKTa  CeKpeT  OONBIIMHCTBA  JKeJe3  BHENIHEH  CeKpeluH  CryInaercs,
3aTpyJaHseTcsl ero o9Bakyanus. llpm MyKoBHCHIMZO3€ HapylmleH HOPMAJIbHBI OTTOK CIW3U U3
JIBIXaTEIbHBIX MYTEH, YTO MPUBOJUT K 3aCTOI0 MOKPOTHI M BOCHAJICHHIO, IOTOMY y MALMEHTOB 4YacToO
OTMEYAEeTCsl Kalledb C BBIACIICHUEM MOKPOTHI, HEPEAKO Yy Takoro peOeHKa TOKTOpa BBICIYIIUBAIOT
BIQKHBIE  W/WIM  CyXW€  JIOKaJbHbIE  MJIM  pacIpOCTPaHEHHBIE  XPHUIIBI B JIETKHUX
3a0oneBaHne MYKOBHCUUAO3 (KUCTO3HBIM (GuOpO3) XapakTepusyercs TeM, 4YTO B TOM WU
WHOW CTENEHH B IATOJOTMYECKUH IPOLECC BOBJIEKAETCS BECh OpraHU3M, HO B OONbIIEH CTENEHH
- OpraHbl JbIXaHHSA, NOKEIyJOYHAas >JKeie3a, IICYCHb, JKEIYHbIC ITyTH, >KEIIyJO0YHO-KHIICYHBIH
TPaKT, TIIOTOBBIE JKene3bl. biaromaps paHHeW IMarHOCTUKE M HOBEHIIMM TEpaleBTUYECKUM
pexXuMaM, MYyKOBUCHMIO3 (KUCTO3HBIA (uOpO3) HaBHO mepecTad OBITh TOJBKO MeIUaTpUYecKOn
pOOJIEMOI.

AJIeKBaTHOE CBOEBPEMEHHOE W pETYyJSpHOE JICYeHHE, a Takxke peabuiuTamusi CIoCOOCTBYIOT
yIyYIICHUIO IPOTHO3a U Ka4eCcTBa )KU3HH y OOJIbIIMHCTBA OONMBHBIX. J[narnoctuka u JiedeHue MmaueHToB
C MYKOBHCUUJO30M TPOBOJUTCA  MYJIbTHIMCUMIUIMHAPHOW  KOMAaHIOH, BKIIOYAMONIEH Bpaya
MyJBMOHOJIOTa, JHUETOJO0ra, OTOPHHOJIAPHHIOJIOrA, TacTPOIHTEPOJIOra, IICUXO0J0ra, (u3noTepaneBTa.
HckmounTenbHO BaKHBIM SIBIISIETCSI €KEe/THEBHOE IPOBEJICHUE MEpOIPUSATHH,
CHOCOOCTBYIOLIMX OYMCTKE JAbIXaTeNbHBIX MyTeH. OTUM TeXHHKaM M MeToJuKaM oOyyaeT Bpay
¢u3noTepanesT.

Pexomenpanuu.

- CrnenyiiTe m00BIM TUETHUYECKUM WHCTPYKIUSM, TPEIOCTABICHHBIM JI€UalllIM BpayoM BaIlIero
pebeHka.

- Jlepxwurte Bamiero pedeHka nojanbiiie 0T TAaCCUBHOTO KYypEHHUSI.

— Ilomorute Bamemy peOCHKY BBITIOIHATD YIPAKHEHHS, YKa3aHHBIE JICYAIIUM BPavuoOM.

- Iloompsiite pebeHKa OBITh HACTOIBKO (PU3UUECKH AKTUBHBIM, HACKOJIBKO 3TO BO3MOXHO.

- JlaiiTe nexapcTBa TOJBKO B COOTBETCTBUHU C YKa3aHUSIMU Bpaya BaIlliero peOeHka.

- Ecnm Bamemy pebGeHky OblUT Ha3HA4YeH aHTHOMOTHK, JAWTE €ro B COOTBETCTBUM C yKa3aHUSIMH
nevamero Bpada. He mpekparmnaiite mgaBaTh aHTHOMOTHK, JaKE€ €CIU Ball PeOCHOK HAYMHAET
qyBCTBOBATh CEOS TyyIIle.

[TOCTAHOBJIEHME TTPE3UJIEHTA PECITYBJIMKN Y3BEKUCTAH NeIlIlI-4440 07.09.2019

«O MEPAX T10 JJAJIbHEMILIEMY VJIVUIIEHUIO MEJIMITMHCKOM 1 COLTUAJIBHOM
oMo AETAM C PEAKUMU (OPOAHHBLIMUN) U IPYTUUMU HACJIIEACTBEHHO-
I'EHETUYECKNUMMU 3ABOJIEBAHUAMN»
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