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OObeTMHEHHON KOMHCCHEH

0 Ka4€CTBY MEIUITUHCKHUX YCIyT
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Pecny6nmukn Kazaxcran
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KJIMHUYECKUHN MPOTOKOJI JUATHOCTUKHU U JEUEHUSI

MYKOBUCIINI03
1. BBOJHAS YACTD.
1.1 Koa (1) MKB 10:
MKB 10
Kon Ha3Banue

E 84 | Kucro3usiit pudbpo3

E84.0 | Kucto3nsiii pubOpo3 c JIerouHbIMU NPOSIBICHUIMHU

E84.1 | Kucto3nsiii prOpo3 ¢ KUIIEYHBIMU MTPOSIBICHUSIMU

E84.8 | Kucrosnsiii hubpo3 ¢ ApyrumMu IpOSBICHUSIMHU

E84.9 | Kucrosnsii pubpo3 HEyTOUHEHHBIN

1.2 lata pa3padorku/nepecmoTpa nporokoja: 2014 rox (mepecmotp 2019 1.)

1.3 Coxkpaienusi, uCojib3yeMble B IPOTOKOJIE:

ABJIA AJUIEPrUIECKU OpPOHXOJIETOYHBIN acTIepruiIies3
ABII aHTHOAKTepUAIIBHBIN Mperapar

ABT aHTHOAKTepUaJIbHAS TEpaus

AJlP AyTOT€HHBIN JPEHAXK

AA/JIP ACCHCTUPOBAHHBIN ayTOT€HHBIN JIPEHAX
AMTI AMHUHOTJIMKO3U]]

bBOH 0eJIKOBO-IHEPreTHYeCcKast HeIOCTATOYHOCTh
BAT BUOPO-aKyCTHYECKas Tepanus

BOII Bpau o6mei npaktuku [IMCII

BPBII BAPUKO3HOE PaCIIMPEHNUE BEH ITUIIEBOIA
I'KC TITIIOKOKOPTUKOCTEPOUIBI

JKT JUINTEIIbHAS] KUCIIOPOA0TEPAIUS

JIH JbIXaTeabHasg HeJOCTATOUYHOCTD

KEJI YKU3HEHHAs! EMKOCTb JIETKUX

KKb XKETYHOKaAMEHHasi 00JIe3Hb

AKKT YKEJTyJOYHO-KUIIICYHBI TPAKT

NMT VHJIEKC MACCHI TeJIa

KT KOMITbIOTE€pHasi ToMorpadust




MB MYKOBUCIIUI03

MBTP/CFTR MYKOBUCHUJO3HBIM TpaHCMEMOpaHHBIN PEryssiTop

M3CJ MYKOBHUCIMJI03 3aBUCUMBIN CaXxapHbIi AuadeT

MK MAaKCUMaJIbHasi KOHIEHTPALHs

MIIKI] MUHUMAaJIbHAs NOAABIIAONIAs KOHIICHTPALUs

MIIK MUHEpaJIbHAsI IJIOTHOCTh KOCTH

MPU MAacCCO-pPOCTOBOM MHAEKC

OP3 OCTpBIE€ peCrupaTopHbIe 3a00I€BaHNUs

OAK 001U aHaIN3 KPOBU

OPBI1 00beM (hopcupoBaHHOTO BbIIOXA 32 1 CeKyHay

OAM oO1IMif aHATN3 MOYH

K NOJKEITYZOYHAs JKelle3a

CH caxapHblil 1uaber

CUT CpEeAHENENTOYEYHBIMH TPUTITULEPUAAMU

Y/ YPOBEHb J1I0KA3aTEIbCTBA

Y31 YJIBTPAa3BYKOBOE MCCIIEIOBAHUE

OXKEJI dbopcrupoBaHHas )KM3HEHHAsE €MKOCTb JIETKUX

XAJI XPOHUYECKUN aCIEPTUILIES JIETKUX

XJIH XPOHUYECKAs JbIXaTeJIbHas HEJOCTATOYHOCTD

e)pi(e 330(aroracTpo1yoIeHOCKOIHS

OKI' BJICKTPOKApAUOTrpamMMa

OIIH AK30KpPUHHASI NAHKPEATHUeCKasi HEI0CTaATOYHOCTh

Ix0oKT axokapanorpadus

PaO2 napuuaIbHOE HAMPSIKEHUE KUCIOopoaa

PaCO2 NapUHAIBHOE HANPSKEHUE YIIIEKUCIIOTO ra3a

PEP Positive Expiratory Pressure, moioXuTeabHOE 1aBICHHE Ha
BBIZIOXE

Sa02 caTypauusi, HaChIILIEHUE KPOBU KUCIOPOJIOM

1.4 Tlonb30BaTe I MPOTOKOJIA: TIEUATPHI, MYJIHBMOHOJIOTH, Bpaud OOIIEH MpPaKTUKH,
Bpayul CKOPOM M HEOTIOKHOH MEIWIMHCKOW ITOMOIIM, TEParieBTHI, PEaOMIMTOJIOTH,
JTMETOJIOTH, SHJOKPUHOJIOTH, XUPYPTH, OTOJIAPUHTOJIOTH, TPAHCIIAHTOJIOTH.

1.5Karteropusi nanueHTOB: B3pOCIbIE, JETH.

1.6llIkana ypoBHsi noka3zateabHocT (Y /):

A BricokokayecTBeHHBIN MeTa-aHalnu3, cucreMmarndeckuii 003o0p PKU wunu
kpynHoe PKW ¢ o4yeHb HU3KONH BEpOSATHOCTHIO (+1) cHCTEMaTHYECKOM
OMMUOKA pe3ylabTaThl KOTOPBIX MOTYT OBITh pPAacIpOCTPAHEHBI Ha
COOTBETCTBYIOIIYIO HNOMYJISIIHIO.

B BricokokauecTBeHHBIN (++) cucTeMaTH4ecKuii 0030p KOTOPTHBIX WU

HCCIIEIOBAaHUM CIy4aili-KOHTPOJIb Uil BricokokauecTBeHHOE (++1) KOTOPTHBIX
WM  HWCCIENOBAaHUM  CIIy4yal-KOHTPOJIb C OYEHb HHU3KUM  PHUCKOM
cucrematuueckor omuOku win PKW ¢ HeBbicokuMm (+) pHCKOM




CUCTEMATHYECKON  OMmMOKH,  pe3ynbTaTbl  KOTOPBIX  MOTYT  OBITh
pacupoCcTpaHeHbl HA COOTBETCTBYIOIIYIO MOMYJISILIHIO.
C KoroptHoe unu uccienoBanue ciaydyail-KOHTPOJIb UM KOHTPOIUPYEMOE

UCClIeJ0OBaHKE 0€3 PaHIOMHU3aLUH C HEBBICOKMM PUCKOM CHUCTEMATHYECKON
om0k (+). Pe3ynabTaThl, KOTOPBIX MOT'YT OBITh PACIIPOCTPAHEHBI HA
cooTBeTcTBYIOLYIO onyJssinuio win PKU ¢ oueHb HU3KUM WM HEBBICOKUM
PUCKOM CHUCTEMATUYECKOM OMMOKU (++ Win +), pe3ysibTaThl KOTOPBIX HE
MOTYT OBITh HEMOCPEACTBEHHO PACIPOCTPAHEHBI HA COOTBETCTBYIOLIYIO
HOMYJISIUIO.

D Omnucanne CCpun CJIydacB UJIIM HCKOHTPOJIUPYCMOC NCCIICAOBAHUC NI
MHCHHUC SKCIICPTOB.

GPP

Haunyumas dapmaneBruyeckas npakTHkKa.

1.7 Onpenenenne [1,2,10,12,18]:

MykoBucunaod (MB) (kucTo3nbiii (puOpo3) — 3T0O ayTOCOMHO-PEILECCUBHOE
MOHOTeHHOE 3a0oJieBaHue, oOycioBieHHoe Mytanuei rena CFTR (TpancMemOpaHHBIN
PETYJISITOP MYKOBHUCHH03a), XapaKTEPU3YIOIIECECS MOPAXKEHUEM 3K30KPHUHHBIX JKEJIE3,
KU3HEHHO BA)KHBIX OPraHOB U CUCTEM, UMEIOIIIEE TSAKEI0€ TCUSHHUE U TPOTHO3.

MynbTUCHCTEMHOE TEHETHYECKOe 3a0o0JieBaHWE, CBS3aHHOE C HAPYIICHUSAMU
TPaHCIIOPTa HATPUSA U BOABI YEPE3 SMUTEIUAIBHBIE MOBEPXHOCTU. CIIEICTBUEM MYyTallUH
reHa sBIIE€TCS HapylIeHUE CHUHTE3a, CTPYKTYpbl MU (YHKIUM Oelika TpaHCMEeMOpaHHOTO
perymsitopa nposoguMoctu mykoBucuaosa (CFTR), B pe3ynbTraTe 4ero XJiopHble KaHaIbI
CTaHOBSITCSI HEMPOHUIIAEMBIMU JJII UOHOB XJIOpa MPH TUrepadcopOIMy HATPUS U BOJBI,
YTO BBI3bIBAECT JIETUIPATALUIO ANHUKAIbHON IMOBEPXHOCTU CEKPETOPHOIO DSIUTEIUS,
yBEJIUYEHUE BA3KOCTHU cin3u. [lopaxkaroTcs IbIXaTelbHbIE MYTH, KEITYJOYHO-KUIIECYHBIHI
TPakT, ME€YEHb, MOKENYA0UHAs JKEJIe3a, CIIOHHbBIC, MIOTOBBIE YKEJE3bl, PEIPOAYKTUBHAS
cucrema. llaTomorust nbIXaTeNbHOW CHUCTEMBI - TIJIaBHAS MPUYMHA OCJIIOKHEHUW U
netanbHOCTH (Oonee uvem B 90%). Bospact manudecranmm 3aboneBaHus OYECHB
pazinyaercs.

1.8 Knaccndukamus [1-9,14,17, 34, 35]:

C ydeTroM MMEIOMIErocs OMbITa K MPAKTHYECKOMY MPUMEHEHUI0 PEKOMEH0BaHA
cnenytomias knaccudpuxaruu MB (Tabm.1):

Taomuua 1 - Kinuan4yeckasi kjaaccupuranus MyKOBUCIIMI03A:

dopma XapakTepuctuka 0poHX0JIerO4HbIX Hpyrue Oci1o:xHeHust
00J1e3HI H3MeHEeHUH NMposiBJIeH
Knununueckas ®da3a, Crene s
aKkTHBHOCTh | Hb JIH | 3a0oJieBa-
npouecca ** HUA
1.CMmemanHast 1. Xponuuecku |l. Pemuccus. 0 - Cunycur AoOcIiecchl, aTeleKTaskl,
WJIY JIETOYHO - i Icr. |- Cunmpom MTHEBMO-ITMOITHEBMOTOPAKC,
KUIIeYHAast ooctpykTuBHbl 2.000cTpenue: | Il cr. |mceBmo - KpOBOXapKaHbE, KPOBOTEUCHUE
¢dopma i - OpOHXHTA; I cr |bBaprrepa (JIerounoe, KerymaodHoe),
3a0oneBaHus OpOHXWUT. - Azoo0- aJUIePTUYeCKUi OPOHXOJIETOUHBIH
- THEBMOHMUS CIIEPMUSL acneprmnies (ABJIA).




(myxoBuctuno3 | 2.bponxoskras |(c ykazaHuem -PennuBu- [Tonuno3s Hoca
c bl (JIOKQJIN30  [TOKAJIH3alnm) pYroLIHii MekoHHEBBIN UIIeyC, SKBUBAJIECHTHI
MaHKpeaTuyec- | BaHHBIE, MaHKPEaTUT MEKOHHMEBOI' 0 Hieyca,
KOH JTMCCEMUHUPOB BBITIa/ICHUE MTPSIMOMN KHUILIKH,
HEIOCTaTOYHOC | aHHBIE) C Luppo3 neuenu (6e3 U ¢ MOPTAILHOI
TBHIO) yKa3aHueM TUIepTeH3uen )
JIOKQJIM3aL1U. KKb
2.Jlerounas OtcraBanue B pU3NIECKOM
¢dhopma 3.ITueBMopu0 pa3BHUTHH.
3a00eBaHUs pos. BenkoBo-aHepreruueckas
(MyKoBHCIIHI03 HEIOCTaTOYHOCTh
c Hapymenue TonepantHoctu
HEHApyUIEHHON K yTIIeBOJaM
(dyHKIHEH MyKOBUCIU103-aCCOLMU-POBAHHBIN
HO/IKEINYI0YHO caxapHbIi 1uader
i JKene3bl) CHKeHre MUHEpaTbHON
IIJIOTHOCTH KOCTHOHN TKaHH
Bropuusslii ocTeonopos
AMMIION03 ITOYEK
CuanoaneHuT
Buramun K-nedunutasie
cocTostHUS (TeMopparnyeckast 00J1e3Hb
Jebunutabie COCTOSHUS (aHEMUSI U JIp.)
Jlerounas runeprensus, Cepredno-
cocyAncCTasi HeTOCTATOYHOCTh

I'enorun (myranuu reaa CFTR)

CradunokokkoBast HHOEKIHU.
CunerHoitHast nHG KIS
Wudexuuns, Bei3BanHas B. cepacia

Hpyrue uHbeKIun
MuxpoOHBIE aCCOIHATTIH

Mukpobuonorndeckuii cTaTyc (YKa3bIBaeTCs aata
MEPBUYHOTO BHICEBA MUKPOOHOTO MATOreHa
(TaTOreHOB) M, €CIIN €CTh, ITOCIIEIHETO)

Hpyrue Gpopmsr:
Heormpenenennslii fMarao3 npy NOJI0KUTETHPHOM HEOHATAIEHOM CKPHHIHTE Ha MyKOBHCITUA03™ **
3aboieBanusl, CBsI3aHHEIE ¢ TeHoM CFTR****:
— M30JTUPOBaHHAs OOCTPYKTHBHAS a300CTIEPMUS;
— XPOHUYECKUH MaHKPEATHUT;
— IMCCEMHHHUPOBAHHBIE OPOHX 0IKTAa3bI

Ipumeuanus:

**  Cmenenv  OblXamenbHOU — HeOOCMAMOYHOCMU — ycmanagiueaemcs — coenacho  «Knaccugpuxayuu — OvixamenvbHotl
Hedocmamoynocmuy. Cmenenv msadicecmu 3a001€8aHUs PeKOMEHOYemcs He YKA3bl8amb UCX00s U3 NePEUUHO-XPOHUUECKO20
meyeHus, NOAUOPSAHHO20 NOPANCEHUSL U NPOSPEOUCHIMHO20 MEYEHUS.

**% [lonooxcumenvHulil HEOHAMANbHYIU CKPUHUHE UTU HEOHAMANbHAL 2UNepmpuncuHozeHemus (cm. paszoen «duacnocmuxa
MyKo8ucyuoosa. Heonamanvhuiili ckpunune») He A6IANMCA OUACHO30M U 8 KIACCUPDUKAYUIO He 6KIIOUEHbl, NAYUeHMAM C
HEOHamanbHOU eunepmpuncuroceHemuell pekomeroyemes 8 1 200 nposecmu nosmopuo nomosyio npody. Ilpednodxcer Hogvlll
OUACHO3 — «HEONpeOeieHHbI OUACHO3 NPU NOJONCUMETbHOM HEOHAMATbHOM CKPUHUHEe HA MYKO8UCYuoosy» (cm. Pasoden
«Ienemuka mykogucyuoo3ay).

**** Kon MKDB pexoMeHayeTcst HCTIONB30BaTh U3 COOTBETCTBYIOIINX Pa3/IeioB.

OcHoBHOe ocioxHeHHe MB, npuYyMHa HHBAJIUAM3ALUMU M CMEPTHOCTH -
AbIXaTeJbHasi HegocTatouHocTh (I H).
Taomuua 2 - Kimaccngukamus abIxaTeJIbHON HEJOCTATOYHOCTH 10 CTENEHH TAKECTH.

CreneHp PaO2, mM pr. CT. Sa02, % PaCO2
Hopma > 80 > 05 36-44
I 70—79 90—94 <50




1 50—69 75—89 50-70
11 <50 <75 > 70

IIpumeps! popMyJIMPOBKH AHATHO3A:

- MykoBucuuao3 [reHotumn: rerepo3urora no myranuu 2143delT], nerouno-kumieunas
dopma, TsKenoe TeueHue. PacmpocTpaHeHHblEe HUIMHAPUYECKHE OPOHXO3KTa3bl 000MX
nerkux, ob6octpenue. JIH II cr. XpoHuyeckuil MOJUNO3HO-THOMHBIA IMaHCUHYCHT.
HasanpHpiil monuno3 2 cr. XpoHUYecKas NaHKpeaTH4yeckas HEJOCTATOUHOCTb, TsKENas
crenedb. [Jyonenut. bynsout. Jlyonenoractpanbusbiil pedmtokc. Huppos neuenu (F4 mo
mkanre METAVIR - mno panaeiM  ¢ubposmactomeTpun TmiedueHu). Hapymienue
TOJIEPAHTHOCTH K TJIFOKO3€.

- MykoBuciuio3 (reHoTuIn rerepo3urora o myrtanuu resa F508 Del 21kb), cmemannast
¢dopma. JIByCTOpPOHHSSI KHUCTO3HO-Oyiuie3Has jaedopManus JerKuX, MHOXECTBEHHBIE
OpOHXOAKTa3bl, PACIPOCTPAHCHHAS JIOKATU3AIIMS, OCIOKHEHHOE TeUeHHE. XPOHUYECKOE
HocuTenbcTBO Pseudomonas aeruginosa. JIH 2 cr. XpoHudeckas MaHKpeaTHdecKas
HENOCTAaTOYHOCTh. CHUKEHUE HYTPUTUBHOTO CTaTyca.

2. METO/JBbI, MOAXOAbI U NPOUEAYPbI IUATHOCTHUKMU [1-12,17,33, 36-
41, 72]:
2.1 /lmarnocTuvyeckue Kpurepuu [1-12]:

B GonbminHcTBe ciiydaeB MB nuarnoctupyetcst B panHeM JeTckoM Bospacte (90%
Clly4aeB — Ha MEpBOM roay »u3Hu). Hepenku ciydam guarnoctuku MB y B3pocibix ¢
KJIAaCCHUYECKUM  (DEHOTUIIOM  (XPOHHYECCKUM/PEIUANBUAPYIONINA OpPOHXUT, CHHYCHT,
MAHKPEATHUT).

Kiaccuueckuii peHoTHI SABISETCS CIIEACTBHEM JBYX MYTAHTHBIX KOIHWM TI'eHa
MYKOBUCIIUZ03HOTO  TpaHcMeMmOpanHoro perynaropa (CFTR), wu  mnposiBusiercs
XpOHUYECKON OakTepuaibHON WHOEKIHUEH IbIXaTeNbHBIX IMyTeH, MPUIATOYHBIX IMa3yX
HOCA, CT€ATOPEEU BCIEACTBUE BHEUIHECEKPETOPHOM HEAOCTATOYHOCTU IOKEITYAOYHOU
KEJe3bl, MYXCKHM O€CIUIOueM H3-32 OOCTPYKTHBHOW a300CHEPMHH, TIOBBIIICHHON
KOHLIEHTPALUEN XJIOPHUI0B ITOTOBOU KUIKOCTH.

Huarnoctudyeckue cinoxkHoctd npu  MB  o0ycnoBieHbl  QeHOTHUTHYECKUM
pa3zHooOpa3ueM B CBSI3U C TeHEeTHYeCKUM nonuMopduszmoM. [larmenTs: ¢ atunuaasiM MB
MMEIOT KaK MUHUMYM OJIHY Konuto MyTaHTHOro reHa CFTR, pyHKIIMS KOTOPOTro YaCTUYHO
coxpaHeHa («MSTKHE» MyTaluu). JTO MPUBOIUT K auarHoctuke MB Bo B3pociom
BO3pacTe, Yy TaKUX MAIMEHTOB OTMEYaeTcsl 0ojiee MArkoe TeueHwe OOJIE3HH B CBA3U C
COXPAHHOCTbIO (PYHKIIMHM MOJIKETYA0OUYHOMN KeJNe3bl U HETSKENIbIM MOPaKEHHUEM OpPraHOB
JIbIXaHUS.

Kanoobr:

® MYYUTEIbHBIN IPUCTYNOOOPA3HbIN Kalllelb;

® TPYOHOOTAEJsIeMas THOMHAsA BA3Kas MOKPOTA;
® CBUCTSLIEE JIBIXaHUE;



HapylUIEHUE HOCOBOI'O JIbIXaHUA (3aJI0KEHHOCTb );

THOMHBIC BBIJICJICHUS U3 HOCA,

OJIBIIIKA (3aTPYJHEHHOE JIbIXaHUE);

00nu B JKHUBOTE, OOWJIBHBIN, 4yacTelil (4-6 pa3 B CyTKu), ONECTALIMI, >KUPHBIH,
3JIOBOHHBIN CTYII,

e c1aboCTh, yTOMIISIEMOCTD, 33J€P>KKa Pa3BUTHS;

® CHIDKEHHE MAcCChI Tejla/3a/iepKKa B IpruOaBKe Beca.

AHaMHe3:

e JaHHBIC CEMEHHOTO aHaMHE3a O CMEPTH JICTCH Ha IMEePBOM IOy JKU3HU W HATHMYUE
CHUOCOB CO CXOJHBIMH KIIMHUYECCKUMHU TPOSBICHUSMH,

® MEKOHHUAJIbHBIA MJICYC M €T0 SKBUBAJICHTHI,

® CHUHAPOM HAPYIICHHOTO KUIIEYHOT'O BCACHIBAHHS HESICHOTO IeHe3a;

®  YYAIICHHBINA CTYJI CO 3JJOBOHHBIM 3aITaX0M;

® TPHW3HAKH XPOHHWYECKOTO CHHYCHTAa C IMOPAKEHHEM BCEX CHHYCOB, MOJHUIBLI HOCA,
0COOCHHO B paHHEM BO3PacCTe;

PEIUANBUPYIOIINE OPOHXUTHI, OPOHXHUOJIUTHI,

MIOBTOPHBIC M PEIUANBUPYIOIINE ITHCBMOHUH C 3aTSKHBIM TCUCHUEM ;

9acThle KypCchl aHTHOAKTEPUAIBHON Teparuy AJis JICUCHUS Kalllis;

BeIceB Ps.aeruginosa;

KeNTyXa OOCTPYKTUBHOTO THIIA Y HOBOPOXKJICHHBIX C 3aTSDKHBIM TEUCHUEM;
OpoHXHMaNbHas acTMa, pepakTepHas K TPaJAUIIMOHHON TepaInuu;

PEIMINBHBIN MTAHKPEATHT W/ AIIeHIUITAT

OpOHXO02KTa3MH;

y OoJjiee CTapIIMX MAIMEHTOB (MYX4YHH) OECIUIOAME BCICACTBUE BPOXKICHHOTO
OmaTepaIbHOTO OTCYTCTBHSI CEMSIBBIBOSIIETO MMPOTOKA,;

IIUPPO3bI TICUCHHU;

caxapHbIi JHa0eT C peCIUPaTOPHBIM CHHAPOMOM;

racTpod3odareanbHbIi peQIIIOKC;

XOJIeIINTHA3,;

BBITIJICHUE TIPSIMON KHIIIKH;

3aJieprKKa MOJIOBOTO Pa3BUTHS.

du3uKajJIbHOe 00ceI0BaHNe:

® HapyIICHHUE POCTa U PA3BUTHS: CHUKEHHE MACCHI Tela;

e MOTYT HaOJIOMAThCS pa3IudHbIe AehOpMaIliU TPYIHON KICTKH

® [pU TUIMYHOM TE€YCHHUU OTMEUAETCS XapaKTEPHBIM BHEITHUM BU: «KYKOJIBHOEY JIUIIO,
pacmupeHHas, jAchOpMUpPOBaHHAs TpyAHas KIeTKa OO0dYKooOpa3HOW (OpMBI €
BHIOYXaHUEM TPYAUHBI, OOJBIION, B3AYThIM, HWHOTJAA «JIATYIIAYHUNA JKUBOT», XYJbIe
KOHEYHOCTH,

®  COJICHBIN BKYC KOXH,;



® [IpU paCHPOCTPAHEHHOM TOPAKEHUU JIETOYHOW TKAHM TMPU3HAKU XPOHHUUYECKOU
TUNIOKCUM: JIeopMallui KOHIIEBBIX (paJlaHT MayiblieB MO TUINY «O0apabaHHBIX MaJIbIIEB)»
W/WJIA HOT'TEH 10 TUMY «YaCOBBIX CTEKOJ;

® [IEPKYTOPHO HAJ JIETKUMHU MO>KET BBICIYIIUBATHCA KOPOOOUHBIN 3BYK M/WUIU YUaCTKH
MIPUTYTUICHUS,

® [P ayCKyJbTallUM — OCJAa0JICHUE JbIXaHUsA, CyXU€ U Ppa3HOKAIUOEpHBIC
(IpeuMyIeCTBEHHO  CpPEeIHEINy3bIpUaThie)  BJIAXKHBICE  XPHUIBI  JIOKAJIbHBIE WU
pacrpoCcTpaHeHHbIE, B 3aBUCUMOCTU OT 00beMa MOPAKECHHUS.

e 1pu OOCIETOBAHUM BEPXHUX JIBIXATCIBHBIX IyTEH BBIABIACTCS XPOHUYECKUM
MAHCUHYCUT, HEPEJIKO MOJTUTIO3HbIN;

e nepudepuueckre OTeKH,

® caxapHbIil 1Ma0ET B COYETAHUU C PECITUPATOPHBIMU CUMIITOMAaMU;

e remaroMeraius, CrieHoMeranus (Ipu pa3BUTHH ITUPPO3a NICYCHH ).

Manudecranusi KIMHHYECKMX mnposiBieHuii MB (HayaibHble TPHU3HAKH) MOXKET
IPOTEKATh MO-Pa3HOMY:

® MEKOHHUaIbHBIN Hieyc — 15%;

® pecrnupaToOpHbIE CUMITOMBI — 25%;

e kumieuHble nposiBiieHuss — 30%;

® pecrupaTopHbIC U KuIedHbie — 15%;

e OTATOIIEHHBIN ceMelHbIi anamMue3 no MB — 10%;

e jpyrue nposiBaeHus — 5%.
B paznuunbie Bo3pacTHbIE EPUOBI UMEIOTCS KIMHUYecKue ocooennoctu MB (Ta6:.3).

Taoauna 3 - Knuaudeckue nposisiieHuss MB B pa3HbIX BO3PACTHBIX KATErOPHsIX:

Bo3spacr CUMIITOMBI U CUHAPOMBI
I'pynnoii PeuuauBupytomiyie Uiy XpoOHUYECKUEe PECIUPATOPHBIE CUMIITOMBI (Kalleb, O/IbIIIKA)
BO3pacCT PeuunuBupytornirie OpOHXUTH/OPOHXUOIUTHI

[Tnoxas mpubaBka Beca

[ToBTOpHBIEC THEBMOHHUH/IMITEMA

3aTspKHAas KeJNTyXa HOBOPOKIECHHBIX

Heodopmnennslii, 0OMIbHBIN, MACISIHUCTBIN U 3I0BOHHBIN CTYJ, cTeaTopes
MeKOoHMEBBIH Hileyc, XpOHUUYECKas Auapes

Brimmagenue npsiMoil KUIITKU

OtcraBanue B GU3HYECKOM Pa3BUTUH

['unonporenHeMUYECKHE OTEKU

ConeHslil BKyC KOXH

Cunnpowm nceBno-baprrepa

[ToBeIlIEHHAs KPOBOTOUYMBOCTD, CBA3aHHAS C JePHUIIMTOM BUuTamMuHa K
JlaHHBIE CEMEWHOr0 aHaMmHe3a O CMEpPTH JI€T€W Ha MEPBOM TOAY KU3HU WIM Haauyue
CcHOCOB CO CXOTHBIMH KIIMHUYECKHUMHU MPOSIBICHUSIMU

JomikonpH | CTo¥KHIA Karensb ¢/0e3 THOWHON MOKPOTBI; PeLUANBUPYIOIIAs/ XPOHHUECKAs! OJIbIIIIKA
bIN PenmnuBupytorias HHQEKIUS OPraHoB JAbIXaHUS WIH acTMa

Nnnonatnyeckue OGpOHXOIKTA3HI

OTtcTaBaHue B Bece U pOCTe

Brinanenue npsiMoi KUILIKY, HTHBAarMHAIUS

XpoHuyeckas Juapesi, creatopest




CumnToMm «O6apabaHHBIX MATOYEK»

Kpucramnsl conu Ha Koxe

'unoroHMuecKas neruapaTanus

I'unosnexTponTeMus ¥ METa00IMYECKHIA aIKao3

I'emaTomMeranus WM JUarHOCTHYECKH HEACHOE HapylIeHne (PyHKIIUH TEYCHU
CuHYCHUTBHI ¥ Ha3aJIBHBIH MOJINTIO3

TennoBoi yiap ¢ TMIOHATPUEMHEH

konpHbl | PenmauBupyromas HHQEKIUS OpraHoB AbIXaHUS WIM acTMa
Pseudomonas aeruginosa B MOKpoTe

XpoHudecknid cuHycuT Ha3anpHbIN 10JIMITO3
Nnnomarnyeckue OpOHX0IKTA3HI

CumnToM «O6apaOaHHBIX MMATTOYEK

Crearopesi, XpoHuueckas 1uapest

CuHapoM aucTanbHOW MHTECTUHAIBHON 00CTPYKIIUN
[Tankpeatur

Brinagenue npsmMoit KAIIKA

Hapymienue TonepantHoCTH K yriaeBoaam / CaxapHblil quader
I'emaromeranus 3a0osieBaHue MEYEHU HESICHON 3THOJIOTUH
doxanbHBIN OUITHAPHBINA TUPPO3

XpoHHUeCcKasi UHTECTUHAJIbHAs OOCTPYKIIHS, MHBarnHaus
TennoBoil yaap ¢ TMIOHATpUEMHEH

[Moapoctku | ['HOiTHOE 3a007€BaHNE JIETKUX HESICHOM 3THOJIOTHH

U B3pOCybie | BpOHX03KTa3bl

XPpOHUYECKUN CUHYCUT

CumnToM «O6apabaHHBIX MMAJTOYEK)

Amteprudeckuii OpOHXO0JIETOYHBIN aclepTuiiies

OcTphlii WM XPOHUYECKUM TaHKPEATUT

CuHIPOM AUCTATILHONW WHTECTUHAIBLHON OOCTPYKIINHT

Hapymenne TosepantHoctd Kk  yrieBojam/CaxapHblii  Aua0eT B COYETaHUU C
pecnupaTOPHLIMU CUMIITOMAMHU

OtcraBanue B pocte 3a/iep>KKa IOJIOBOTO Pa3BUTHS

A3oocnepMus/IBYCTOPOHHSS aTpe3usi CEMSIBBIHOCSIINX MPOTOKOB Y JIUI MY>KCKOTO I0JIa
CHuxeHue GpepTUIbHOCTH Y JIUILL KEHCKOTO I0JIa

doxanpHBIN OunuapHelii uppo3 IlopranpHas runepTeH3us XoJieauTuas

Oco0eHHOCTH KIMHUYECKOH KAPTUHBI MYKOBHCIIMI032 Y B3POCJIbIX.

MB B3pOCIIBIX IETUTCS HA JBE TPYIIEBI:

e OONBHBIE C «TUMHYHON» (OpMOHN 3ab0JeBaHUs, 3a00JIEBIINE B PaHHEM JIETCTBE U
JIO’KMBIIIKE JI0 B3POCTIOTO BO3PAcCTa;

e OOJBHBIC C ATUMTMYHON PopMOi 3a00IeBaHMs, C TO3IHEH MaHU]eCcTaIHEH.

Ilepsas epynna XapakTepu3yeTCsl HHU3KUM HYTPUTHBHBIM CTAaTyCOM, HEMPEPHIBHO-
PEUANBUPYIOIUM TeUCHHEM HH(PEKIIMOHHO-BOCTIAIUTEIBHOTO MPOIecca B JIETKUX Ha
¢oHE BBIPAKEHHBIX HM3MEHECHHMI OpOHXMAIBHON CTEHKH, MACCHUBHBIX OpPOHXHOJO- M
OpoHX09KTa30B, MHEBMO(PHOpO3a, IMbu3eMbl. JlpIxaTenbHbIE MyTH 9acTO HHOUITMPOBAHBI
rpamMoTpuliatebHOM  MuKpodopoii: Ps.aeruginosa, B.cepacia, Stentrophomonas
maltofilia, Alcaligenes xylosoxidans. OTMe4aeTcst 0OOCTPYKTHBHBIN THIT BEH THIISIIMOHHBIX
HapyIICHWH, JIeTOYHas TUnepTeH3us. HaOmomaercs BBICOKAsS YacTOTa «MSATKHX)»
TCHOTUIIOB C MEHBINEH BBIPAKEHHOCTHIO IMAHKPEATUYECKOW HEJO0CTaTOYHOCTH;



LHUPPOTUUECKUE U3MEHEHMS], TAHCUHYCUTHI, KpOBOXapKaHbe, caxapHblil auader (20%) u
ApyTHeE JIETOYHBIC U BHEJIETOUYHBIC OCIIOKHEHUS.

Creptbie dopmbl (pu Msirkoit mytanuu B reHe CFTR): nuarHoctupyeTcst 4acTo BO
B3pPOCIIOM BO3pacTe, MOJl Pa3HBIMU «MAacKaMW»: CHHYCHT, PEeUUANBUPYIOIINI OpOHXHT,
XpOHHUYECKHE OOCTPYKTHUBHBIE O0JIE3HH JIETKHX, [IUPPO3 MEYCHH, MYKCKOe OecIiioIue.

TsoxkecTs 3a00eBaHUs 3aBUCUT OT CPOKOB TMOSIBICHHUS TEPBBIX CHMIITOMOB: 4YeM
Miaame peOeHOK Ha MOMEHT MaHudectanmun MB, Tem Tsbkenee TedeHue u
HeOmaronpustHee mnporHo3. Iloutn y Bcex OonbHBIX MB Mmyxkckoro mona (97%) -
a300CIMepMHsI, CBS3aHHAs C BPOXKACHHBIM OTCYTCTBHUEM, aTpodueil Wium OOCTpyKIuein
CEMEHHOT0 KaHaTHKa. BONBIIMHCTBO MY>KYiH ¢ MB He crmocoOHBI UMETH MMOTOMCTBO. Y
MalMeHTOB XEHCKOTO Toja 3a00JeBaHUE COMPOBOXKIACTCA CHIDKEHHEM (DepTUILHOCTH
(20%), HO y OONBIIMHCTBA JETOPOIHAS (YHKIIMS COXpaHEHa.

JlaGopaTopHbie uccaenoBanus [1, 2, 9, 17, 33, 36-41, 72]:

e omnpeaejeHHe XJIOPUAOB B MOTOBOH :kKuakoctu (mpoda MuHopa) - nHaunbonee

MH()OPMATUBHBIN JTHUAarHOCTUYECKU TecT. [loTOByr0 mMpoOy MOXKHO TPOBOAHTH JIETIM

moboro Bo3pacrta. [lpu HemocTaToOuHOM 00pa30BaHWM MOTAa HEOOXOAUMO TOBTOPHOE

UCClIeIOBaHUE Yepe3 Helelo. TecT MoJoXKUTENbHBIN NP HAIMYMKU XJIOPUJIOB noTa >60

MMOJIB/T [> 60 mMakB/1]. OTpuniaTenabHas moToBas npobda (mpu 3HAYCHUU XJIOPHUIOB MOTA

<30 mmoJb/11 [<30 M3KB/JI] BO BCeX BO3PACTHBIX I'PYIINAx) yKa3bIBACT, YTO MyKOBHUCIIH/I03

manoBepositTeH. [lonmokutenpHas TMOTOBas Mpoda CBUACTEIBCTBYET O HaJUYUU

mykoBuciuao3a. [Ipu pesynbprarax moToBoil mpoObl co ypoBHEM XJIopuaoB mota 30-59

MMOJIB/T [30-59 MdKB/1], TpeOYIOTCS AOMOJHUTEIbHBIE HCCIIEIOBAHUS — MOJICKYJISIPHO-

renernyeckuit anamu3 (Y —A) [1, 2, 9, 17, 33, 72].

e MouekyaspHo-reHeTndyeckuii ananu3 rena MBTP (CFTR) [1, 2, 9, 17, 33, 72]:

ouazHocmudeckum noomeepacoeHuem MB sensemcs BBIABICHHE IBYX MAaTOTEHHBIX

myTtanuu B reHe CFTR B TpaHcmosmoxkeHuu, BbI3bIBaromue mykoBucuunos (Y A).

MonekynsapHO-TeHeTHUCCKUI aHAIN3 00513aTeJIbHO MMOKa3aH MpH:

- TIOTPAaHUYHBIX Pe3yJbTaTax MOTOBOM MPOOHI;

- HEBO3MOXXHOCTH TPOBEACHUS TOTOBOM MpOOBI (HETOCTATOUHBIM BEC, HE3PEIIOCTh
HOBOPOJKJIEHHOT0, TSKECTh COCTOSIHUSA, IP.);

- TPU HEOHATaJbHOM TUNEPTPUIICUHOTEHEMUU U OTPULATEIBHOM PE3yJIbTaTe MOTOBOM
pOOHI;

- NB! yuutsiBasi coBpemeHHbIE MOAXOIbl K MaToreHeThyeckol tepanuu MB, Bcem
nauueHtam ¢ MB 10WKHO OBITH PEKOMEHIOBAHO TMPOBEACHUE TE€HETUYECKOTO
HCCIIETIOBAHUS.

e MukpoOHoJIOTHYECKOe HCCIeI0BaHHEe MOKPOTBHI. MukpoOHas ¢iopa OOBIYHO

npejcTaBieHa acconunanusamu (S. aureus, Pseudomonas aeruginosa, Burkholderia cepacia

complex, Achromobacter spp, Stenotrophomonas maltophilia, Acinetobacter,

MUKPOMHUIIETHI U Jp.). {75 uccnegoBaHuss KpoMe€ MOKPOTHI MOKHO YUYHTBIBATh Ma30K U3

3eBa, Ha30(apUHTeaTbHBIN acupar, OpoHXoanbBeosspHbIi JaBax (Y A) [36-41].

® ONpeAciiCHUE  YPOBHSA NAHKPEATHUYECKOW »5JjlacTa3bl B Kajie ISl OMNpeiesieHus

MaHKpeaTHYeCKOM HEJOCTATOUHOCTH; XPOHUYECKasl MMaHKpeaTUyecKasi HeJ0CTaTOUYHOCTh

CpeIHeH CTENEHU TSHKECTH - YPOBEHbB 3acTasbl OT 100 mo 199 Mr/r; Tskenou cTeneHu -

<100 wmr/r; xpaitae Tsokenas — Hke 15 mr/r (Y A) [1, 2, 9, 17, 33, 72]. Uccnenosanue



MPOBOJMTCS 4Yepe3 3 Mecslla Ha MEePBOM TOJy KU3HH, Jlajiee €XKEroJHO B JETCKOM
BO3pacTe, B IEPHUOJIBI 3aMEJICHUSI POCTa, IOTEPU Beca U JUAPEU.

® HCCIIeIOBAaHUE KOMPOrpaMMBbI C OMpe/iesIieHneM YpPOBHSI HeilTpanbHoro xupa (Y A)
[1,2,9,17,33, 72]: creneHu BRIpAKEHHOCTH CTeaTopeu | Thma: BeIpakeHHast — BU3YaJIbHO
KUPHBIN CTYJ; YMEPEHHAs — BU3YAIbHO JKMpa HET, B KOMPOrpaMMe HEHTPAIbHBIN KUP B
MOBBIICHHOM KOJIMYECTBE; CKPBITas — BU3YaJbHO JXHpPA HET, HEUTPATbHBIA XUP B
KOIPOTpaMMe TOBBIIICH HE3HAYUTEIIHHO.

e 00mMi aHaaM3 KpPOBH (MOXeT ObITh CcHibkeHue HD, nelkonnTo3/nelKoneHus,
TpOMOOIMTO3/TpoMOoLIMTOIEH S, YBearnueHne COD)

® OMOXMMHUYECKHI aHaIU3 KPOBU C OMpeeieHueM: OmnnupyornHa (001Iero u mpsmMoro),
anmannHamuHoTpaHcdepassl (AJlaT) u acnmapratamunorpancdepassr (ACaT) (wacto
MOBBIIIIEHHE JTHUX IIOKa3aTesei), TJIIOKO3bl (YacTO TMOBBIINICHHE), OOIero Oenka u
anbOyMHHA (4acTO CHUIKEHHE);

e omnpeaenenue  C-peakTuBHOro  Oenka  (YBEJNIMUEH  BCJIEACTBUE  HAJTUYHS
BOCHAJIUTEILHOTO MPOoLIecca);

e lmmyHorpamma + ummyHorio0yauasl A, M, G, E (4acto cHrKeHbI);

e ompenenenne ypoBHsa xene3a (Fe), ¢eppuruna, B12, d¢onaroB, Butamuna /|
(25(OH)D3), uepysormiasMuHa B CHIBOPOTKE KpoBH (Y OOJBIIMHCTBA IMAlMECHTOB
CHUKEHBI);

® OMNpeeNeHre  COJEpPXKaHMsS  DJIEKTPOJMTOB  (HATpHWM,  Kaiauil,  KaJbIui
MOHU3UPOBAHHBIE) B CHIBOPOTKE KPOBHU (KaK MPABUIIO CHUKEHBI);

e KoaryjorpamMma C OIpeJeNICHHEeM ayTOKOAryJsSIMOHHOTO TECTa, aKTHBHUPOBAHHOTO
BpEMEHU pekanbiuduKaum (ABP), aKTUBUPOBAHHOTO YaCTUYHOTO
TpomborutactuaoBoro Bpemenu (AUTB), tpomounoBoro spemenn (TB) (npusnaku JIBC-
CHHIPOMA U THOHHO-BOCIIAIUTCIIBHBIX H3MEHEHHUI);

e 0oO0mmit aHanu3 Mouu (MOTYT OBITh IPOTEUHYPHUS, TIEHKOIUTYPHUS, YPAThI);

® JMarHOCTHKAa OCTEONEHHWH/OCTEOINOpo3a: KaJdblMid OOIIMK, WOHU3WPOBAHHBIH,
anekrpoauthl, 25(0OH)D3, menounas ocdarasa, hochop opraHuvecKuii, 0CTEOKAIbIIH,
KaJbIIMTOHUH, TTapaTropMoH, beta-cross laps B kpoBu; Mmapkepbl kocTHOro oomena: P1NP
(mapkep kocreoobpazoBanus) u CTX (Mapkep pe3opOUUU KOCTH);

e j1abopaTopHbIC HCCIEIOBAHUS Ha aJUIEPTHYECKUl OPOHXOJErOYHBIM acmeprusuies:
ypoBeHb obmiero ummyHornooynuna E (IgE), cnemmuduueckue IgE u 1gG x Aspergillus
fumigatus, BO3MOXXHO TPOBEICHHE KOKHOTO TeCTUpoBaHUS ¢ aHTureHoMm Aspergillus
fumigates.

NHcTpyMeHTAIbHBIE UCCJIEIOBAHNS:

e KT opranoB rpyaHoii KJIeTKHN: KUCTO3HbIE U3MEHEHHUs], OponxoakTazuu (Y — B).

e Pentrenorpadusi opraHoB TpyaHON KieTkn (MOXET BBIIBUTH Jaedopmamnuio u
YCWJICHHE JIETOYHOTO PHCYHKa, MHEBMOGUOPO3, MepUOPOHXUATBHYIO WHOUIBTPAIUIO,
aTeseKTas), JaHHbIM METOJI HeIOCTATOYHO HHGOPMATHBEH NMPU MYKOBHUCIIHI03€.

e Pentrenorpadgus ma3yx Hoca (MOXET MOMOYb BbISIBUTh TAHCUHYCHT);

e IlyabcokcumeTpusi — OINpENIENICHUE HACHIIIEHUS KPOBU KHUCIOPOAOM (OTMeEdaeTcs
CHUKEHUE nepudepruieckon catypamnuu,;



e VY3U opranoB OpromHoi mogocTH: AU(PQy3HbIE H3MEHEHHS MOKEIYIO0YHOU
KeJe3bl, IeYeHu, KUCTo(huOpo3, U3MEHEHHs pa3MepoB; 0co000e BHUMaHUE 00palllaloT Ha
HaJIM4YK€e KUCT B MOKENyI0YHON JKeJle3e TUIl KpOBOTOKA B neueHu. Hannuue auHeitHoro
KPOBOTOKA B MIEYEHU CBUJIETEIBCTBYET O (popMupoBanuu ¢hudpo3sa.

e Cnupomerpus (B3pOCibIM U JIeTsM cTapiie 5 neT). Haubosee yacto y manueHToB ¢
MB BbBISBISIOTCS OOCTPYKTHBHBIE M PECTPUKTHUBHBIC HApYIICHHs BEHTWIALMH (B
3aBUCUMOCTH OT 00bEMa U XapaKTepa NopakeHus OpPOHXUATBHOTO JIEPEBA).

o Iluxduoymerpus (AeTsM ctapiue 5 JeT): I8 KOHTPOJS COCTOSAHHS OpOHXHATIbHON
MIPOXOAUMOCTH (B CITydae HEBO3MOKHOCTH MPOBEJICHUS CTUPOMETPHH ).

e OJKI (B 12 orBeaeHus);

e  9Ix0KI c nonmiepoBCKUM aHAIU30M (MU3MEpPEHHUE rpaJiMeHTa JaBieHUs Ha JErOYHOU
apTepuu) NPOBOAUTCS PETYISAPHO JUIsl AMATHOCTUKH JIETOYHON TMIEPTEH3UU U JIETOYHOTO
cepaua.

o @IOT'AC: nis onpeneneHus COCTOSIHUS CIM3UCTON OTAEIOB KEIYI0UYHO-KUILIEYHOTO
TpaKTa, UCKIIOYEHUS/TIOATBEPKICHUS MPU3HAKOB OPTAJIBHON TUIIEPTEH3UU.

e lccnenoBaHue Tra3oBOro CcOCTABa AapTEPUAJbHOW KPOBM TIPU  CHIDKCHUU
nepudepruyeckoi carypanuu 10 90%.

Ioka3aHus il KOHCYJIbTALMH CNIENNAJINCTOB:

® KOHCYJIbTAIUS TUETOJIOTa — JJIsl KOPPEKIUH TUTAHMUS,

® KOHCYJbTAIlMSl TAaCTPOIHTEPOJIOra, Temarojora — JJid KOPPEKIUU KEITyI0YHO-
KUIIIEYHBIX HAPYIIEHUH W HApYIIEHUU (PYHKIIUM ITIEUYCHH,

® KOHCYJbTallMs MYJIBMOHOJIOTA — JUISl JUATHOCTHKH M KOPPEKIIMH OPOHXOJIETOYHBIX
N3MEHEHUMN

® KOHCYJbTallMsl TEHETHMKAa — I MEIUKO-TEHETUYECKOro KOHCYJIBTUPOBAHUS U
IIPOBEACHUS MOJIEKYJISIpHO-TeHeTHYecKoro aHainu3a rena CFTR;

® KOHCyJbTallMsl peabuiuronora — Ui TMoa0opa W oObeMa JISTOYHOHW W oOmIen
peabuIuTaIny;

® KOHCYJbTALUS IICUXOJOTa — ISl OKa3aHUs MCUXOJOTMYECKON IMOMOIIM KaK CaMOMY
MAIMEHTY, TaK 1 YJIeHaM CEMbH/OTIEKYHaM;

® KOHCYJbTallUs OTOPUHOJIAPUHTOJIOTA — ISl CAaHAITMM 0YaroB XPOHWYECKON WH(DEKITNU
® KOHCYJbTallUsl JHAOKPUHOJIIOTa — TPU HAPYLWIEHUH YIJIIEBOAHOTO OOMEHa,
OCTEOIEHNN/OCTE0NIOPO3E;

® KOHCYJbTallMS CTOMATOJIOTA — JIJISl CAHAIIMU 0YaroB XPOHUUYECKON MH(MEKITUN POTOBOM
MOJIOCTH;

® KOHCYJbTallMsl TPAHCIUIAHTOJOra — MPU HEOOXOAMMOCTH TPAHCIUIAHTALIUU JIETKHX,
[ICYCHHU.

® KOHCYJbTallUM OCTAJIbHBIX CIEHHUAIUCTOB MO0 MEPE HEOOXOAUMOCTH.



2.2 InarnocTuveckuii aaroput™m [31]: (cxema-1)

BOI, neamatp, Tepanest

nmcn

/ Knunuueckue npusznaku mykosucuuoosa \ / Anamnecmuueckue oannvie: \

CToiiKHi1 HaBS34MBBIH Kalllellb ¢ WIIK 0e3
THOWHOH MOKPOTBHI;

[TosiBIIeHKE TTEPBBIX CHMITTOMOB
OpOHX000CTPYKTHBHOIO CHHJIPOMA C MEPBBIX
MECSIICB KH3HU;

[MocreneHHoe y4yaleHue U yTsHKeIeHne
3MHU300B OPOHX000CTPYKIINH;
JIMarHOCTUYECKH HEsICHAsI PELMIMBUPYIOIIAst
WJIM XDOHUYECKAs! OIIBIIIKA.

e OTATomEHHBIH aKyIIEPCKU aHaMHES3,
MEPTBOPOXK/ICHUE;

e JlnuTenpHas HEOHATaJbHAs JKEITYXa;

L] CXO]IHI)IC KIIMHUYECKNEC Cllydyau B
CeMbe, CMepTh CHOCOB Ha MEpBOM
TOMYXKU3HU WM HAaJIM4hue CHOCOB CO
CXOIOIHBIMH KIIMHUYCCKNMHU

K TINOSIRITEHUSIMN.

Hlosagnenue 00nOIHUMENTbHBIX CUMPIIOMOB:
OTtcTaBaHue B Bece M POCTE;

XpoHuueckas guapes;

Hanmaue oOuIpHOTO XKUPHOTO CTYIa CO
37T0BOHHBIM 3aI1axoM;

CorneHplif BKyC KOXHU peOeHKa.

- )

adopamopHbvle U UHCMPYMEHmMAlbHble
MemoObl UCCTIE008AHUS

e Komporpamma — HajM4ue

HEUTPaJIbHBIX KUPOB;

e  PeHTreHorpamMmMa — MoBTOpHAs /

/ k 3aTsAKHasA THCBMOHM . /

Ilomoeas npoba
[MOJIOKUTEIbHAS

Pecny0imkaHCKHUH YPOBEHb
Bepudukanuu quartosa (onpeaeneHne mMaHKpeaTHIeCKon 371acTasbl B Kaje,
MOJICKYJIIpHO-TeHeTHUecKui ananu3 rena CFTR);
O60cHOBaHKE MATOr€HETUYECKOT O JICY CHHUS;
Tepanus ociioKHEHHBIX OPM MYKOBHCIIUIO3A.




2.3 InddepeHunanbHbIii 1MATHO3 U 000CHOBAHHE JONMOJTHUTEIbHBIX HCCJIEI0BAHUM
[9,17]:

[lepeuenpb 3a00€BaHUN U COCTOSHUN, TpeOyomux AudpdepeHunarIbHON TUarHOCTUKH C
MB, oTnuuaercs B 3aBUCUMOCTH OT BO3pacTHOM Kareropuu nauuventa. Hanbonee yactoie
Ho30s0THYeckue Gopmbl 1t nuddepeHnnanIbHOro auarnosa npu MB:

® BpOXIEHHBIE aHOMaIK OponxuansHoro Aepesa (KT rpyanoro cermenra);

® [EpBUYHbIC WIM MNPUOOPETEHHbIE HMMYHOAEC(PUIUTHBIE COCTOSAHMS (ONpeneneHue
ypoBHEe#l umMmmyHorinoOynmHoB G, M, A, E; mo mnoka3zaHusM, CyOKJIaccoB
UMMYHOTJIOOYJIMHOB, YpoBHS © (QyHkuuu T-, B-kieTok, ¢arouurosa, CHUCTEMbI
KOMIUIEMEHTA, €CTECTBEHHBIX KUJUIEpOB, TecThl Ha BUY;

® [epBUYHAS LIWJIMApHAs AUCKUHE3Us (XapaKTepHbIE KIMHUYECKUE MPOSBIEHUS : TpHaaa
Kaprarenepa (xpoHndeckuii OpOHXUT, XPOHUYECKUN CUHYCHUT, 0OpaTHOE PacloiOKEeHHE
BHYTPEHHUX OpraHoB), MHKPOCKOMHMs OHOINTaTa CIU3UCTOM OOOJOYKM HOCAa W/WIU
OpoHxa).

[lepedyenb TOMOIHUTENBHBIX UCCIEIOBaHUM s AU DepeHITNaTbHON TMAarHOCTUKU U
JTMArHOCTUKU OCJIOKHEHUH !

e KT npuaaTouHbIx ma3yx Hoca: NMpU HAUTMYHH KIMHUYECKUX MPU3HAKOB MTAHCUHYCHUTA
¥ HeMH(POPMATUBHOCTHU PeHTreHorpaduu mazyx Hoca.

o @ubposnacromeTpu TedeHH ((PUOPOCKAH) TIPH KIMHUKO-UHCTPYMEHTAIBHBIX
npu3Hakax Gpudpo3a/nuppo3a NEYSHUH C LETbIO OIEHKH CTENEHU BRIpAXKEHHOCTH (pudpo3a
no mkaine METAVIR.

o JleHcuTOMeTpHS TpPU HAIWYUU KIMHUYECKUX W/WIM JabOpaTOpPHBIX MpU3HAKaX
OCTEOIEHUHU/OCTEONOPO3a;

o @uOpPoOpPOHXOCKONMMS: T[IOKa3aHUA OrpaHUYCHBbl (B CBA3U C HAJIUYUEM JPYTUX
HEMHBA3UBHBIX METOJOB [MAarHOCTUKH M PpPHUCKA  HMH(EKIMOHHBIX OCJIOXHEHUN),
OPOBOAUTCS  MPU  HEOOXOIUMOCTH  JIOMOJHUTEIBHOTO  MHUKPOOHOJIOTUYECKOTO
UCCJIEIOBaHUs OpOHXO0ATbBEOJSIPHOIO JIaBaXKa, MPH JIETOYHOM KPOBOTEYCHUH IS
YCTAaHOBKHM MCTOYHHMKA U BO3MOXKHOU sMOonu3anuu. « Canayuonnvie @®H5Cy» ne noxasanul
8 C6A3U CO 3HAYUMENTbHbIM HAPYUeHUeM MYKOYUIUAPHO20 MPAHCNOpmMA Nocie Uux
nposederUs: U OMCYMCmeauem 00Kazamenbcme ux 3QdekmusHocmu;

e Pentrenonorudeckoe UCCIIEJOBAaHUE KEITYTOYHO-KUIIEYHOTO TpakTa:
Wppurockonusi\uppurorpadusi (IBOWHOE KOHTPACTHPOBAHWE) TIPU OCIOKHEHUU CO
croponsbl JKKT.

Taoauua 4 — InddepenunaibHast IMATHOCTHKA MYKOBHCIIMI03A

Mpusnaku MyxkoBucumnao3 Actma Hennaxus Bpo:xnenbie
TMOPOKH JIETKUX
Hauauno Bckope nocine Tlozxe Yarmre nociie 6 Yamie B nepuon
3200J1eBaHUA poXxaeHus MEC., 10 2-3 JIET | HOBOPOXKIEHHOCTU U

B IIEPBBIE MECSLIBI
JKU3HU
Macca Tena mnpm Yacro Hu3Kas HopmanbHas HopmanbHas Cpennsist/ Huxe

poxKAeHUHN cpenHen




Cemeiinas YacTo monobHOE Hacnencreennas HNuorpa Her
NnpeapacnoJioKeHH 3a0oneBaHue y OTATOUIEHHOCTh Habmronaercs y
0CTh JIBOIOPOJIHBIX 0 aJIJIEPTUH, ponuTenei
OpaTbeB U cecTep aTOMUHU.
AKymepckui OTsromeHHbId bes bes NHTepkyppeHTHBIE
aHaMHe3 aKyIIIEePCKUI ocoOeHHocCTel ocoOeHHOCTel | 3a0oyieBaHUS MaTepU
aHaMHe3: B IIEPBOM TPHUMECTpE
MEpPTBOpPOXKJIEHHE, OepeMeHHOCTH
BBIKU/IBIIIN,
HaJM4yue 0OJIBHOTO C
MB B cembe
3abosieBaHuA Tsoxensie BuesanHo, MoxeT OBITh XapakTepHo,
OPTraHoB IbIXaHUS MOopakeHus CBSI3aHO C BSUTOTEKYyILAs MOJIIAETCS JICYSHHUIO
OpOHXOJIErouHOoH SKCIIO3UITHEH MTHEBMOHWUS,
CUCTEMBI, TPYAHO aJieprexa. MO/IAAIOIASCS
MIOJ/TAIOIIH ECS Brictpoe KOMIIJIEKCHOMY
JIEYEHHUIO C MOMEHTA o0nerdexHue JIe4EHUIO
POXKIOCHUA CHUMIITOMOB
CaMOCTOATENHHO
HJIN TI0]
BO3JIEICTBUEM
Tepammuu
Annerurt Xopormuuii, He usmenen CHmxeH He usmenen
IIOBBIIIICH
IMopaxenue Yacto He xapaxrepHo He xapaxrepHo He xapakrepHo
nevyeHu
I'mnorpodus C mepBBIX MECSIIEB He xapaxrepHo OO6BI9HO CO Penxo
YKU3HH, TIOCTETIEHHO BTOpOTO
Hapactas go I1- 111 TTOJTYT OIS,
CTEIEeHU OBICTPO
MIPOTPECCUPYET
Coulenblii MpUBKYC XapaKTepHO He xapaxrepHo He xapaxrepHo He xapakTepHo

KOKH

CumMnTom Yanie B paHHEM He xapaxrepHo He xapaxrepHo PasBuBaercs nosxe
«0apadaHHBIX BO3pacTe
Nnaja04exr»
HeBpoJsoruueckuii be3 orkioneHuit bes orknonenuii |PazppaxkurensHoc be3 oTkinoHeHui
cTaryc Tb, MbIILICYHAS
TUIIOTOHHS,
CyIoporu
JlaGopaTopHo- IloBblneHne ypoBHS IloBbireHne Hapymenne He xapaxrepHo
JAUATHOCTUYEeCKU XJIOPUZIOB B IIOTE, IgE BCACBIBAHUSA
TecT cTeaTopes C YTIIEBOJIOB,
rpeodIagaHreM JKUPOB, OEIKOB,
HEHTpaIbHOTO XHUpa noBbItieHue 1gA
B KPOBHU
BeakoBblii 00MeH I'mmonporennemus B HOpM™E Tsxenast B Hopme
TUIIONPOTENHEMH
s
IgA, 1Ig G, IgM B HOpM™E B HOopM™mE [oBbimenne IgA B HOpME
Hccaenosanue Kunkuii, cBeriio- Be3 OOWJILHBIH, Be3 ocobennocrei
Kajia JKEJITBIN, TTIMHUCTHIMN, 0coOeHHOCTEN Pa3KIKEHHBIH,

SKUPHBIH,
«3JIOBOHHBII»

CBETJIO-KENTHIH,
THAJIOCTHBIN




norudarT B
JIETCKOM BO3pacTe
OT JIBIXaTeIBLHOMN
HEIOCTaTOYHOCTH,
MTOpaXeHUs Me9eHH,
MH(}EKIINOHHBIX
OCJIOKHEHHH.

HeiiTpanbHbIii B Gonbiiom OTtcyTcTBYET B Hebombmom He xapaxrepen
KUP KOJINYECTBE KOJIMYECTBE
Tpuncun Pe3ko cHmxeH 110 B HOpM™ME YMepeHHO HopmainbHslit
MOJTHOTO CHIDKEH
OTCYTCTBHS
MyTtauuu rena CFTR Ha Her Her Her
Xyopuael B IToBbI1IEHBL B HOpM™ME B HOpM™ME B HOpM™Me
MOTOBOM KUIKOCTH
PenTrenosiornueck Hedopmanus [Tpu3zHaku be3 [ToaBu>kHOCTH U
o€ ucciae0Banne OpOHXOJIErOYHOT0 IM(HU3EMBI B 0CcOOEHHOCTEH nponadbupoBaHue
TPYAHOI KJIETKH U pUCYHKa, MO3JHUX CTagUIX 3aJlHEH CTEHKU
aTeNeKTasbl, Tpaxeu, MPU3HAKH
nHeBMO(UOPO3, TUTIOTLIA3UH
OpOHX03KTa3bl B
paHHUE CPOKH
Oone3Hu
KETYROTTHO" JrckuHe3unst TOHKOM be3 Pacumpenue be3 ocobennocTeit
KHIIIEYHOT0 TPAKTA N
KHIIKH, pernbed oco0eHHocTel TIeTeNb
CIIM3UCTON KHUIIIEYHUKA,
0001104KH TPYOBIi, THUIIOTOHUS,
«CTUKYITBI» JIICKHHE3US
TICEBJIOJTUBEPTHKYIT, KUIICYHUKA,
OoJBIIOe TOPU30HTATHHBIC
KOJIMYECTBO CIIU3H B YpOBHU
KHIIIEYHUKE KHUJKOCTH
Cnuporpadust CMerranHbIi T OO6CTpYKTHUBHBII bes [Tpu ManpIx mopokax
HapyIIeHUs THIT HAPYIIICHUS ocoOeHHOCTEH 0e3 0cOOCHHOCTEH,
BEHTWJIALIAN BEHTHIISALIUN Mpu OONBIIUX -
PECTPUKTUBHBIN THUII
HapyIICHUs
BbakTtepuosoruuec CradmiokokkoBasi, be3 be3 Ya1e MHEBMOKOKK,
KoOe HCCiIeloBaHHe reModuIbHAS, ocobeHHocTei ocobeHHocTel M.0. MUKpPOOHBIE
MOKPOTBI CHUHErHOWHas accoIuaIuy,
nH(pexunu ¢ TOCITUTAIEHBIE
paHHEro BO3pacTa IIITaMMBI
IIporuo3s Tsoxenslit, 9acTo brnaronpusatHeii | braronpusTHBIHM bnaronpusartHelil

Jluarno3 MB moaTrBepmaeTcs NMpu HAIWMYHH OJHOTO WM Oojee (EHOTHUITHMYSCKUX
nposBieHuid MB B codeTtaHuu ¢ gokazartenbcTBaMu Haiauuus Myrtanuu reHa MBTP:
KJIIMHUYECKN 3HauuMble MyTauud reHa MBTP npu reHoTunupoBaHuM Win yBEJIWYCHUE
YPOBHS XJIOPHIOB B CEKPETE MOTOBBIX XKejie3 O0IBHOTO.

JIna moATBepKAEHUST AUMAarHo3a JOCTaTOYHO MMETh JIBa MPU3HAKA, MO OJHOMY U3
Ka)XJI0r0 cToj01a (Tabi. 5).

Tadoauna 5 — /lmarHocTuyeckue KpuTepuu MykoBucumnmaos3a [9]



XapakTepHble KIUHUYECKHUE TposBieHuss MB (maromnorus [TonokuTenbHBINI
OpPraHoOB JIBIXaHUs, IPUIATOYHBIX MA3yX HOCA, KEIYI0YHO- MMOTOBBIA TECT
KUIICYHbIE HAPYLICHWs, HApPYLIECHUs IHUTAHUSA, CHUHIPOM

o [Tmoc
MOTEPH CoJIel, OOCTPYKTHBHASI a300CTICPMHS )

I[Be S3HAYUMBIC MyTallun

MB y cubcos B rede MBTP

JIpyruM  BapMaHTOM JIHArHOCTHYECKUX KPUTEPHEB SBISACTCS KOMOWHAIUS
npu3HakoB (Ta6i.6) [17]

Tabauuna 6 - /lnarnHocTuyecKkue KpUTEPHU:

[TonoxurenbHast motoBas mpoda u/unu

JIee mytar MBTP, Bei3biBatoniie MB (cornacHo 6a3ze CFTR-2)

V74

HeonaranpHas runepTpuncuHOreHeEMus

unu

XapakTepHble KIMHUYECKHE MPOSIBICHMS, Takue Kak AUQQy3Hble OPOHXOIKTa3bl, BBHICEB U3
MOKpPOTHI 3HaunMoi uis MB natoreHHoit Mukpodaopsl (0COOEHHO CMHETHOMHOW MalovKy),
HK30KpUHHAsl MaHKpeaTHdecKash HelI0CTaTOYHOCTb, CUHAPOM IOTEPHU COJIeH, OOCTPYKTUBHAs
a300CIepMus

3. TAKTUKA JJEYUEHUS HA AMBYJIATOPHOM YPOBHE [1-9, 14,17, 21, 42-
45,46, 51,53,58,59]:

Llenn neuyeHus:

e (OO0ecreunTh MAaKCHUMaJIbHO BBICOKOE KQUECTBO JKM3HH IAIMCHTA,

o IlpenynpexneHue © JICUCHHE OOOCTPEHHUH  XPOHHUYECKOTO  MH(EKIIMOHHO-
BOCIIAJIUTEILHOTO MPOIEcca B OPOHXOJIETOYHOU CUCTEME;

e OOecneunTh aJICKBATHBIA PAIIMOH U PEKUM ITUTAHUS.

O0s13aTeIbHBbIE COCTABJIAIONINE JIEYEHHS:

Metoauku 1peHUpOBaHKUS OPOHXUAIBLHOIO JiepeBa U JieueOHas GU3KYIbTYpa;
Juerorepanus;

MykonuTrnyeckas Tepanusi;

bponxonutnueckas tepamnus;

AnTubaKTepuanbHas Tepanus;

3amecTUTeNnbHAS TEPAMNHS HETOCTATOYHOCTH K30KPUHHON (PYHKITUHU TTOKETYI0IHON
KEIe3bI;

e [IpoTtuBOBOCHANTUTEIbHAS TEPAIIUS,

e BuramuHOTEpanus.

3.1 HemenukameHTO3HOe Jeuenne [1, 21, 42-45]:

JlueroTrepanusi - BaKHas 4YacTh KOMIUIGKCHOW Teparmmu mnpu MB [1, 21, 42-45].
Hapymienuss nytputuBHOro craryca npu MB saBnsitorcst cienctBueM ManbaOcopOLuu
BCJICICTBUE XPOHUYECKOM IMAHKPEATHYECKOWM HEAOCTATOYHOCTH; HEIOCTATOYHOMN
AMYJIbTAIMU KUPOB BCJEACTBUE OWUIMAPHON HEJOCTATOYHOCTH, CHUKEHUSI aKTUBHOCTH



MAaHKPEAaTUYECKUX U KUILIEYHBIX (pepMeHToB. Jluera npu MB nomkna ObITh IpuOIMAKEHA
K HOpMaJbHOM, OoraToil OenkaMu, KajlopusiMu, 0€3 OrpaHUYEHUN B KOJIMYECTBE KUPOB
(Y — B). HeoOxomuma paHHsisi «arpeccuBHas» HyTpUTHUBHas Tepamusi. CyliecTByer
npsiMasi KOppessiusl MEXIy IMOKa3zaTeJeM HHAEKCa Macchl Tena, (yHKUUEH JIETKUX H
MPOJOJDKUTENBHOCThIO  KM3HU. Heob6XxoaumMo mNOBbINIEHHOE KOJMYECTBO 0OeJKa,
MCTOYHUKHM - HaTypajlbHble MPOAYKTHI (MfACO, NTHULIA, PbIOA, MOPEMPOIYKThI, MOJIOKO,
KHCIIOMOJIOUHbIE TTPOJYKTHI, TBOPOT, CBIPHI, sifiia). JleTsm cTapiue roja peKOMeHayeTcs
BKJIIOUEHHE BBICOKOOETKOBBIX MPOJYKTOB (sifl1a, pbida, TBOPOT, ChIP) HE pexe 3 pa3 B
JICHb, MOJIOKO M KUCJIOMOJIOUHBIE PO AyKThl He MeHee 500—800 mu/neHb. Becem nanuenTam
Opy HAJIWYUU TAHKPEATUYECKOW HENOCTATOYHOCTH PEKOMEHJIOBAaH JOMOJHUTEIbHbBIN
UCTOYHUK OerKa - TedyeOHbIe CMecH JJIsl SHTepalibHOro muTanus no 150 - 250 mi 1-3 paza
B JICHb (KaK BTOPOIi 3aBTpakK, MOJIHUK, niepes] CHOM). OObeM JOMOTHUTEIBHOTO TUTAHUS
OTpeJeNsieTCs] CTENEeHbI0 HYTPUTUBHONW HETOCTATOYHOCTH.

BaxxHo BbICOKOE TOTpEOJICHHE KUPOB, KOTOpBIE SIBISIIOTCS JHEPreTUUYECKU
«(IJIOTHBIM» 3HEproHocurenemM (9 Kkai/r); TyTeM aJIeKBaTHOM 3aMEeCTUTENbHOU
dbepmenTHON Tepanuu. BaxkeH KaueCTBEHHBIA COCTAB >KUPOB: KOJIMUYECTBO HACBIIEHHBIX
U TPAHC-)KUPOB OTPAHUUYMBACTCS; NPEANOYTUTEIbHBI MOJMHEHACHIIICHHBIE >XUPHBIC
kucnotsl (ITHXKK) omera-3, conepxarirecs B pacTUTENbHBIX Maciax, >KUPE MOPCKUX PBHIO.
DHEpPreTuYecKylo IJIOTHOCTh YBEJIMYMBAIOT JIOMOJHUTEIbHBIM MUTAHUEM CMECSIMU C
BKJIIOUeHHEeM cpenHenenodeynbix Tpuriuuepuaos (CLT) ¢ 40-70% >xupoBoro
KOMIIOHEHTA, B T.4. cneruanbHbie npenapatsel CLIT.

DHepreTuueckuil AeUIUT BOCIIONHIETCS Takke yriaeBoaaMu. [IpocTeie yrieBobl He
OTpaHUYMUBAIOTCSA, OJTHAKO, YUUTHIBASI PUCK accollMupoBaHHOTO ¢ MB caxapHoro nuabera,
UX PEKOMEHIYeTCs YIOTpeOsiTh IOCIE€ OCHOBHBIX MpueMOB muiM. OrpaHudyeHue
JaKTO3bl HEe TpeOyeTcsi. MalbTOAEKCTPUHBI UMEIOT 00Jiee HU3KYI0 OCMOJSIPHOCTb, YEM
MOHO- ¥ JUCaxapyubl, UX UCIOJIb30BAHUE B COCTABE CMECEH YBEIMUMBAET KAJIOPUNHOCTD
0e3 yBENWYEHUSI OCMOTHMYECKOW Harpy3kd Ha KHUIIEYHUK. AMMIIOpes, Kpearopes,
cTeaTopesi KOPPEKTUPYIOTCS MAHKPEATHYECKUMH 3aMEHUTEISIMU.

Conb HEe OrpaHUYUBAETCA: C TPYIHOTO BO3pacTta 0JIro/1a MpUKopMa MoJICaTuBaloT, Y
Oomee cTapmux JeTel U B3POCIbIX - MOACATIMBAHKUE MHIIHU MO BKYCY.

[Ipu nuaGete, cBsizaHHOM ¢ MB: KamopuWitHOCTh pallioHa U COJAEPKAHUE >KHPOB
ocTaeTcs MoBbIIeHHbIM! KoppeKins ypoBHs caxapa KpOBH - 32 CUET MHCYJIMHA.

[TotpebHocTh B sHepruu npu MB momkHa ObiTh moBbiieHa a0 150-200% mo
CpaBHEHHIO C pacueraMu Ha (akTHdeckuid Bec. KamopuifHOCTh CyTOYHOTO parmoHa
paccuuThIBaeTCA Ha JOJDKeHCTBYIommid Bec [21, 42-45] (Vp.mok. B). DHepreTuueckas
noTpedHOCTh obOecneunBaeTcss kupamu Ha 35-45%, 15% Oenxamu u 45-50% -
yrieBoaamu. benok naercs B pacuete 200% OT BO3pacTHBIX HOPMATHUBOB.

Hcnonp3yroTcst ciaenyronye peKOMEeHIAMi 0 TOMOIHUTEIbHOMY MUTaHuio: 1-2
roga - 200 kkan, 3-5 et - 400 kkamn, 6-11 ner - 600 kkan, crapme 12 et - 800 kkan B
cytku [21, 42-45].

Tabauua 7 - PekomenayeMble BeJTMUYNHBI OTPedIeHUs 0eJIKa U JHEPIUH

Bospacrt beJiok, r/kr/cyr JHeprus, KKaJ/Kr/cyT

MunumajabHas ‘ MakcumajabHasa




0- 1 rox 3-4 (10 6) 130 200
1-3roma 4-3 90 - 100 150
3-10 ner 3-25 70 - 80 100
11-14 et 25-15 45 - 70 90

Heodocmamounocms numanusi KOHCTATUPYETCS, €CIU MPOLIEHT COOTBETCTBUSA MAacCChl 1O
POCTY U MOJy Wi Macco-pocTtoBoit unnekc (MPN), pakruueckas macca/uaeanbHas Macca
1o pocty u nony x 100% mense 90% y nauueHToB IE€TCKOI0 BO3PACTa, a Y MOJPOCTKOB
u B3pocibix - eciid UMT menee 18,5 kr/m2. Begenue nanuentoB ¢ MB ocymiecTBisoT B
3aBUCUMOCTHU OT UX ¢uzndeckoro craryca (1a6:1.8). [Ipu mokazanusx Z-score mo UMT ot
-1 10 -2 IMarHOCTUPYIOT CPETHETIKEITYIO0 HEAOCTATOUHOCTh MUTAHUSA, TPU> -2 — TSHKEIYIO
HenoctarounocTh nutanus (Y — B) [21, 42-45].

Tadauna 8 - /Imerosiornyeckne pekoMeHJAAUMU MO BeleHHI0 nmamueHToB ¢ MB B
3aBHCHUMOCTH OT (PM3HYECKOro craryca:

Bospact <2 ner 2 — 18 ner
HopmansHoe coctosiHue MPU = 90-110% MPU = 90-110%
MUTaHUS - TPOPUIAKTHIECKOE

KOHCYJIbTUPOBaHHE

[Tocne nepecmoTpa pexuma JIto6oe cHUXKEeHHE TEMIIOB MPU = 85-89% wunu
NUTaHUS PACCMOTPETh YBEJIMUYEHHUS MacChl Tela NoTepsi Macchl Teja B
HEOOXOMMOCTh BBEJICHUS nocneaHue 4-6 MecsieB
CHEIMAIbHBIX CMEce HAOJI0ICHUS UITU

OTCYTCTBHE €T0
HapacTaHus uepes 6
MecsIEB HaOIIOAEHUS

ArpeccuBHOe nuTaHue: uepe3 | HeBO3MOXKHOCTD yIIydIIUTh MPU unu nanenue mMaccol
racTpoCTOMY U HYTPUTHUBHBIN cTaTyc Ha (OHE | Tella HUXKE 2 MEePIEeHTUIIS
HA30TacTPaIbHBIN 30H; PUMEHEHHUS Ha (OHE MPUMEHEHUU
napeHTepaibHOE MUTAaHUE JIOTIOJTHUTEIHEHOTO JOTIOTHUTENEHOTO
SHTEPAITLHOTO MTUTAHUS HHTEPAJILHOTO MUTAHUS

JleT mepBOro roga KU3HU. Y JI€TEH MEPBBIX MECSIEB KU3HU ONTHMAJIbHOM MUIIEH
SBISIETCS ~ MATEPUHCKOE  MOJIOKO C  J100aBIEHHEM  MHKPOTPaHYJIHPOBAHHBIX
MaHKpeaTHYeCKuX PEepMEHTOB B Kaxpoe kopmienwue [21, 42-45, 51, 59-61, 90] (VI — B).
NneanbHbIM SIBISIETCS HEMACTEPU30BAHHOE TPYAHOE MOJIOKO, YTO ACCOLMUPYETCS C
JYYIIAMHM  TIOKa3aTeISIMH JICTOYHBIX (YHKIMH, HU3KOHM YacTOTONM WHQEKIIMOHHBIX
snu30710B. [Ipy HEBO3MOXHOCTH HOBOPOXXJAEHHBIM CaMOCTOSITEJIbHO BBICACHIBATh
HEOOXOMUMBIH O00BEM MOJIOKAa BBHJY TSKECTH COCTOSHHS, TIONYYarOT CIEKEHHOS
HEMacTEepHU30BaHHOE MATEPUHCKOE MOJIOKO M3 OYTHUIOYKH WJIM 4Yepe3 Ha30racTpabHbIN
3oHA. Ilpm HemocTarouHOW mNpHOaBKe B Bece MOJIOKO 00OOramarT J00aBICHHEM Ha
kaxaeie 100 Mi1 5 T cyXxoi cMecH Ha OCHOBE THApOJIN3aTa OeliKa CO CpeaHeIIeTOYCYHBIMHU
tpurnunepuaamu (CLT).

[Tpu CMEIIaHHOM/MCKYCCTBEHHOM BCKapMJIMBaHUU PEKOMEHTYIOTCS
BBICOKOKAJIOpUWHBIE  cMmecu, comepxkamme CLHT wu  pacTuTenbHble  KUPBI B
AMYJIbIMpOBaHHON (opme. VY nereit, COXpaHSAIOINIUX YIAOBICTBOPUTEIHHBIE TEMIIbI



(U3HUECKOTO Pa3BUTHS, MOTYT HCIIOJIB30BATHCSA OOBIYHBIC Al TUPOBAHHBIC MOJOYHBIC
cmecu. Jlns neteit ¢ MB He pekoMeHIyeTcsl HCIOJIb30BaTh 3aMeHUTeH ¢ HU3kuM (1,1 —
1,3 r/100 mn) comepxkanuem Oenka. [Ipu runorpodum HazHAyalOT CMECH Ha OCHOBE
rujpoau3aToB Oenka ¢ BkiroueHueM CLT e menee 50% >xupoBoro kommoneHTa (V]I —
B).

[Ipy MOBTOPHBIX KypcaX aHTHOAKTEPUAILHON Teparmuu PEKOMEHIOBAHO BBECTHU
aIaNTHPOBAHHYIO KHUCIIOMOJIOYHYIO CMECh HJIM CMECh, 00OTAIICHHYI0 TPOOMOTHKAMH, B
KoJuuecTse 10 1/3 cyrouHoro oobema.

[Mpukopm BBOIUTCS B 4—5 Mec., IPU HU3KOW MpubOaBKe B Macce paHblie (Tadi. 9)
[21, 32, 33, 42-45, 51, 59-61] (VI — B). [IlepBeiMu OiromaMu MPUKOpMa CIIyXat
SHEPreTHYCCKU IUIOTHBIC OJIf0/Ia: Kallld Ha CIIEKEHHOM MOJIOKE/MOJOYHOW CMECH CO
CIIMBOYHBIM MacyioM, TBOpor 4,5-5% >KUpPHOCTH, OBOIIHOE MIOPE C MSCHBIM IIOpE U
PaCTUTEIIBHBIM MacIIOM, KEITOK. VICIOJIb3yIOT BBICOKOKAIOPHITHBIC MIPOTYKTHI IIPUKOPMA,
o0oraimeHHbIe BUTAMHUHHO-MUHEPAIBHBIM KOMIUICKCOM: JETCKAE MOJIOYHBIC Kalllu
IPOMBIIIJIEHHOTO MPOU3BOJICTBA C JOOABIEHUEM CIMBOYHOTO Macija, OBOIIHBIC IIOPE C
no00aBJIeHUEM pACTUTEIILHOTO Macja, Msca. BO3MOXXHO BBeJCHHE MSICHOTO IIIOpE B
KauecTBe MePBOTo NMpukopMa. KopoBbe U KO3b€ MOJTOKO MOXKHO MCIIOJIB30BaTh C 8—9 Mec.
B 3T e CpokM BBOJAT HEAJAaNTHPOBAHHBIC KHUCIOMOJOYHBIC MPOAYKTH (Kedup,
HATypaJIbHBIA HOTYpPT), oOoraiieHHble XUBbIMH Oudumo- u jmaktoOakTepusmMu. JleTsm
paHHEro BO3pacTa Ha3HA4YalOT TOJUBUTAMHHHBIE J100aBKM;, OJ0ofa TPUKOpPMaA
noJicanuBaroT. J[OMOJHUTETbHOE KOJIMYECTBO MOBAPEHHON COJIM B JIeHb cOCTaBisieT 1/8
yaitHoi joxku (0,6 — 0,7 1) B mepBom nostyroauu u 4 u. 1. (1,25 r) mnst peGenka 6-12
MECSIIEB.

Taoauna 9. Oco6eHHOCTH BBeJAeHUS MPUKOPMA JeTSAM MepPBOro roaa xu3uu ¢ MB:

IIpoaykTsl 1 /11012 Bo3pact (mec.)
DpyKTOBOE TIOPE 6
TBopor 4-45
Kenrok 5
[Trope oBoImHOE 45 -5
Macio pacTUTelIbHOE 45-5
Kamia 4 (Ha rpyJHOM MOJIOKE, MOJIOYHON CMECH HIIM THAPOIU3aTe Oelka)
Maco ciuBoYHOe 4
[Trope msicHOE 5-55
Moinoko 8 — 9 (s mpuroTOBICHUS OJIIO])
Kedup, viorypr 8-9
Cyxapwu, x71eb / — 8 (MILIEHNYHBI|, BBICIIETO COPTA)

IIuTanue TOMKOJBLHUKOB, IIKOJLHUKOB M B3POCJbIX, 00abHBIX MB [1, 2, 9, 12, 21,

32, 33, 42-45, 51, 59-61].
OCHOBHOW MNPUHIIMI — AKTUBHBIM MOAXOJ K MHUTaHUIO B JtoOoM Bo3pacrte. [lutanue
JOJDKHO OBITH peryisipHbiM (6 pas/menb, ¢popmyna 3+3): 3 ocHOBHBIX (3aBTpak, oOen,
Y>KUH) ¥ 3 JIONOJIHUTENBHBIX NepeKyca (2-i 3aBTpak, MOJIHUK, HA HOYb).

[lutanue AOMKHO OBITh «ILIOTHBIM»: B KaXIblii OCHOBHOW MPHUEM MUIIU JOJKHBI
BKJIIOYATHCA OJIF0JIa, COJIepIKAIINe Ka4eCTBEHHBIE KMBOTHBIE O€NKH, ITMHK (MsICO, phIOa,



Si11a, MOJIOYHBIE MPOJYKTHI), KAYECTBEHHBIC JKUPHI (PACTUTEILHOE MAacjio — ParcoBoe,
COEBOE, JIbHSHOE, THIKBEHHOE, OJIMBKOBOE, B MEHBIIEH CTENEHH — TMOJCOTHEUYHOE,
KYKypy3HO€, CIIMBOYHOE Macjo, CMETaHa, CIIMBKU), CJIIOXKHBIE (KpYIbI, XJIe0, OBOIIX) U, B
MEHBIIIEH CTEeNeHU, MPOCThie (CIATOCTH, BApEHbE, M) YrieBOJbl. JOMOTHUTEIbHBIE
npuemMbl OUIIM (2- 3aBTpak, MOJJIHUK, IEped CHOM) OO0fA3aTeNbHbI; COCTOST U3
KHCJIOMOJIOUYHBIX MPOJIYKTOB, TBOPOTa, (DPYKTOB, BBIIIEUKH, YMEPEHHOTO KOJIUYECTBA
CIIaJOCTEN.

[Ipu OpOHXOJEroYHBIX OOOCTPEHUSX, 3HAYUTEIHLHOM OTCTaBaHUU B Bece s
MEePEKYCOB HCIOJIB3YIOT CHEIUATU3UPOBAHHBIE BBICOKOIHEPTreTHUECKUE KOKTEHIN WU
CMECH JIJIsl DHTEPATILHOTO MUTAHUSI.

[lokazaHuem K JOMOJHUTEIBHOMY MHTAHUIO SBIAETCS JI000€ CHIDKCHUE
HOPMAaJIBHBIX (BO3PACTHBIX) MPUOABOK MACCHI TeJla/pocTa; (hakTUueckas Macca Tejia HIKe
25-T0 NEePLUEHTUIIS.

K BbICOKOKAIOPUIHBIM OTHOCSTCS cMecH, coaepsxkatiue oonee 70 kkan/100 mut mis
nereit 1o 12 mec, ot 100 mo 150 kkan — qiis nereit 1-6 jet; ot 150 mo 200 kkan — 1t gerei
crapiie 7 JIeT v B3pocibiX. sl JONOJHUTENIbHOI0 MUTAHNS MOJAPOCTKOB M B3POCIBIX
¢ MB He pekOMeHIYeTCH MCIOJb30BAHME CHECUMATbLHBLIX NPOAYKTOB U CMecei LI
CIIOPTHBHOI'O MUTAHMSI.

Jluemonozuueckan npogunakmuxa accoyuuposannoit ¢ MB 6one3nu neuenu u
accouyuuposannozo ¢ MB caxapnozo ouavema [21, 32, 33, 42-45, 51, 59-61]. IIpu MB
1m0 10% x moapocTKOBOMY BO3pacTy UMEKT 1uppo3 nedenu; 10 50% k 30-metHemy
Bo3pacty caxapHsiM nuadberoMm (CFRD). HexxenarenbHbl TPOTYKTHI:
® YBEJIMYMBAIONIME HArpy3Ky Ha MEYEHb, JKEIUYEBBIBOJAIIME ITYTH, MOIKEIYIOUHYIO
Kenesy:  TpaHC-KUpbl  (KapeHble Odrofa, KOMYEHOCTH, KOJOacHble — U3JeNus
IPOMBIIIJIEHHOTO MPOU3BOJCTBA, MSICHBIE JIEJIMKATECHI, KYJUHAPHBIN KUp, MaprapuH, B
T.4. B COCTaB€ MPOAYKTOB - BBIIIEYKH, [I€YEHbsI, KOHAUTEPCKUX U3AEIHII);

e cojepkamue OOJNBIIOE KOJIMYECTBO CTAOMIM3aTOPOB, UCKYCCTBEHHBIX KPAaCHTENEH,
KOHCEPBAHTOB: MalOHE3 IMPOMBIIUICHHOTO MPOU3BOJICTBA, (acTdyl, Tak HazbIBaeMas
«MycopHas nuiiay — junk food: uurncel, cyxapukw, Jiamiia MrHOBEHHOTO ITPUTOTOBIICHHUS,
TOTOBBIE CyXue MmoaypadbpuKaTel, CIaAKue ra3upOBaHHBIC HATUTKHU : TIMMOHABI KOKa-KOJIa,
danTa, cmopaiit, Hepa3OaBieHHbIE CclaAKue (DPYKTOBbIE HANMUTKUA («HEKTAphD»)
MIPOMBIIINICHHOTO TIPOU3BOJICTBA B OOJIBIIIOM KOJIMYECTBE U OTJAEIBHO OT IPYTUX MPHUEMOB
MUIIH - padhUHUPOBAHHBIEC POCTHIC YTIAEBOBI (caxap, KOH(ETHI-JIEeICHIIbI);

® TIpU COXPAHSIONIUXCS JTUCHENTHYCCKUX SBICHUAX (yBEIMYCHHUE >KMBOTA, OONHM B
KUBOTE, METEOPU3M, YaCThIil CTyJ, BbINAJCHUE MPSMOU KHUIIKK) - OOJbIINE OOBEMBI
MPOJYKTOB, YCHUJIMBAIOIINX ra3000pa30BaHUE B KUIIEYHUKE: 1IETTbHO3EPHOBOM U OTPyOHOMI
xJie0, cBeXkas W KHcliasg OelloKoYaHHas, KpacCHOKOYaHHAs KamycTa, 000OBBIC, CBEKIIA,
KOXHI[Aa M CEMEYKH OT (PPYKTOB, OPEXH, TPHOBI, HEpa30aBICHHBIE COKH;

e 1pu GOPMHUPOBAHUHU CAXAPHOTO UA0ETa, ACCOIMMHPOBAHHOTO C MYKOBHUCIIHI030M
(CFRD), xaJopHifHOCTb paloHa ¥ COJepXaHue )KUPOB (B oTyimuue ot auadera 1-ro u 2-
T'O THITa) COXPAHSIOTCS MTOBBINICHHBIMH.

I[Ipy MB BaxXHO JOMNOJHUTENBbHOE TMOJCAIMBAHUE THUIIM, OOOTaIllEHHE €e
JUTMHHOLIETIOYEYHBIMU  TTOJIMHEHACHIIIIEHHBIMU  SKUpHBIMU ~ KucioTtamu  (JILITTHXXK),
KaJIbLIEM.




Just 0oabHBIX ¢ MB Ba:XXHO ajeKBaTHOEe HAJIMYME MHUKPOIJIEMEHTOB U BUTAMHUHOB
[21, 32, 33, 42-45, 51, 59-61, 90].
Ta6auna 10 - bazoBasi nOTPeOHOCTH B 3J1EKTPOJIUTAX.

Bo3pacthas rpynna Na (MMOJIB/KT) K (MMob/KT) Cl (MmomB/KT)
HoBoposxieHHbIe 2-3 1,5-3 2-3

Jletn mo roma 2-3 2-3 2-4

Jletn mmagmiero Bozpacra | 2-3 1-2 2-3
HIK0IbHUKU-B3POCIIbIE 1-3 1-2 2

CyrouHasi MOTPEOHOCTh B HATPUM CKJIAJIbIBACTCS M3 (DU3UOJIOTHYECKON MOTPEOHOCTU U
neduurTa, BBI3BAaHHOTO MATOJIOTMYECKUM MTPOLIECCOM.
[Tatmenram ¢ MB pexoMeHa0BaHO AOMOJHUTENbHOE BBelaeHHE Kanublus: 400-800 mr
netrsaM; 800-1200 Mr mogpocTKaM U B3pOCIIBIM.
Bumamunomepanus.
PexomeH10BaHO Ha3HAYCHHE KUPOPACTBOPUMBIX BUTAMUHOB, HU3KUE YPOBHU KOTOPBIX
PETUCTPUPYIOTCS TPAKTUYECKH Y BCEX OOJNIBHBIX. YMEPEHHO TOBBIIIEHHBIE YPOBHU
petunona (o 110 Mr/mi) B CBIBOPOTKE KPOBHU TOJIOKUTENIBHO KoppenupyoT ¢ ODBI
(ODB1>80%). VY mHeneueHnbix O0JdbHBIX MB remopparuueckuii CHHIPOM MOKET
MaHU(ECTUPOBATh BUTAMUH-K HET0CTaTOUYHOCTHIO. Y HOBOPOXKICHHBIX U TPYAHBIX JCTEH
OHa MOXXET MPOSBUTHCA HEOOBICHUMOM TeMOopparu4eckoi mypnypoi, HHTECTUHAIbHBIMHU
KpPOBOTEUYEHUSIMHM, JJINTEIIbHOM KPOBOTOYMBOCTBIO B MecTax uUHbeKIui. [lpu
MHTEHCUBHON aHTUOAKTEpHAIbHOW Tepanuu, MNP MOPAKEHUU T[€YEHU HapyIICHbI
nporuecchl koaryisuuu. [Ipu MB Hemocratouno Butammna [, Hapymen docdopHo-
KaJmbllMeBbI OOMeH; Bce OonbHble MB ¢ maHKpeaTHYecKod HeIOCTaTOYHOCTHIO
€XEeTHEBHO JOJIKHBI MOJIYYaTh IOMOJHUTEILHO KUPOPACTBOpUMbIE BUTaAaMUHBI (A, /I, E
K) u 6era-kapoTuH; ¢ coxpaHHOH (DYHKITUEH MTOKEITYTOTHOM JKelie3bl - BATaMUH E.
BomopacTBopuMbie BUTaMUHBI Ha3Ha4aroTcs OodbHBIM MB B OOBIYHBIX
J03UPOBKaX, 3a HCKIOYeHHeM BuTamMuHa C, MOTPEOHOCTH B KOTOPOM Y OOJBHBIX
NOBBIILIEHA, M BUTaMHHa B12 ciyyasix pe3ekunu noaB3A0IMIHON KUIIKH.

Tadauna 11 - Pexomenayemble 03bl KHPOPACTBOPUMbIX BHTAMHMHOB U Oera-
KapoTHUHA JJisl manueHToB ¢ MB.

Buramunbl XapaKTepHuCcTHKa OOJIbHBIX J1o3b1
A Bce c [TH* 4000-10000 ME/cyT**
I Bce c ITH* 400 - 2000 ME/cyT**
Bce: 0-6 mec 25 ME/cyt **
6-12 mec 50 ME/cyT
E 1-4 roga 100 ME/cyT
4-10 ner 100-200 ME/cyT
Crapue 10 ner 200 — 400 ME/cyT
Bce ¢ I[TH 2— 5 mr/cyT
K
IPU NATOJIOTMH NEYEHU 2-10 mr/cyt
Bce ¢ ITH 0,5 — 1 mr/kr/cyT, makc. 50
bera-kapotun
MT/CyT
*TIH — MMaHKPCATHUYCCKasd HCAOCTATOYHOCTb
**[lepeBo OJHIX €AWHUI] U3MEPEHU 103 BUTAMHHOB B JIPyTHE:




ButamuH A: 1 mr = 3333,3 ME
ButamuH /l: 1 mxr = 40 ME;
ButamuH E: 1 mr = 1,36 ME

ArpeccHBHBbIE METOAbI HYyTPUTHBHOI MOJIep:KKH y nanuenToB ¢ MB [21, 42-45, 59-
61, 90]:

IMoka3zaHus K IPUMEHEHHUIO «arpeCCUBHBIX» METOJIOB HYTPUTUBHOM MOIEPIKKHU

Y oemeii:

® OTCYTCTBHE NMPUOABKHU B BECE MJIM CHUKEHUE Beca B TCUCHHE 6 MECSIIEB;

e (aktnueckas macca Tena Huxke 3 mepueHtwis (wim Z-score UMT/Bo3pact, macca
TEJ1a/BO3pacT, Macca Tesla/pocT MeHee -2);

e (pakTHueckas Macca Tella HIKE JOJDKHOrO 3HaueHus Ha 15% wunm menee 25
nepIeHTUIs Ha (POHE TOTIOTHUTEIFHOTO MTUTAHUSI CIICIIUATIbHBIMUA CMECSIMH.

Y eé3pocnvix:

o UMT <18,5 unu cHU>KEHKE MacChl Tesia 6oJiee yeM Ha 5% 3a nmepuoj; MeHee 2 MECSIICB,;
e HeB03MOXHOCTB yIyUIINTh HYTPUTUBHBIN CTATyC Ha (POHE TOTIOJIHUTEIILHOTO NprUeMa
BBICOKOKQJIOPUIHBIX CMECEH.

«ArpeccuBHbIC» MeTOAbI HYyTPUTHBHOI moaAep:;kku npu MB:

1. 3omn0060e Inmepanvnoe numanue B BUAEC HOYHOM THUIMEPATUMEHTAIMH, YEpe3
Ha30racTpabHBIN 30H] WM Yepe3 NepKyTaHHyio ractpoctomy [21]. Mcnoab3yroT cMecu
JUTSL SHTEPAIILHOTO MUTAHUS, BBOAST KamleldbHO (C MOMOIIbI0 MH(PY3MOHHOTO HAcoca) B
HOYHOE BpeMsI B TeUeHHE 5-6 4acoB. MOryT UCIIOJIB30BATHCS KaK IMOJTYIJIEMEHTHBIE CMECH
(Ha ocHOBe THAPOIMU3ATOB Oe€lika), TaK W TMOJUMEpHbIE (MOCIEIHUE MPEANOUYTUTEIbHBI
BBH1Y OTHOCUTEIBHO HU3KON OCMOJIIpHOCTH). HOUHYIO rUnepalIMMEHTallui0 HAYMHAIOT C
1/3 paccunTaHHON OT CYTOYHOW TOTPEOHOCTH B KaJOPUAX M YBEITUYUBAIOT MO MEpe
npubaBku B Bece. OOBbEM CMECH 71 HOUHOM TUTIepaTuMeHTaIMH TOAOUPAETCS TaK, YTOOBI
HE CHWXXAJCS amnmeTUT B JHEBHOE BpeMsA. 3aMecTuTenbHas (epMEeHTHas Tepamnus
POBOAUTCS MHUHUMUKPOC(HEPUUYECKUMH TpernapaTaMu TaHKpeaThHa. ONnTHMAaJbHA
YCTAHOBKA HHM3KONPO(QWILHOH TacTPOCTOMBI, KOTOpas IO3BOJIAET MOJANEPKUBATH
aKTUBHBIA 00pa3 JKU3HU, HE MEIIAET CHOPTUBHBIM 3aHATHUSAM U TIPOBEJCHUIO
KUHE3UTEpaIuu.

2. Ilapenmepanvnoe numanue:

e [lonHoe (UEHTpalbHBII BEHO3HBIN KaTETEP): MPHU COCTOSHUSX IOCIE OMNEepaluy Ha
KUIIEYHUKE; CUHAPOME KOPOTKOM KUIIKH; OCTPOM ITaHKPEATUTE.

e YactuyHoe (C HENBI0 JOMOJHUTEIHHOTO MUTAHUA), UCTIOJB3yeTCs NepudepudecKas
BEHA: JKUPOBBIE SMYJIbCUH; TJIFOKO30-aMUHOKHUCIIOTHBIE CMECH, BUTAMHHBI.

Taéaunma 12 - Buasl nuratesabHbIX cMeceid npu MB:

HaumenoBanue

e (CwmecH ISl TApEHTEPAITBHOTO MUTAHUS

L Pacmeopbl amMuHoKuciaom

e (Cwmecu WIS CIENUATM3UPOBAHHOTO OCIKOBOTO MUTAHUS

L4 Cwmecu JJI OHTCPAJIbHOI'O MMM TAHWA




JInd  [ONOJMHUTENBHOIO  DHTEPAJIBHOIO IUTAHUSA  PEKOMEHIYIOTCS  IPUMEHEHUE
MUTATEIbHBIX CMECEH C Yy4eTOM BO3pacTa, CyTOYHBIX MOTPEOHOCTEH, OTKIOHEHHI B
HYTPUTUBHOM CTaTycCe.

Pa3HOBUAHOCTH MUTATEIBHBIX CMECEN ISl DHTEPAIbHOIO ITUTAHUSA

® Ha OCHOBE LIEJbHBIX OEJIKOB MOJIOKA WJIM YaCTUYHOTO TUAPOIN3a OenKa;

e Ha OCHOBE OEJIKOB MOJIOKA;

® Ha OCHOBE ITyOOKHMX THIpOJu3aToB Oenka, ¢ BkiodeHuem CL[T B cocTaB KHUpPOBOTO
KOMIIOHEHTA;

®  MOJIOYHBIEC KOKTEWIN U BBICOKOKAJIOPUMHBIE ITYAUHIH;

e Macja, CoAepIKallre CPEAHELEIIOUYEYHbIC TPUTTTULIEPUIBI.

Pexum:

OyeHb BaXHO COOJIFOJICHUE  CAHUTAPHO-TUTHEHWYECKOro pexuma npu MB
(mpoBeTpUBaHUE TOMENIEHUM, UCKIIOYEHHE KOHTAKTa ¢ WHQEKIMOHHBIMU OOJILHBIMH,
YHCTOE HATEIILHOE U MIOCTEIIBHOE OejIbe U Ip.).

OO0uue Mepbl NPOPUIAKTHKHU: 0053aTEIHHO HMCIOJIB30BAHUE COOTBETCTBYIOIIUX MEP
npopuIakTUKU WHEOEKIMNA KaKk y MalueHTOB, TaK M MeApaOOTHUKOB Mpu padore ¢
nanuentaMu  MB. Konrtaktel mexay mnamueHtamMmu MB  10mKHBI OBITH CBEJEHBI K
MHHUAMYMY.

Kunesutrepanus (JieueHue ¢ momoIisio asmxenns) [2, 6, 9, 13-15, 17, 18].

[TpUHIUIIBI KHHE3UTEPAITHH:

® OT IPOCTOrO yIPaXKHEHUS K CI0KHOMY;

e  aJanTHUPOBATh METOAMKH JJIs MAI[MEHTa, a He HAa00O0pOT;

® OTCYTCTBHE PE3KHX JIBHUKECHHUM;

® 3aHATHE JOJDKHO IPHUHOCHTH IMAIIMEHTY 00JIerYeHNe U YIOBOJIbCTBHE.
Kunesurepanuss BkiIOYaeT (U3MYCCKUE YIPaKHEHUS, CICIHAIbHBIE IbIXaTeIbHBIC
MaHEBPbl M TIOJOXKCHHS, BHOPAMOHHBIA MacCak TPYOHON KIETKH, alapaTHas
IMMHACTHKA, allapaTHYI0 IPCHAXKHYI0 BHOpPOTEpalmuyd TPYAHON KIETKH, OOydYCHHE
TEXHUKE UHTAISAIUH.

- JlpeHaKHbIe MOJI0KEeHUS

Pexxum no3upoBanwus: 1 u/unu 2 pasa B JieHb, 10 eapl/depe3 1 yac mocie eapl U 3a 2 yaca
70 cHa, mo 15-20 MuH; BO BpeMsi OJHON NPEHAXKHOW MO3WIUHU JeNaeTcs 6-7 BIOXOB;
gepenysich Ipyr ¢ apyrom (Ha 1 3aHsTHe mpuUxoguTCis HE Oonee 3-X pasIUYHBIX
MOJIOKEHUM ); B JI€4€OHBI KOMIUIEKC Ka)K/10€ HOBOE YIIPAXKHEHUE BBOJUTCS MOCTEIIEHHO,
He Oosiee 1-ro HOBOTO MOJIOKEHUS, 00yUasch 5-6 qTHEH.

- Kaondmaccaxk ¢ ucnonp3oBanueM 8-12 TodYeKk B TOCIICIOBATEIBHBIX JPCHAKHBIX
moJIokeHusx [51].

- AytoreHnblii apeHaxxk (AJP) - nns mammeHToB OoJiee OCO3HAHHOTO BO3pacTa — C
COOJTIOJICHMEM COOTBETCBYIOMIUX (a3 M JbIXaTCIbHBIX MAHEBPOB



- ACCHCTHPOBAHHBIN ayTOreHHbll apeHak (AA/IP). ocHoBaH Ha mnpUHUMIIAX
ayTOr€HHOI'0 JpeHaka M UCIOJb3YETCs y MalUEeHTOB, KOTOPbIE HECTIOCOOHBI MMPOBOIUTH
AJIP camocrostensHo [58].

- lIpuMeHeHne crieNMAJBLHBIX IbIXaTedbHbIX TpeHa:kepoB PEP (Positive Expiratory
Pressure, TMOJOXWUTENIBHOE JaBJICHUE Ha BBIJIOXE) cHCTeMaMH (C  CO3JaHHEM
MOJIOKUTENbHOTO fAaBiieHus B ycnoBusix JIITY u/unu camocrositensHoit PEP-Tepanuu; niist
BuOpanmonnoit PEP-tepanuu; Harpy3ounbie/mo0yuTeabHble CIIMPOMETPHI, paboTatoII1e
1o 00beMy | MOTOKY; (hraTTepsl s o0yieryeHus oTkanumBanus u ap.) [13-15, 53, 59].

- AnnapaTHble MeTO/Ibl KHHE3UTEPanuu, OCOOCHHO y JeTel MIaIiero Bo3pacra u
TSDKEJIBIX TAIlMeHTOB C IMOMOIIBI0 BUOpannoHHoro Bo3aeiictBus [13-15, 51]: B Buze
BHOPO-KIJIETOB Pa3IMYHBIX Pa3MEPOB, B 3aBUCMMOCTH OT BO3pacTa U pasmepa rpyaHOn
KJIETKY NanueHTa; Buopoakycrunyeckas repanusi (BAT): coyeranue BUOpallMOHHOTO U
aKyCTHYCCKOTO BO3/ICHCTBUS BOJIHAMU BBHICOKOW HHTCHCHBHOCTH [52].

3.1.4 [Ivixamenvnvie ynpaxcuenus [2, 6, 9, 13-15, 17, 18]: napsny ¢ kuHesutepanuei
MPUMEHSIIOTCS IbIXaTEJIbHBIE YIIPAXKHECHUS
1. «<bAHAH» mnonoxenue Ha cnuHe. Pyku BBITSIHYTHI BBEpPX M HAIpPaBJICHBI B OJHY
CTOpOHY (BJIEBO WJIH BIIPaBo). TylIoBUIIE MAKCUMAIBHO N30THYTO. HOrM BBITSHYTHI IPSIMO
Y HampaBJI€HbI B TY>KE€ CTOPOHY, YTO U PYKH.
2. «BUHT» I'onoBa 1 BepXHsisl 4acTh TYJOBUIIA IPUKATHI K MOJTY, KACASICh €T0 JIOMATKAMU.
Pyku BBITAHYTHI BBepX. HIDKHSAS YacTh TyJOBHINA MMOBEpHYTa HAOOK B OJIHY CTOPOHY
(BneBo wim BrpaBo). HukHss HOra BBITSHYTa. BepxHssi HOra MakCMMalbHO COTHYTa B
KOJIEHE.
3. «kKKOBPA» nonoxenue Ha xuBoTe. Horu BBITAHYTHL. Pyku TSHYTCS Ha3zaj 10 ATOIUII.
3atem, TOJ0Ba U BEPXHSSA YaCTh TYJIOBUIIA MOJHUMAIOTCS BBEPX.
4. «Y3EJI» Ilonoxenune cund. IlpaBasg Hora corHyra B KOJIEHE, HalpaBJ€Ha BIIEBO U
IIOMENICHA 3a JIEBOM KOJICHKOW. BepXHss 4acTh TyJOBHIIA MOBEPHYTA BIpaBo. IIpaBas
pykKa, B BUJIE YyNOpa, MO3aqu STOJUI, KaK MOKHO Janblile BiIeBO. KOHUMKM MaliblLEB
HarpaBJieHbl Ha3al. JIOKOTh JIeBOW pyKM IpHKAaT K MPaBOil KOJIEHKE. 3aTeEM B JAPYTYIO
CTOpPOHY.
5. «KYBBIPOK» M3 nonokeHusi CUIsd BpallaThCs Ha CIMHE Haszal, J0 TeX IMOop, MOKa
KOJICHU HE KOCHYTCS YIIEH. Pyky noaiepxuBaroT Aroaulibl.
6. «['OPKA» nonoxxenue cuas Ha naTkax. Pyku Hazaz, kak ynop. BapuaHTsl yripaKHEHUS:
- KOHYMKU AJIBLIEB HAIIPABIICHBI Ha3ald. | pyap MPUIIOIHATH BBEPX.
- U3 TOJIOKEHUS «CHJISI HA MATKAX» MEJJICHHO JIBUTAThCS BOEPE C BBITSAHYTBIMUA PYKaMH.
Slroaniiel mo3aau KOJIEHEH.
7. « KNP A®» CTost Ha KOJNEHSX, JIeBas pPyKa BbITAHYTa BBEpX. TyIOBUIIE TOBOPAYMBACTCS
BIIPABO BCJIEJ 3a MPaBOM PyKOH, KOTOpas JOJKHA KOCHYThCSl JIEBOM MSTKU. 3aTeM, B
IPYry0 CTOPOHY
8. «IITUYKA» B monoxeHuun Jiexxka Ha )KUBOTE BEPXHIOK YACTh TYJIOBHUINA U TOJIOBY
npunoaHiaTe. OpHa pyka BeITAHyTa Bhoepen. [pyras pyka cxumaer CTOIy
MIPOTUBOMNOJIOKHOW CTOPOHBL.

Jns gereit 2-5 ner ynoOHO UCHONB3YIOT YIPaXXHEHUs: «OaHaH», «BUHTY,
«KYBBIPOK», «TOpKay, «xKupad», «ITHUKAY.




Jlns 6onee cTapiinX U B3POCHBIX: «KOOPay, «y3em», «BUHT», «PbIOKa», «ITHYKAY,

«KYBBIPOK».
Tabdamna 14 - Buasl cnopra, paspellieHHble W 3alpelieHHble y O0O0JbHBIX
MYKOBHCIM/I030M.
Paspemeno 3anpemeHo®
IInaBaHue Konbkn
ber Tspkeras aTineTuka
E3na na Benocunene dyT1OoN
JIbrku XOKKEU
bagmunrron boxkc
bonbmon u Masiblii TEHHUC [IpeiKKH B BOIY
BepxoBase3na Perou
Wora 131010
Yy backetbOon
Bomneitbon Motocmnopt
Ionbd
Typusm

*[Ipumeuanue. 3mu 8udbl CHOPMA 3aNpewervl 8 CéA3U C ONACHOCMbIO, NOBLIUEHHOU MPAGMAMU3AYUL, C1e0CMEueM KOmopou
ABNACNCA ONUMENbHBIU NepUod 0SPAHUYEHUA QUIUYECKOU aKMUBHOCMY, YMO KpaliHe HeOnazonpusimno CKa3bléaemcs Hd
OpPEHANCHOU (DYHKYUU Te2KUX.

Kucaopoxorepanus.

OnHuM W3 TSOKENbIX OCIoKHeHMHM MB  daBisieTcss XpoHWYecKas AbIXaTelbHasl
HenocrarouHocTh (XJH). I'maBabiM npuzHakoMm XJIH siBisieTcst TUIOKCEMUSI (CHM>KEHUE
COJIEpKaHMs KHCIIOPOJia B apTepuanbHON KpoBH). Koppekuus runokceMun NpOBOAUTCS
JUINTENIBHON Kucnoponorepanuei (He menee 15 wacos/cytku (Y| — B)). IIpoBoautcs B
JIOMAIIHUX YCJIOBUAX - JyuTeNbHas kucaopoaorepanus (IKT); Haznauenue kuciopoaa (>
15 yacoB/CyTKH) yBEIUYMBAET BBDKMBAEMOCTD Y OOJIbHBIX ¢ TUTIOKceMuel B mokoe (Y I —
B). Hcnonw3ytor koHueHtpatopbl kuciopona. JKT Ha3zHauaeTcs mpu CTOMKOH
runokcemun (SpO2<89% w/umm Pa0O2<55 mm prt.ct.) He Menee 16 wac/cyr. Ilpm
TUTMIOKCEMUU TOJBKO Ha (poHe (M3MUEeCKHX HArpy30K ammapaT HUCIOIb3YEeTCs BO BpeMs
Harpy3o0K, IIp¥ HOYHOM TUIIOKCEMHH - HOUbO. KOHTPOIb MPOBOANUTCS MYyJIBCOKCUMETPUEH
Y UCCIIEIOBAHUEM T'a30B apTepUaATbHON KPOBHU.

3amaga JIKT - noctmxenune sHaderuit Pa02>60 MM pr.ct. 1 Sa02>90%. He cnenyer
N0OUBATHCA YBEJIMUECHUS MOKa3aTeNield MylbCOKCUMETpuUH Bbile 94-95%, Tak Kak B 3TOM
CJIy4yae BO3MOKHO Pa3BUTHUE TUIIEPKAITHUU.

3.2 MeaukaMeHTO3HOE JIeYCHHUeE!

Cpean MeIMKaMeHTO3HOM Tepanuu HandoIbIIee 3HAUYeHHe NMEIKOT:

e MykonuTnueckas Tepanus;

e bpoHXOJUTHYECKAs Tepanus;

e 3aMecTUTENIbHAS TEpANUs HEJOCTATOUHOCTH SK30KPUHHOU (DYHKIIUU MOKETYTOYHOM
KEJIe3bl;



e AnTuOaKTepuanbHas Tepamnus;
e [IpotuBoBCnAnUTENIbHASA TEPAINS,
e BuramuHoTepanus

Myxkosntuueckasi tepanus [9, 17, 46]. Llenp - HOpMamu3amus BSI3KOIACTUYCCKHX
CBOMCTB CEKpeTa M ONTHUMHU3AIUsS MYKOIWIMApHOro TpaHcnopra. OO0s3aTenbHbI
JocTaTouHas ruapaTanus ¢ KuHe3utTepanus. IIpuMeHeHWe TNPOTHBOKANLIEBBIX
NpenapaToB MPoTUBONOKa3ano [9, 46].

[lyTe BBeAeHUS MNPEANOYTUTEIHLHO HHTANSIMOHHBIN. OrieHka 3(PQGEeKTUBHOCTH
MPOBOJIUTCS KJIMHUYECKU (OIEHKAa CYTOYHOro Je0eTa MOKpPOThI, HU3MEHEHUN ee
KOHCHUCTEHIIUH, OIICHKA CTETICHU JbIXaTeIbHOM HEI0CTATOYHOCTH ).

Kaaccbl MyKkoJauTHKOB ipu MB:

- Jlopnaza aanda - pacTBOp peKOMOMHAHTHOW YEJIOBEYECKOU JE30KCUPHOOHYKIICA3hl;
paspbiBaeT BoaopoaHbie cBsa3u Mojiekyn JIHK, nelictByeT Ha Bce 3BEHBS «IIOPOYHOTO
Kpyra» MB — oOctpykuuto, uHbpeknuto, Bocnanenue (Y A). Ilpumensercs
WHTAJSIITUOHHO B 7103€ 2,5 Mr 1 pa3 B CyTKHU (B TSDKEIBIX CIIydassiX MOKET BBOJUTCS B JIBa
npuema). BoauTcs mnpu momoiu JpKeT-HeOymaizepa/KoMIipeccopa MHOTOPa30BOTO
MOJIb30BaHMsI, WJIM MelI-HeOynaizepa. SABnsercs 6a30BbIM MYKOJIUTHKOM U Ha3HA4aeTCs
BceM OobHBIM MB cpasy nocie moctaHoBKH auartosa [1, 2, 4, 6, 12, 13, 18, 24].

- F'unepronnyeckuii pacrBop NaCl 3—7%, unransaiuu (MOBBIIIACT KOHIIEHTPALIUIO COJTH
B OPOHXHMAJIBHOM CEKpETe, MPUBOJUT K €ro YBIQKHEHUIO, YIYUYIICHHIO MYKOLUIHAPHOTO
tpancniopta (Y]l B). Ilpu HeE0OXOAMMOCTH TPUMEHSIOT OpPOHXOIUIATATOPHI 0
rurepToHndeckoro pactBopa [1, 2, 6, 12, 13, 47, 48]. Bo3moxHa KOMOHMHAIHS
runieprornyeckoro NaCl ¢ 0,1% ruanyponoBoii kucnotoit (I'K), uyto Omokupyer
BO3HHKHOBCHHE OpOHXOCIa3Ma, 00JieryaeT BEHTUIIAIMIO U razoo0MmeH [1, 2, 6, 12, 13, 49].
— Mannuton B dopme mopomka mas wmuramsomid (Y B) [1, 2, 6, 12, 13, 50].
[IpumeHnsieTcss Ipu OTCYTCTBUHU 3HAUUMOTO 3¢ (deKTa oT JeUeHus IopHa30i anbha u/wim
MJI0XOU MEPEHOCUMOCTH TMIIEPTOHUYECKOTO pacTBopa. B n1o3e 400 Mr ABaXK/1bl ACHBb YEPE3
uHranarop. llepenq mpuMeHEHHMEM PEKOMEHAYETCS TMPEABAPUTEIBHOE HCIIOIH30BAHUE
OpOHXOIMJIATATOPOB.

- N-ameTHJIIMCTEMH WHTAJSIIMOHHO, BHYTPD, B/B. [Ipumensiercs u3 pacuera 30mMr/kr/cyT
B 2-3 mpuema (Y]] B) [1, 2, 6, 12, 13].

BponxoanTnyeckue nmpenaparsl pekoMmeHnaoBansl nanuenram ¢ MB (V]I B) [1, 2, 6, 12,
13]:

- IPY BO3HUKHOBEHHUH 3aTPYIHCHHOTO JBIXaHUS U OJIBIIIKH;

- Iepe MPOBEACHUEM KHMHE3UTEPAIIHH;

- Iepe MPOBEACHUEM UHTAISIIMOHHOMN Teparuyi MyKOJIMTHKOB.

f2-angpeHoMMMEeTMKM B  BUJAE  MOHOTepanuu  (canpOyTamon), a  TaKxke
KOMOMHHPOBAaHHbIEC npenaparsl B COYETaHUHU c M-XOIMHOIUTHKOM
(benorepoatunparpornus OpOMUL). [Ipy HEOOXOAMMOCTH MOTYT MPUMEHSITHCA

MPOJIOHTHPOBaHHbBIC 2-aapeHoMuMeTHKH (canbmerepod, popmotepon) (Y B-C) [1, 2,
6, 12, 13].



3amecTurtenbHas Tepanus HEJ0CTATOYHOCTH IK30KPHUHHOI dGyHKIMH
MO/KEJTYIOUHOM JKkes1e3bl (maHkpeaTndyeckue ¢gepmentnl) [1, 2, 6, 12, 13]. Koppekuus
[NAHKPEAaTUYECKOW HEAOCTAaTOYHOCTH npu MB mNpoBOIMTCA TONBKO IIpernaparaMu
naHKpeaTHHa B MUKpochepuueckoi popme (Mukporpanyisl ot 0,4 mo 2 mm) [1, 59, 60,
61]. AneKBaTHOCTH 3aMEINAONICH MaHKpeaTHUeCKue (PepMEHTHI TepaluH ONMPEACIAIOT
KJIMHUYECKH, 10 aJJMMEeHTapHOMY ctaTycy [1, 59, 60].

Jlo3upoBaHue MaHKpeaTHYeCKUX (PEPMEHTOB MpU MYKOBHCIIHI03€. JIeTsIM C COXpaHHOM
(GyHKIMEH TOJKETYJOUYHOM 3JKele3bl B MOMEHT IIOCTAaHOBKM JMAarHo3a Ha3HaueHHe
IpenaparoB HE PEKOMEHHAYeTcs, eclid (PU3MYEeCKoe pa3BUTHE peOEHKa HE CTpajJacT.
3aMeCTUTENbHYIO MAHKPEATHUYECKYI0 TEPANHUI0 Ha3HAYaIOT Cpa3y IOCje yCTaHOBIEHUS
JMarHo3a, mejaeBblie MoKa3aTe/Id BCAChIBAHUS KUPOB COCTABIISIOT OT 85 10 95% [1, 17, 19,
42, 45]. 1o3a naHKpeaTHHA HHIUBUyalbHA, 10100p HAYMHAIOT B 3aBUCUMOCTH OT MACChI
tena (1000 EJI/kr mo numnase Ha Ka) bl MPUEM MUK s AeTeit muaame 4-x et u 500
EJl/xr - crapmie 4-x neT W B3pOCHbIX), B JaJbHEWIIEM 1032 MOMET IMOCTENEHHO
MOBBIIIATHCA.

HoBopoxaenusiM Ha kaxkapie 120 M1 UTaHUSI CTApTOBAs 1032 PACCUUTHIBACTCS KaK
2500-3333 EJI nunassel (1/4-1/3 xancynsl npemnapara ¢ aktuBHOCThiO 10 000 EJI numaser B
karcyse). Jlo3sr coorBercTBYIOT puMepHo 600-800 EJI nmunasel Ha 1 T MUIIEBBIX KUPOB
[1, 17,19, 42, 45]. PexomeHma1iuu 1o JO3UpOBaHKIO MaHKpeaTHuyeckux Gpepmenton (Tao.
15) [45].

Taoauma 15. 3amecTuTesibHAsi NMaHKpeaTHYecKasi Tepamnus, PACCYUTAHHAA IO
COJEPKAHUIO JIUNA3bI:

Bospacrt Ilpensnaraemasi 103upoBKa

Hetu rpynnoro Bo3pacta | 2000-4000 EJI nunazer/120 M rpyTHOTO MOJIOKA MIJTM MOJIOYHOM CMECH,

(10 12 mecsinieB) yto ipuMepHo paBHo 2000 EJ] nunassl Ha 1 T kupa B niuie

Heru ot 1 go 4 ner 2000-4000 EJI nmumnasel Ha 1 T kupa B MHUIIE, TOBBIIIAS 110 HEOOXOIMMOCTH
(makcumanbHas go3upoBka — 10 000 EJ] numa3el/kr Maccel Teia B CyTKH)

Hetu crapiue 4 neT u Hauunas ¢ 500 EJI numa3sl/Kr Macchl Tela Ha MPUEM MUY, TIOBBIIIAS

B3pOCIIbIC MOCTENEHHO JI0 MaKCUMAaJIbHOM 103bI, KoTopast coctasisieT: - 1000-2500
EJI numa3el/Kr Maccel Tena Ha ouH npueM nuimu, wik - 10 000 EJI
Jauna3el/Kr Maccel Tena B cyTku, i - 2000-4000 EJ] nunasel Ha 1 1 xupa
CO BCEMH COJIEP>KAIIUMU KUPBI TPUEMaMH MUIIH, IEPEKyCaMH,
HaITUTKaMU

depMeHTHas Tepanusi MPU SHTEPAIbHOM MHTAHUU HA3HAYAETCA C YYETOM CTEIEeHU
AK30KPUHHOW HEJOCTATOYHOCTH.

e Jlo3a pepmenTa mogbupaercs u3 pacyera: ot S00 EJ] nunassl (1eTH ¢ OTHOCUTEIIBHOM
MaHKkpeaTHyeckod  HemoctaTouHocthto) g0 4000 EJ  nunaser  (abcomroTHas
MaHKpeaTU4YecKasi HeJJOCTaTOYHOCTh) Ha | T Jkupa B MHUIILIE.

e PekomeHayeTcs KOPPEKTUPOBKA B COOTBETCTBUHM C KUIICYHBIMH CUMIITOMAaMH,
cTeaTopeei U yBEJIMUYCHUEM BECA.

e Ha cpenneunenoueuynsie tpurnuuepuasl (CLT) mOMOAHUTENLHOrO Ha3HAYCHUS
(dbepMeHTOB He TpeOyeTcs. [ aApoau30BaHHbIE U 3JIEMEHTHBIE CMECH TPEOYIOT Ha3HAUCHHUS
dbepmenTtoB u3 pacuera 2000-4000 EJI nmumasel Ha 1 T xmpa.



AHTHOAaKTepHaJbHas Tepanus [1-3, 6, 9, 12, 15-19, 33, 36-38, 46, 51, 62-68] (ABT)
pecriupaTopHoil MHPEKIUU omnpeaenseT nporuo3 3adonesanus. [lpu MB B oTMeuaeTcs
HocurenbcTBo  Staphylococcus aureus, Haemophilus influenzae, Streptococcus
pneumoniae, Pseudomonas aeruginosa, Burkholderia cepacia complex. B mepBbie rojbl
KU3HH JoMUHHPYOT St.aureus u Haemophilus influenzae, 3atem — Ps.aeruginosa. B 2/3
Clly4aeB XpOHMYECKas HMH(EKIMs BbI3BaHA acCOLMAlMel MUKpOOpPraHu3sMoB. Bricoka
ponb  Nontuberculous mycobacteria, HedbepMeHTHpPYIOIIUX TPaMOTPUIATEIBHBIX
MUKpoOpranu3MoB Stenotrophomonas maltophilia, Achromobacter (Alcaligenes) spp.,
Aspergillus spp. IIpogoKUTENBHOCTh KU3HU OOJIBHBIX MB 3aBHCUT OT 3THOJIOTHU
XPOHUYECKOH JIETOUHON MH(PEKIIUH.

Ioka3zanus i HAa3HAYEHUs AaHTUOMOTHKOB npu MB:

® ¢ npoUIAKTUYECKOU LETbIO;

® I MEPBUYHOM dpauKalluy BO3OYAUTENS;

® JUIA JISYEHUS] XPOHUUECKOU JIErOYHON MH(PEKLINH;

® JUIg JIedeHUs] OOOCTPEHU JIErOYHOU UH(PEKIUH.

Ocooennocmu ABT npu MB_[1-3, 16-19, 46, 62-65]

- Ilpu npoenennu ABT OpPUEHTHPYIOTCS HAa UYYBCTBUTEJIBHOCTH BBIJAEICHHOTO
MUKpPOOPTaHU3Ma/MUKPOOHOM accolalii, a TakKe Ha IMOJOXKUTENbHBIA 3QdeKT npu
Tepanuu npeamecTByromiero odoctpenus. [Ipu BeieIeHUN 2-X MUKPOOPTaHU3MOB BBIOOD
ABII 3aBucHT OT CBOMCTB Oojiee pEe3UCTEHTHOro Bo3Oymutens. Pesucmenmunocmsv K
anmuoaxkmepuanvuvim npenapamam (ABII) ne asenaemcsa ocnosanuem 0 u3mMeHeHUs
JleueHus 6 ciyyae noJ10MHCUme1bHO20 Omeema Ha nPOGOOUMYI0 MEPANUIO.

- Ha3nauarotcst MakCUMaJbHBIE BO3PACTHBIE J103bI MPENapara.

- Ilpu oGocTpeHnn JneroyHoi WHQGEKIUU MPEANOUYTUTENHHO HMCIOJIb30BaTh
BHYTPUBEHHBIN MMYTh I0CTABKU, KOTOPBI HAaYMHAETCS B CTAlMOHAPE M MPOJOJIKAETCS B
aMOyJIaTOPHBIX YCIOBUSIX.

- OIHOBpEMEHHOE HAa3HAUYEHUE MPEMAPATOB JJIsI MHTAISUOHHOIO U BHYTPUBEHHOTO
yTel BBEJICHUS OJHOM (hapMaKOJIOTHUECKOMN TPYIIIBI HE PEKOMEHTYETCS.

- Pexomennyetrcs ucnonb3oBaTh KoMOuHaimu ADBIl ¢ pa3nuuHbIM MexXaHHU3MOM
neicTBus (Hampumep, B-IakTaMbl ¢ aMUHOTIIMKO3UIAMH).

- Jlna Oa3ucHOM Tepanmuu XPOHUYECKOTO MUKPOOHO-BOCTIATUTEIHHOTO MOPAXKEHUS
JETKUX ucnoib3yercs wuHramsuuonHas ABT; npu HemoctaTouHOW 3 (dEKTUBHOCTH
JOTIOJIHSICTCS] BHYTPUBEHHBIM BBEJICHUEM WJIM IPUEMOM BHYTPb.

- ABT HeoOxoauMo codeTaTh ¢ aKTUBHOW KHHE3UTEPAITHCH.

- JnurensHocTh ABT ompenernsieTcss Ha OCHOBAaHMM KIMHUYECKHUX, JA0OPAaTOPHBIX,
PEHTTCHONIOTHYECKUX W (YHKIMOHAIBHBIX TMPU3HAKOB obOocTpenus. Kypc nedenus
coctasiisieT ot 14-21 nens u Oonee.

- Ilpumenenue ABII B Buze uHransui yepe3 HeOyaazep NPOBOJUTCS B CTAllMOHAPE
Y B JIOMAlIHUX YCJIOBHUSIX.

- Ilepen waramsumert ABII 3a 15-30 MuH HEOOXOIMMO MPOBECTH HWHTASIUIO
OpOHXOJINTUKOB, MYKOJIUTUKOB, a TAK)KE MOCTYPaTbHBIN APEHAXK.

- Ilpu wnramamuu ABIl B gomamHuX yCIOBUSAX HEOOXOIUMO HCIIOJIb30BaTh
HeOyaif3ep, OCHAIICHHBIN (UIBTPOM /JIS BBIIBIXaEMOI'0 BO3AYyXa.



- Ilpu npoBeaenun wuHraisiuui B ycnoBusx JIIY, GosbHble, MHPUIUPOBAHHBIE
P.aeruginosa u B.cepacia, 10JHBI OJI30BaThCSI MHUBUAYAbHBIM HEOyIaiizepoM.

- Ilpumenenune ABIl BHyTpp ucnonwszyercs s Tepanuu oboctpeHuiir MB B
JOMAIIHUX YCJIOBUSAX WU JIsl TPOPUIIAKTHYECKOT 0 JIEUEHHSI OOJIBbHBIX, HHPULIUPOBAHHBIX
P.Aeruginosa.

Ilpumenenue ABII enympueenno nokazauo:

e 1pu TsKENIbIX o0ocTpenusx MB (nedenue B ycnosusx JIITY);

e g TpOoHUIAKTHYECKOro JieueHus Mpu uHQuIupoBaHuu P.aeruginosa, Koraa
npumeHenue ADBIl BHyTpb Hed(hPexkTuBHO (BHYTpUBEHHas Tepanus B JOMAIIHUX
YCIOBUSX);

® [IpH YXYJALIEHUU TeYEHUs 3a00JIEBaHUS U MOSBICHUU HOBBIX CUMIITOMOB y OOJBHBIX,
nonydaomux ABII BHYyTps (BHyTpHBEHHas Tepanus B JOMAIIHUX YCIOBUSX).

IpoduiakTuyeckoe Ha3HAYEHHE AHTHOMOTUKOB npu MB:

e OcCHOBaHO Ha JaHHBIX O OBICTPOM BO3HMKHOBEHHHM Pseudomonas aeruginosa-
uHdeKuu Ha POoHE TEKYIIEro 0aKTEPHAIBLHOTO WM BUPYCHOTO TpoIiecca.

e [lIpu ocTphix pecnupaTOpHBIX MHPEKIUAX Y MarMeHToB ¢ MB U cTadguiIoKOKKOBOM
uH(EKIMe Ha3HAYal0TCSI aMOKCHUITMIUTMH, aMOKCUIIMJUTH/KJIaByJIaHaT, 11e(asocmopuHbl
2—3-T0 TIOK., a3UTPOMHUITUH.

e Ilpu xpoHuueckoll cuHErHOWHOW wWHPEKIMU Tpu Bo3HUKHOBeHMH OPBU
pexkoMeHyeTcs UMpodIOKCcaIUH.

e PekoMeHayeTcsi TpOBeleHHE MNPOPUIAKTUYECKUX KYypCOB aHTHOAKTepUaIbHOU
TEpanuu MPU XPOHUUYECKOW KOJOHHM3ALMK HIKHUX JbIXaTeNbHBIX MyTel P.aeruginosa.
[Ipodpunakruueckuit nmpuem ADBT mnpakThuuecku He CKas3bpIBaeTCs Ha YCTOMYMBOCTH
ITAMMOB MUKPOOPTaHU3MOB, HO TOJIBKO IIPU CBOEBPEMEHHOM cMmeHe mnpemnapartoB. [Ipu
4acThIX 000CTPEHMSIX MHPEKIIMOHHO-BOCTIAIMTEIHLHOTO MPOIIecca CIENYyeT YBEIUYUBAThH
IIPOJIOKUTENIBHOCTE KypcoB ABT 110 3 Hen, ucronb3yst BHYTPUBEHHBINM CITIOCOO BBEICHUS,
U (WIK) COKpallaTh MHTEPBAIbl MEXKAY Kypcamu, U (WIM) MEXAY Kypcamud IMPUHUMATh
BHYTPSH Hunpoduiokcaius [17-19,46,62-65].

Dapmarokunemuxa  aHMUOUOMUKO8 U  OCOOEHHOCMU  UX  NPOHUKHOBEHUS 8
pecnupamophbiu cekpem npu MB.

AHTUOMOTHKY TIPOHUKAIOT B OpPOHXHAIBHBIA CEKpeT M3 KpoBU myTeM auddy3um.
Amunornuko3uasl (AMI) mmoxo muddyHmupyroT B mpocBeT OponxoB [15, 16].
To0pamMuLMH TPOHUKAET B OpOHXHATIbHBIN cekpeT myutie Apyrux AMI, nis noctikeHus
TEpaneBTUUYECKON KOHIIEHTpAlUd MPH BHYTPUBEHHOM BBEJICHUHM HEOOXOIUMBI BBHICOKHE
n03bl.  AHTHOMOTMKHM  O3TOW  Tpynmbel  oOjmamaroT  jummTedbHBIM  (3—4  dbac)
MOCTAHTHOMOTHYECKUM  3(PGHEKToM, HYTO TMOCTY)KMJIO OCHOBAHMEM pEXHMa UX
JIO3UPOBAaHUA - OJTHOPA30BOE BBEJICHUE CYTOUHOU 03bl. AMI' mpUMEHSIOTCA B KaUeCTBE
6asucHoil uaransuonHon Teparmu (Y[ A) [18-20]. Ilerummuinael 1 11eamocIOpUuHBI
IJI0XO MPOHUKAIOT B OPOHXUANIbHBINA CEKPET, MX KOHIIEHTPAIUsi B MOKPOTE COCTaBIISIET 3—
15%. Ilpu TabneTHpOBaHHOM MNPUMEHEHUU UUIPOQIIOKCAMHA €r0 KOHIEHTpalus B
OponxuanbHOM cekpere gocturaer 46—90% [1,2, 16, 17, 19, 38, 46].

Konucmumemam nampusn NpuMeHsIETCS 111 UHTAIALMOHHON Tepanuu (¢ 00s3aTeabHON
MPEAIIECTBYIOEH MHraIsue OPOHXOIUTUKOB, MYKOJIUTUYECKON U KHUHE3UTEpanueil)




npyd TIEPBOM BBICEBE W TpU XpoHWYeckod P.aeruginosa-undexnuu. BHyTpuBEeHHO
Konucmumemam Hampus IPUMEHSAETCS pu uH(pEeKIH, BBI3BAaHHOM
MyiabTHpe3ucTeHTHOH — P.aeruginosa. C  mpOTUBOBOCHANUTENBHOW  IIENBIO  IPH
P.aeruginosa-ungeknun ucnoib3yot Makpoauas! (Yp.aokas.B) [66-69].

MuxkpoOuoJiornyeckuii craryc nauuenra ¢ MB:

Boigensitor 4 rpynmnbsl OOJBHBIX 1O pe3ysibTaTaM OaKTEpUOJIOTHYECKOro MCCIEI0BaHUs
MUKPOQIIOpPHI IbIXaTeIbHBIX yTel 3a nocieanue 12 mec [40]:

® ¢ XpPOHUYECKON CHHErHOWHON WH(pEeKIHel: MalueHThl, y KOTOphIX P.aeruginosa
uaeHTuguIupoanack 0osnee yuem B 50% 00pa3iioB MOKPOTHI WK (hapUHT€AIbHBIX CMbIBaX
B TEUECHHE MpeAIIecTBYOmMUX 12 mec;

® C MHTEPMUTTUPYIOLIUM BbiceBOM P.aeruginosa B ciiyuae CHHErHOMHOM MajJouKy MEHee
geMm u3 50% O01oo06pas3IioB B TCUCHHE MPEAIICCTBYIONUX 12 MeCsIIEeB;

e cBoOOoaHBIE OT P.aeruginosa, mpu OTCYTCTBMM BbICEBAa B TeUe€HHE 12-TH MOCIETHUX
MECSIIEB;

e HUKOTJa He ObuTM MHQUIIMPOBaHBI P.aeruginosa.

B kimuHMuYecKo# MpakTHUKE BBIICISIOT MAIMEHTOB C IMEPBbIM BbiceBOM P.aeruginosa.
HeoOxonumbIM ycioBHEM ISl TPUMEHEHUS] STUX KPUTEPUEB SBJISETCS PEryJsipHBINA, HE
peke 0JIHOTO pasa B 3 Mec, OaKTEpHUOIOTrHYECKUN KOHTPOJIb MUKPOQIIOPHI AbIXaTeIbHBIX
nyTeil. MuxkpoOuosioruueckuii craryc omnpenaenseTr BbiOop ADBII, mnokazanus mis
KOMOMHUPOBAHHOW Tepanuu, MyTh BBEIACHUS, MPOAODKUTEIBHOCTh TEpaIlud, PEKUM
0aKTepHOJOrHYeCKOro KoHTpos [2, 6, 9, 13-15, 17, 18]

Tadauna 16 - AHTHOMOTHKY, MPUMEHSIEMbIE MPU BbICEBE U3 MOKPOTHI Staphylococcus
aureus u Haemophilus influenzae [1,2,6,9,14,17,18].

AHTHOMOTHK Jo3a B cyTKHU 1151 AeTei yTs Kparnocth
BBe/IeHHUsl| puemMa/IeHb

AMOKCHITMIUTUH+ 50-100 mr\kr B cyTKH Bayrpr | 3-4
KnaBynanoBas kuciora
(pacueT Mo aMOKCHITMJLIMHY)
ABUTPOMULIH >6mec- 1OMI\KT B 1eHb BHYTPb 1 pa3
15-25kr-200mr 7-10 nueit
26-35kr-300mMr
36-45kr-400mr
Ledaxmop Ho 1 roma 125mr 3 paza BHYTpb 3 paza
1-7ner 250mr 3 paza
>Tner 500mr 3 paza
Ledukcum 8Mr/Kr BHYTPb 1-2 paza
6Mec-1rom 75Mmr
1-4roma-100Mr
5-10meT-200Mmr
11-12ner-300Mr
Cynbdamerokcazon u 6H.-Smec 120mr 2 paza Buytpp | 2 pasa
Tpumeronpum 6Mec-SneT-240Mmr 2pasza
6-12ner-480mr 2paza

NP TSHOKEION MH(EKINU BO3MOXKHO
yBesnnueHue 10361 Ha 50%




15mr/kr

1-2 r-125 mr

3-6 net-250 mMr

7-9 ner-375 mr

>10 net-500 mr

Hetu ot 1 mec go 12 net -80 mr/kr

o nedomnepazony

Just Tsoxensix nHpexwid 10 160 mr/kr

Knapurpomunus BHYTPb 2 paza

edonepazon +Cynpbakram B/BEHHO | 2 pa3a

6-10 Mr\kr mo TpuMeTOIPUMY

o Smec 240 mr

6 mec-5neT-480 mr

6-121e1-480 —960 mr

Crapme 12 net -1920 mr

TIPH TSHKEJION MHPESKITUH BO3MOKHO
yBesm4deHue 10361 Ha 50%

50-80 mr/kr

20 -30 mr

150- 200mr/kr

Cynbshamerokcazon u
Tpumeronpum

Buyrps | 2-3paza

1-2paza
2pa3a
3-4paza

B/B, B/M

Bnytpb
B/BEHHO

Iedrpuakcon

Hedypoxcum
Hedypoxcum Hatpus

AHTHOAKTEepHAJbLHAsI Tepanus NP BhIsIBJIeHNH B MoKpoTe P.aeruginosa.
OHOBPEMEHHO Ha3HA4YalT 2—3 MNPOTUBOMHUKPOOHBIX Tpenapara W3 pPa3HbIX TPYIIIL.
OnTumanbHbl KOMOMHAIIMM aMHUHOTJIMKO3UIOB ¢ IedanocnopuHaMu 3—4 MOKOJIEHUS.
Llenecoobpa3HO MEHATh KOMOMHAIIMM aHTHOMOTUKOB, JTa0OpaTOPHOE OIpe/esieHHe
YyBCTBUTEIIBHOCTH HE BCErJa IOJHOCTBIO COBMHAJA€T C KIMHUYECKHMM OTBETOM Ha
npoBoauMyto Tepanuio [1,2,6,9,14,17,18].

Crparterus antudunorukorepanuu P.aeruginosa unpexunu npu MB

AKTHBHas aHTUMHUKPOOHAs Teparusl MO3BOJIAET MPEIyNPEIUTh WK OTCPOUYUTH PA3BUTHE
xpoHuueckoit P. Aeruginosa nundexuuu 6oiee yem y 80% 6ompubix MB. Ecnu spanukarnus
P.Aeruginosa nocie nposenenHoro kypca ABT He npousonia, 1 y 60J5HOTO pa3BHIIaCh
XpOHUYECKasi  CHHETHOWHas  MH(EKUHus, TO  Ha3HAYCHHE  HMHTaJISIMOHHOU
IPOTUBOCUHETHOMHOM Tepanuu (ToOpaMUIIMH) MO3BOJISIET YMEHBIIUTH PUCK 000CTPEHUIN
U CTETICHb BBIPAKEHHOCTH PECTIMPATOPHBIX MposiBiIeHu [1-18].

Ta6nmuma 17. AnTHOMOTHKH MpH BbiceBe Ps.aeruginosa [1-3, 6, 9, 12, 15-19, 33, 46,
51, 62-68]:

AHTHOMOTHK Jo3a B cyTku gsi | CyTodHbIe 103b1 yrs Yuciao
nereit JJIs1 B3POCJIBIX BBe/IeHU I NpueMoB

B JIEHb

AMUKaNH 15-20 mr/kr 700-1000 mr B/B 2

exramMunivg 10 mr/kr 10 mr/kr B/B 1-2

ToGpamunna 300 mr/5mn 300 mr/5mn AHT AT 2

Tobpamura 112 mr (4 kancynst | 112 mr (4 xkancynasl | MOPOLIOK- 2

1o 28 Mr) 1o 28 Mr) VHTAIIATOP
Hedrazunum 150-250 mr/kr 6-9r B/B 2-3




Hedenum 100-150 mr/kr 4-6 T B/B 2-3
[Munepanunnun+Taz 100-200 mr/kr 1351 B/B 3-4
o0aKkTam

[edhonepazon+ 150-200 mr/kr 8r B/B 2
CynpbakTam

Meponenem 60-120 mr/kr 3-6T B/B
Komuctumerar 50-75 Teic EJl/xT 6 mutH EJ] B/B

HATPUS

Komuctumerar 1-4 mun EJ] 1-4 ma EJ] WHTAJSLIT 2
HATPUS

Nmunenem+ 50-100 Mr/kr B 1€eHb 2-4r B/B 3-4
[{unacratun 110 IMHIICHEMY

A3TpeoHaM 150-250 mr/kr 8r B/B 4

Tobpamumma 300  Mr/5mn ayisi  WHTQISIMA, B WHCTPYKIUU  HMEETCS
NPOTUBONOKA3aHUEe K MPUMEHEHUI0 TMpernapara 10 6-IeTHero Bo3pacTa. Tak Kak
UHOUITIPOBAaHUE CUHETHOWHOW MAaJIOYKOW Yallle BCEro OTMEUAeTCs] B PaHHEM JETCKOM
Bo3pacrte (yaite a0 3-51et) [1]. ToOpamMuIH peKOMeH IyeMast JO3UpoBKa coctassier 112
Mr (4 xancyinel o 28 Mr) JBaXKIbl B CYTKM B T€YEHUE 28 IHEH, 4TO COOTBETCTBYET, |
amrryse (300 mr TobpamuIimHa) 2 pas3a B JIeHb B TeUeHHE 28 HEH ¢ 6-IeTHero Bo3pacra.
JlmutenbHOCTH JieueHus coctaBisgeT 14 nueit u 6onee. Kpurepuem mpekpamenuss ABT
ABIIETCS PErpecc KIMHUYECKUX CHUMMITOMOB OOOCTpEHHSI OpOHXOJErOYHOro Ipoliecca
(YMeHbIIIEHUE XPUTIOB, YIIyYIlIeHHE JPeHAKHON (QYHKIIMU OPOHXOB, CaHAIUS MOKPOTHI).

CxeMbl ?IpaINKANMOHHONW AHTHOAKTEPHAJLHOH Tepanmuu NPH TNEPBOM BbICEBe
Ps.aeruginosa [1-3, 16-19, 46, 62-65]: (BeIOpaTh OOHY M3 CXEM B 3aBHCHMOCTH OT
JIEKapCTBEHHOTO 00ECIIeUeHHs, PEeryJIIpHOCTH HAaOI0ICHHS U 00CIIeIOBaHMS TIAICHTA)

Tadauna 18 - Cxembl 3paIMKaMOHHON AHTHOAKTEPHAJIbHOM TEPaNNM MPHU MEPBOM
BbIiceBe Ps.aeruginosa

1-9 cxema

[IpoBeneHre caHUTaAPHO-3MUIEMUYECKUX MEPOTTPUATUL

1. 1-i2 mecay — naransiuu ToopamuiinH pactsop 300 mr X 2 pasa B IeHb WU
ToOpamuIiinH mopomrok 112 mr x 2 pa3a B neHb B TeueHue 28 nueil. [loceB MOKpOTHI —
yepe3 7-10 qHer mociie OKOHYaHUS JICUCHUS.

2. 2-it mecay — NEPEPHIB COTIIACHO CXEME JICUYEHUS B CIIyYae OTPUIATEIHLHOTO BHICEBA.

3. 3-it mecay — varananun ToopamuninH pactBop 300 Mr X 2 pasza B A€Hb WX
ToOpamuInH mopomiok 112 mr x 2 pa3a B neHb B TeueHue 28 nueil. [loceB MOKpOTHI —
yepes 7-10 gHeu mociie OKOHYaHUS JICUEHHUS.

4. 4-11 mecay — iepepbIB COTIIACHO CXEME JICUEHUS B Clydyae OTPULIATEIbHOTO BHICEBA.

5. 5-11 mecay — vHransuuu ToopamuuH pacteop 300 Mr x 2 pa3a B A€Hb WIH
TOOpamMuiuH nopoiok 112 mr x 2 pasza B ieHb B TeueHue 28 queil. [loceB MOKpOThI —
yepe3 7-10 gHeu mociie OKOHYaHUS JICYEHHU .




6. Ompuyamensvnotii pey1bmam noceea MOKpOmbvl — CHOR-MeEPAnUsL.

B ciaydae 1mOJIO)KHUTEJBHOI0O BbICEBAa MOC/JAEe IMEPBOr0 MeCAUAa WHIAJSIUN
TOOpAMUIIMHOM:

1. Maransauuun konuctuMerara HaTpust 1-2 MitH X 2 pasa B AeHb | mec. [loceB MOKpOTBI
—yepe3 7-10 gHeil mocyie OKOHYaHUS JI€YEHHUS.

2. Nnranauuu Toopamunind pactsop 300 mr x 2 pa3a B IeHb WIH TOOPAMUIIMH
nopowok 112 mr x 2 pa3a B neHsp, 28 nHeil. [loceB MokpoThl — uepe3 7-10 quel nocne
OKOHYAHHUS JICYEHUSI.

3. IIpu coxpansiromemMcsi BbiceBe PS.aeruginosa — BHyTprUBEHHAs
aHTUOaKTepUalibHas Tepanus B TeueHue 14 nHeit AByMs aHTHOAKTEpUATBLHBIMU
npernaparaMmyu CUHEPTUAHOTO M0 YYBCTBUTEILHOCTHU JIE€HCTBUSL.

4. 3ateM NpoAOIKEHUE YepeIOBAaHUSI MHTAISIUNA KOJIMCTUMETaT HaTpus 1-2 MutH X 2-3
paza B JIeHb C MHTralsiusMu ToOpamuimHa pactBop 300 mMr x 2 pasza B JI€Hb WIH
ToOpaMuIIMH opoIIoK 112 Mr x 2 pa3a B ieHb B TeUEHUE 3 MeC.

5. Ilpu coxpaHsiomeMcsi BbiceBe PS.aeruginosa:
a. mHTaIsIMu Toopamuimaa pacteop 300 Mr x 2 pasa B €Hb WM TOOpaMHITUH
noporok 112 Mr x 2 pasa B AeHb IIUKJIaMH 110 28 qHEH 6 KypCOB B oI
b. wiu MHTaNAIMKE KOMUCTUMeTaTa HaTpus 1-2 MITH X 2-3 pa3a B JIeHb IOCTOSIHHO
C. WIM YEepEeIOBaHHNE KOJIMCTUMETATa HAaTpusl 1-2 MIIH X 2 pa3a B A€Hb C
TobpamuImaoM pactBop 300 Mr X 2 pa3a B IeHb WJIM TOOPAMUIIMH MOPOIIOK 112 Mr
X 2 pa3a B IeHb, 6 KypCOB B T'OJl K&XKJI0TO.

2-91 cxeMa

[IpoBeneHre caHUTaApPHO-3MUIEMUYECKUX MEPOITPUATUH

1. 1-ii Mmecsinx

a. [unmpodnokcanun 30-40 Mr/kr/cyTku B 2 ipueMa 1 Mecsiiy

b. Konuctumerar Hatpus B MHTASIIUAX 1-2 MITH X 2 pa3a B JIeHb 1 MecsIy

c. IloceB moxkporel uyepe3 7-10 pgHeil mocie OKOHYaHMS JiedeHUs. B ciyuae
OTPHUIIATEIIPHOTO BBICEBA B Tpymme Jered 10 3 jeT 0e3 NMPU3HAKOB IMOpaKEHUS
OpOHXOJICTOYHOM CHCTEMBI TEPAlUI0 MOXHO IPEKPaTUTh. baKTepHoNIOrudecKui
KOHTPOJIb MPOBOJUTH €KEMECSIYHO 10 6 MECSIIEB.

2. 2-3-Mii MecsIl — KOJTUCTUMETAT HaTPUS B MHTAIAINAX 1-2 MITH X 2 pa3a B JeHb 2
mec. [Hunpodmokcanun 30-40 mr/kr/cyt B 2 mpuema 1 mec. [loceB MOKpOThI — yepe3 7-
10 nHEM 1mociie OKOHYAHUS JICUCHUS.

3. [Ipu oTpunaTenbHOM BBICEBE — MPOIOJDKEHNE MHTANSIINI KOJIUCTUMETaTa HATpus |-
2 MJH X 2 pa3a B AeHb 3 Mec. [Ipu coxpaHsromeMcs: OTpULIATEIbHOM BbICEBE — CTOII-
Tepanusi.




4. Ilpu coxpaHsiioniemcsi BbiceBe PS.aeruginosa — BHyTpuBeHHas aHTHOAKTepUATbHAS
Tepanus B TeueHue 14 nHel 1BymMs aHTUOAKTEpUAIbHBIMU MpeNapaTaMu CUHEPTUAHOTO
10 YyBCTBUTEIBHOCTH (PIIOPHI JEHUCTBHUS.

5. ITlocne kypca BHYTPUBEHHOW Tepanmuu MPOAOIKUTH UYEpPEAOBAHME HHIAISALUN
ToOpamuimHa pactBop 300 mr x 2 pasza B IeHb WJIM TOOpaMUIIMH MOPOIIOK 112 Mr x 2
pasza B JieHb 28 AHEN, C KOJUCTUMETATOM Hatpusa 1-2 MuH X 2 pa3a B JeHb, | Mec B
TeyeHue 3 mec (2 Kkypca ToOpamuIiiHa U 1 Kypc KOJIMCTUMETATa HATPHs).

6. Ilpu coxpanawouiemca gvicege PS.aeruginosa mepanus naznavaemcs no 00HOMy

U3 HUJICENEPEYUCTICHHBIX 6APUAHINOE C YUEeNOM YYECHIEUMENbHOCIU:

[. Muransium Toopamunmna pactsop 300 mr x 2 pasa B JIeHb WM TOOpaMULIMH
nopomok 112 Mr x 2 pa3za B IeHb LIMKJIaMH 10 28 JTHEH, 6 KypcoB B rO/I.

II. MHransuuu xonuctuMmerara HaTpus 1-2 MitH X 2-3 pa3a B IeHb IOCTOSIHHO.

II1. YepenoBanue KonucTUMETaTa HaTpUs 1-2 MJIH X 2 pa3a B IEHb C MHTAISALUASIMU
TobpamuimHa pactBop 300 Mr X 2 pa3a B IeHb WJIM TOOpaMHUIIMH TTOPOIIoK 112 Mr x
2 pasa B JIeHb, 110 6 KypcOB B ToJl Kaxkaoro. HazHauaercs npu nosiBlieHuu
MyKouIHOM hopMbl P. Aeruginosa u/uiam yBeJIMYCHUN CTEIEHH 00CEMEHECHHOCTH.

Tadauna 19 - Cxema aHTHOAKTEPHATBLHON TepPanuy MPH XPOHUYECKO CHHETHOMHOM
undexnun [1-3, 6,9, 12, 15-19, 33, 46, 62-68]

Nuransuuu Tobpamuiimaa pactop 300 mr X 2 pasa B IeHb WM TOOPaMUIIMH TTOpoIiok 112
MI 2 pa3a B CyTKH MHTEPMUTTUPYIOIIUMH KypcaMmu 28 qHel npuema, 28 nHEl mepephiB,
BCEro 6 KypcoB B r'O/I.

HJIN

pactBop Komucrtumerata nHatpus 1-4 mumH. EJI/24 4Wac mOCTOSHHO WiIM dYepeaOBaHHUE
KOJIMCTUMETATa HATPUSl U TOOpaMHIIMHA B MHTANSALUAX MOCTOSHHO BCEM C XPOHUYECKOMH
KOJIOHH3aIuei Ps.aeruginosa .

VY manueHToB ¢ MPOrpecCUpyoIuM CHUKEHUEM (PYHKITUH JIETKUX U YaCThIX O0OCTPEHMUSIX,
a TaKXe MPU HEeJOCTATOUHOM I (PEeKTe OT HHTAIAIMOHHON aHTHOAKTEpUATbHOU Tepanuu
OCHOBHOM pEXHMM Tepanmuu BKJIIOYAET: 2-X HEACIbHBIM KypC BHYTPUBEHHOM
AaHTUMUKPOOHOH Tepanuu Kaxapie 3 Mecsia

[Ipemapats! 1uist BHyTpuBeHHOTO BBeneHus: ToOpamuiina 10-12 mr/kr nnm Amukamnus 20
MI/Kr 1pa3 B JieHb (0 TOCTHKEHHS B CHIBOPOTKE KPOBU KOHIIEHTpamuu 1-2 MKr/mi) +
Hedrazuaum 150-200 mr/kr B aeHb B/B minu + Meponenem 60-120mr/kr/244ac B/B niaun +
JPYroi aHTUOMOTHK (A3TPEOHAM WIIH JIp.), aKTHBHBIA TPOTUB PS.aeruginosa.

[Tpu KIMHIYECKOW HECTAOMILHOCTH: YBEITMUEHUE TIPOJOIKUTEIPHOCTH KYPCOB B/B
aHTHOAKTepHUalibHAS Tepanus 10 3 He/A. W/ WM COKpaIIeHHEe HHTEPBATIOB MEKY KypCaMH,
u/vmm  npueMm [lunpodnokcarmua 20-40Mr/Kr/CyTKu BHYTPh MEXAY KypcamMu B/B
aHTHOAKTEpHUATTbHON Tepanum, a TaK¥Ke HeIpepbIBHAS WHTIAIIMOHHAS
aHTHOAKTepHUalibHas Tepanus TOOpaMUIIMHA W KOJHCTUMETAaTa HaTpus Kypcamu 1o 28
JTHEW YepeIOBaHUEM JUIMTEIBHOCTBIO J10 2 JIET.

AHTHOaKTepHAJbLHASI Tepanus NMPHU BbIABJIEHUN B MOKpoTe B. cepacia [1-3, 6, 9, 12,
15-19, 33, 46, 51, 62-68]. Pexomenayercst npu uHpumpoBanuu Burkholderia cepacia
complex HEMENJICEHHOE TEPANEeBTUIECKOE BMEMIATEIBCTBO BCIICJICTBAE €€ BBICOKOU



BupyneHtHoctd. (Y B). HudumupoBanue B.cepacia mocToBEepHO yXyIlIaeT
KIMHIYECKOE COCTOSIHHE U TTPOTHO3.

Pexomennmammun mo ABT (kak Tpu TEPBUYHOM BBICEBE, TaK W IS JICUCHUS
o0ocTpeHns OpOHXOJIETOUYHOIr0 MPOoIecca):
1. KomOunauus u3 tpex npenapatoB. Kypc ot 3 Hegens u Ooee.
2. llenecoobpazHa KOMOWHAIWS BHYTPMBEHHOTO M WHTAJSIIIMOHHOTO IyTeH W/Win
MEPOPaTHLHOTO BBEICHUS aHTHOAKTEPHUATBHBIX MTPETIapaTOB.
3. Haubonee sdpdextuBub ledrazunum, IMunepanunnun+Tazobakram, MeporneHewm,
Nmunenem, Cynbdamerokcazon u Tpumeronpum u TeTpatukianHbl (TOKCUIUKINH). J{ns
ONITUMU3AIINN NCXOJIOB «cepacia syndrome» peKOMEHIyeTCs BKIIOYCHHE B CXEMY JICUCHUS
Cynbdamerokcazon u Tpumeronpuma. IPPEeKTUBHO MPUMEHEHHE TPEXKOMITIOHEHTHON
cxeMbl B/B BBeleHHs Meponenema, ToOpamunuba c lledrasuaumom B TedeHue 2-X
Henenb u 6oiee (Ta6:.20).
4. DpdextuBna murenbHas (3-12 Hexens) Tepamnus nmepopaibHbIMU Tpenapatamu. Ko—
TPUMAKCO30J10M u/min JIokcHuMKInHOM u/min XiopamdeHukosioM (Ha GpoHe B/B Tepanun
win niocie Hee). [Ipu xponumueckoit mHpexkunu Burkholderia cepacia pexomenmyetcs
npueM TabnetrupoBaHHBIX Gopm Cynbdhamerokcazon u Tpumeronpuma.
5. Ilpu kpaiiHe TSHKEIOM TEUSHUH JTOIYCTHMO COYSTaHUE JIBYX JJAKTAMHBIX aHTHONOTHKOB
(/B m wuHramsuuonHo). Jns nmereit crapmie 12 €T W B3pOCHBIX PEKOMEHOBAHO
UHTASIIUOHHOEe  TpuMeHeHue ToOpamunuHa, Meponenema u  lledrasunuma,
npelHa3HavYeHHbIX JJ1s B/B ucnoias3oBanus. (Y] C).

06 »paaukanun Burkholderia cepacia MoXHO CyIUTh Yepe3 roj] OCJIe MOCISTHEro
BbICEBAa IMPH YCJIOBUHU, KaK MHUHUMYM, TpPE€X OTPUILIATEIBHBIX OaKTEPUOJIOTHUYECKUX
aHaJIM30B.

AHTHOAKTepHAJIbHAS Tepamusi MNpPH BbiceBe W3 OpPOHXHMAJBHOIO CeKpeTa
Achromobacter xylosoxidans [1-3, 6, 9, 12, 15-19, 33, 36, 38, 46, 51, 62-68].
Achromobacter xylosoxidans MyJIbTHPE3UCTEHTEH.
PexomennoBano cobmoaeHue ciaeayronux npasuia ABT:

1. Ilpu mepBOM BBICEBE HCIIOJIB3YIOT BHYTPUBEHHBIC aHTHUOMOTHUKH Kypcom 14-21
nenb. Komumcrumerar Hatpuss Ha 3 Mecsia (B/B M B HMHTaJSIUAX), BO3MOXKHO, C
MEepOPATIbHBIMA aHTUOMOTHUKAMHU. M0XHO AMOKCHULIIMIUTMHFKIIABYJIAaHOBAsI KUCJIOTa (WU
Cynbdamerokcaszon u TpumertonpuM) B TeueHrne 1 mecsa u unransanun Konucrumerara
HATpus B TEUCHHE 3 MECSIIEB.

2. Ilpu xponudeckoit nupexmu amutenbHo nHransnun Komuctumerara Hatpus (1-
s TUHUSA ), TpUA OTCYTCTBHH (D PekrTa nHrasun Meponenema (2-s THHUSA).

3. lenecooOpa3zHa KOMOWHAIMS JABYX AHTHCHUHETHOWHBIX aHTHOMOTHKOB
pa3nuuHbIX KinaccoB (tadn. 17). (VI - C).

Ta6numa - 20. AHTHOMOTHKH, mnpuMeHnsieMmble mnpu BbiceBe Burkholderia
cepaciacomplex, Achromobacter xylosoxidans [1-3, 6, 9, 12, 15-19, 33, 36, 38, 46, 51,
62-68]:

AHTHOMOTHK Jo3a B cyTku s aereii | CyTouHble 103b1 Iyrs Yucio
JJIS1 B3POCJIBIX BBe/JIeHHs | INPHEMOB
B JICHb




Hedrazuaum 300 mr/kr 9-12r B/B 3
Hedrazuaum B Bo3pacte g0 2 mec: 25- 2r HHT QSN 2
50 mr/kr/cyT, crapuie 2
Mmec: 50-100 mr/kr/cyT
Meponenem 120 mr/kr 6r B/B 3
Mepornienem 250 mr -500 mr 250 mr -500 mr | MHransaaumn
[MuneparmummuH+ 400-500 mr/kr 13,5 B/B
Tazobakram
CynbshameTokcazo 20mr/kr (110 2880mr B/Bu 3
1 u Tpumeronpum TPUMETOIIPUMY ) BHYTDb
JIOKCULIMKIVNH 100-200 mr 1 nenp-200 mr BuyTtps 1
(crapmie 12 ner) 3atem 100 mr
XnopampeHuko 50-100 mr/kr 2—-4r Buytps B/B 3-4

ABT npu BbiceBe U3 OPOHXHAIBHOTO cekpera Stenotrophomonas maltophilia.
Pacnipoctpanennocts Stenotrophomonas maltophilia BapeupyeT, qocturas B uenrpax MB
25% [69]. Xponunueckas uHpexus Stenotrophomonas maltophilia - npeaukTop YacThIx
oboctpenuit nerounoit nadekiuu [70].

Tadauna 21. AHTHOMOTHKH, IPUMEHsieMble PU BbiceBe Stenotrophomonas spp.

AHTHOMOTHK Jo3a B cyTKHU 1J1s neTeit CyTo4HbIe 103bI yTh Yucao
IS B3POCJIBIX BBeJleHUsI | MPHEMOB B
JeHb
Cynbdamerokcazon | 20 mr/kr (1o TpPUMETONIPUMY) 2880 mr B/B, BHYTpB 2-3
u Tpumetonpum
XmopampeHUKOI 50-100 mr/kr 2-41 BuyTtpn 3-4
Hedrazuaum 150 mr/kr Or B/B 3
Hedrazuaum 2 r/cyt 2r Nuramsimun 2
[Munepanummun/Ta3 400 Mr/kr 13,51 B/B 4
obakTam
Hunpodaokcanux 30 mr/kr 800 mr B/ 2
[Hunpodaokcanux 50 Mmr/kr 15-2r Buytps 2

1) Stenotrophomonas maltophilia xapakrepusyeTcss OTCYTCTBUEM YYBCTBHTEIBHOCTH K
KapOameHeMaM, BBICOKOM PE3UCTEHTHOCThIO K a3TpeoHamy, AMI, Ta3zobaktamy,
KOJIUCTUMETATy HATPUS.

2) HaubGomnee aktuBen Cymnbhamerokca3on u TpuMeTonpum.

3) Ilpu J5erkux NOpPOSIBICHUSX BO3MOXKHO TIepopaibHoe HaszHaueHue ABII
(Cynbdamerokcazon u TpumeTonpuM, XJI0paMpEHUKON).

4) PanmonansHa komOuHaiust CynbpameTokcazon u Tpumeronpuma ¢ neQpTa3uanMom.
5) Kypc tepanuu coctaBiseT 2-4 HEaASH.

HpOTI/IBOBOCl'[a.H HTCJIbHAs TCPaIus.




Haubonpiee BausHUE Ha MPOJOJKUTEIBHOCTh XKU3HU O0NbHBIX MB oka3biBaroT
MH(EKIUOHHBIE OCJOXKHEHUS CO CTOPOHBI OPraHoB  JIbIXaHHs. XapaKTEpHOU
0COOEHHOCTBIO JIErOYHOM Oosie3Hu npu MB sBnsieTcst OypHas BocHalUTeNbHAs peaKLus,
COMPOBOXK/JIAIOIIASACS TOBBIIIEHHOW NPOAYKUMEH NPOBOCHAIUTENBHBIX LUTOKUHOB U
BBIPAKEHHOM HEUTPOPMIBbHOM NH(UIBTpalueil. B cBA3U ¢ 3TUM IPOTUBOBOCHIATUTEIbHAS
tepanus npu MB akrtyasnbha [78-86].

B kadecTBe NpOTUBOBOCHAIUTENbHBIX MIPENAPATOB MPUMEHSIOTCS:

®  MaKpOJIUJHbIE AHTHOUOTUKHU (A3UTPOMULIMH WU KJIAPUTPOMUIIMH );
® HECTepOUIHbIE MPOTHUBOBOCHIAIUTEIbHBIC MpenapaTsl (MOynpodeH);
® CHCTEMHBIC U UHTAISIIMOHHbIE KOPTUKOCTEPOUIBI.

MaxkpoauaHbie AaHTHOMOTHUKH UCIIOJIB3YIOTCS C MPOTUBOBOCTIATUTEIBHOM LEIBIO
npu MB B coueraHuu ¢ XpoHHUYECKON cuHerHoitHoit uugexnueit [80-82, 86, 87].
Makponu/ibl CHUKal0T 00pa30BaHUe MPOBOCHANIUTEIbHBIX TUTOKUHOB, TIPU JUTUTEILHOM
NPUMEHEHUH B CyOTEpaneBTUUECKUX JJ03aX 00J1a4at0T MPSMbIM IPOTUBOBOCHIATUTEIBHBIM
3¢dpexToM, YyMEHBIIAIOT MPOAYKIMIO MPOBOCHATUTENBHBIX HUTOKMHOB TNF-o u IL-8;
NOJIaBJISIOT ~ BHYTPWIETOUYHBI  BBIOpOC ~ HEHUTpOoQUIOB U HEHTPODUIBHYIO
XEMOTAKCUYECKYI0 aKTUBHOCTh, 3aTPyIHSIOT anaresuto P.aeruginosa k ciausucToi
opouxoB [80-82]. B xomOuHanuu ¢ ¢ropxuHosoHaMu (IMUIPOGIOKCAINH) YCHITHBAIOT
JIEUCTBUE TIOCIIETHUX 33 CUET YJIYYILEHHs] MPOHUKHOBEHUS BHYTPb MHUKPOOHOM KJIETKH;
OKa3bIBAIOT MpsSMOE Bo3JelicTBHMEe Ha P.aeruginosa B BHIE yMEHBIICHUS €e
KU3HECIIOCOOHOCTH,. braromapss cUCTEMHOMY MPOTHBOBOCIHAIUTENBHOMY 3 (eKTy
JUIMTETTFHBI TIPUEM MAaKpOJIMJIOB CYIIECTBEHHO CHHMXKAET YacTOTy TIernaToOMIMapHBIX
ocinoxkHenud (Y[ B) [86, 87]. B kauecTBe CHCTEMHBIX MNPOTUBOBOCHIAIMTEIBLHBIX
npenapaToB MPUMEHSIOT a3UTPOMUIMH U KIIAPUTPOMULIMH.

OCHOBHBIM MOKa3aHUEM K MPUMEHEHUIO MAaKpPOJIHIHBIX aHTHOUOTUKOB SIBISICTCS
HaJIM4YMe XPOHUYECKOW CHHETHOMHOM MH(EKITUH.

MeTtoauka Ha3HAYEHHA:
®  A3UTPOMHMIIMH Ha3zHaudaeTcs B no3e 250 mr (6onbHBIM ¢ BecoMm MeHee 40 kr) u 500 mr
(6ompHBIM ¢ BecoMm 40 KT u Oosiee) yepe3 ABa THA HA TPETHH MEXKIy MpHEMaMU THIIH;
JUIMTEILHOCTh TEPAINY NHIUBUYaJIbHA;

e KJIapUTPOMUIUH B 103€ 125 mr (6ombpHBIM ¢ BecoMm MeHee 40 kr) u 250 mr (601pHBIM
¢ BecoM 40 xr u OoJree) uepe3 JIeHb He3aBUCUMO OT npuema nuiu [86].

Hectepouanble mnporuBoBocnaguTelbHble mpenaparsl (HIIBII) npu MB
paccmarpuBaroTcss kak anprepHatnBa ['KC (Tombko wuOympoden). Bwicokue 1036l
noymnpodena (konmentpanus B mwiazme 50-100 r/Mi1) mpoaeMOHCTPUPOBATN COXPAHECHHE
(GYHKIMH JICTKUX, 3aMeJJICHHUE MPOrPEeCcCUpPOBaHUs MopakeHus yerkux npu MB, [83],
puck T1000YHBIX J(PEKTOB CBS3aH B OCHOBHOM C  JKEIYJOYHO-KHUIIICUYHBIMHU
paccTpoiicTBaMH U KPOBOTEUEHHUEM, IIPU ATOM MOJIb3a IpeBaaupyeT HaJ puckamu (Y] B)
[83, 89].

Metoauka Haznauenus: uOynpoden B no3ze 20-30 mr Ha 1 Kr Maccel Tena 2 pas3a B JICHb
JETAM B BO3pacTe OT 6 JET M B3pOCIbIM; MaKCUMaJIbHAsl CYTOYHAS 1032 JJI1 B3POCIBIX
coctaBisieT 1,2 T; 1y neTei U moIpocTKoB B Bo3pacte oT 12 mo 17 et — 1,0 .



I'110KOKOPTHKOCTEPOUIBI (I'KC) oOnagaroT BBICOKOU CUCTEMHOU
MIPOTUBOBOCIIAIUTENILHOM aKTUBHOCTHIO. Mcnions3oBanue ['KC B psine cimydaes siBisieTcst
HEOOXOUMBIM, €IWHCTBeHHbIM pemieHueM npu MB. Ilepopanbubie 'KC ynyumator
(GYHKIUIO JIETKUX (IIPU 103€ MPEIHNU30J0Ha -2 MI/KT ¢ JIUTEIbHOCTHIO IPUMEHEHUS 10
4-5 ner), ux wucHoiib3oBaHue npu MB orpaHu4YMBaeTCs CEpPhE3HBIMU MOOOYHBIMU
apdpexramu [84]:
® yacThle, HEONACHbIE [Js 3I0pOBbS W JKU3HU, J0303aBHCUMBIE. 3K30I€HHBIN
runepkoptuiiu3M  (yBeJIMYCHHE ammeTruTta, MpuOaBKa Beca, KOXKHO-TpO(HUECKHe
WU3MEHEHUS, HCTOHYCHHE, CYXOCTh KOXKH, CTPHH, YTPH, YCHIICHHE KalTUJLIIPHOTO PUCYHKA),
JEUKOIUTO3, TUITOKAIMEMUSI, TENATOMETAJINS;
® HeEyacTble, 3aBHUCSAT OT HWHIWBHAYAJIbHBIX OCOOCHHOCTEW, TEHETHYECKOU U
KOHCTUTYLIMOHAJIBHOM  MpPEeapacrlojiO)KeHHOCTU:  MoAaBieHUue  (YHKUMU  KOPBI
HaanoueuHukoB u npoaykuun AKTI, uHdekimonHbsie ocliox)HEHUs, oBbImeHue Al
OCTEOIOpPO3, A3BEHHBIA IMPOLECC B KEIYJIOYHO-KUIIEYHOM TpPAKTE, THIEPIIUKEMUS U
[JIMKO3YpHSl, ICUXUYECKUE PACCTPOMCTBA, MUONIATHUS, KaTapaKTa, 3aJepKKa pocTa.

Jns  MUHMMU3aNUU  AaHHBIX  3(PQGEKTOB  HCMOIB3YIOTCS  MHTAISIIMOHHBIC
koprukoctepouasl (MI'KC) [84, 86, 87].
Ilokazanus k npumenenuro UI'KC: coueranue MB ¢ OponxuanbHON acTMoii,
TUNIEPPEAKTUBHOCTBIO OPOHXOB, HAJIM4YKME aJulepruyeckoro punHuta. [IpuMeHstoT
OeKxJIoMeTa30Ha JAUMNPONUOHAT, OynecoHuna, ¢IyTUKazoHa MpomuoHaT B (opme
MOHOTEpaN1yu UiId B KOMOMHAIMY C [32-arOHUCTaMU Pa3INYHON JITTUTEIBHOCTH IEUCTBUS
(popmoTepoin, canmerepod, canbOyTamoi). Mcnonb3yroTes 10361, peKOMEHI0BaHHbBIE TTPH
JAHHBIX 3200JIEBAHUSX B PA3JIMYHBIX BUJAX MHTAISIUOHHOTO TPUMEHEHUS.
Ilepopanbnoe npumenenune I'KC npu nerounoit u cmeniannoit popmax MB MoxeT OBITH
pekomengoBaHo mpu [84, 86, 87]:
e TsKkenmoe TeueHMe MB ¢ dacThiMM O0OCTPEHHSIMH, BBIPAKEHHOW JbIXaTECIIBHOM
HEJOCTATOYHOCTHIO;
e OOCTPYKTHUBHBIN CHHJIPOM, pedpaKkTepHBIN K JCHCTBUIO 32-arOHUCTOB;
® IpU BOCIAJICHUU C 00pa30BaHUE aTEICKTA30B B JIETKUX;
e aepruueckuii Oponxosierounsiit acnepruiuie3 (ABJIA).
MeTonnka Ha3HaYeHHUs NMpeaHU3010HA: U3 pacuera 1 (1-2) mr/kr gakTtudeckoro Beca,
BHYTpPb B TeueHue 15-20 gHel; CKOpoCTh CHUKEHUS ONPEEseTCsS UCXOHON 0301  pu
15 mr/cyt u 6onee camxkenue o 1-1,25 mr 1 pa3 B 3-4 qus; ¢ 15-10 mr/cyT cHUXKEHHE TIO
1-1,25 mr 1 pa3 B 5-7 ngHelt; mpu HE0OXOAMMOCTH Oojiee JITUTEIBHOW Teparmuu -
aNbTEPHUPYIOIIUI KypC IPUEMa MPEHU30JIOHA.

Ta6anuna 22. IlepedyeHb OCHOBHBIX JEKAPCTBEHHBIX cpeacTB (umerwowux 100%
8EPOSAMHOCb NPUMEHEHUS):

®apmakorepaneBTuye | MekIyHapoaHOe HeATEHTOBAHHOE Cnocod YpoBeHb
cKasi rpynna HanMeHoBaHue JIC NpPUMEHEHHs | 10Ka3aTeJbHOCTH
Hedanocnopun Hedenum Ir B/B C
Hedrazumum 11 B/B C
HedTpuakconl r B/B C
DTOPXUHOJIOH Hunpodmnokcanun 200 mr/100 mi, B/B, per 0s C
250-500 mr




Cynbhanunamua Cynbdamerokcazon u B/B, Per 0s C
Tpumeronpum120 mr, 480 mMr
Maxpoaua Azutpomunu 50 mr, 125 mr, 250 per os C
mr, 500 mr; 100 mr/5 mur; B/B
Kapbanenem Meponenem 500 mr /1,0 T B/B C
[leHnnIIIMHEL [Munepaunmiuz u Tazabakram 2,5 © B/B C
KOMOMHHPOBaHHbIE
AMMHOTJIMKO3U ] Tobpamuniuua pacTBOp 1A C
300mr/5Mn WHT TSN
ToOpamunux MOPOILOK IS C
112 mr (4 kancynel o 28 mr) WHT 1IN
AHnTHOaKTEpUAIbHBIN Komuctumerar natpus 2000 000 ME | pactBop asns C
rpernapar APyrux TPy WHTATSAIA]
MyKOJIUTHKH
ALETHIIUCTENH 400 Mr/2 mi pacTBOp st C
HHT AN
JHopnaza— anbda 2,5 mr/2,5 mn JUTST C
WHT TSN
3-5-7%NaCl 100,0Mmu1 IS C
WHTAISAIAN
DepMeHTbI
[TankpeaTnH 10 000E; Per 0s C
25000 EqX;
IIporuBOorpuOKoOBbLIE MpEenapaTbl
dykoHa30.1 2mr/m, per os C
50 mr, 100 mr, 150 M
Bopukonazou 200 mr, per os, C
50 mr pacTBoOp ISt
nH}y3mit
Kacnodgynrun 50 mr JUIst HHQY3Ui C
Amdorepuniua B 50mr, 10Ma JUIst THQY3Ui C
MukadyHrus 50 mMr JUIst THQY3Ui C
[Tozakonazon 40 mr/mi per o0s C
bponxoanTuku
CanpbyTamon 100 MKr/m03a; Anp030Jb, C
5 mr/mui; pacTBop s
UHTATALUN
HnpoTponus Gpomua 0,025%, 250MKr/mi A3p03011b, C
pacTBop A
UHTATALUN
®enotepon/unporponus | 0,5/0,25 mr B 1 M Adpo30Ib, C
opomua 0,5/0,2 mr B 103€ pacTBOp s
HHT AN
['JII0KOKOPTHKOCTEPOUbI
[Ipenuuszonon 30 Mr/mm, per os, C
5wMr B/M,B/B
byneconun 0,25-0,5 mr/mn pacTBop A C
HHT AN

Tao6auna 23. [lepeyeHb TONOJIHUATEIbHBIX JT€KAPCTBEHHBIX CPEACTB (UuMmerowue menee

100% eepossmnocmu npumenenus):




dapmakorepaneBTH MexaynapoaHoe Cnocod YpoBenb
Yyeckasi rpynmna HeNAaTeHTOBAHHOE HAUMEHOBAHHE | IPUMEHEHHs | 0KA3aTeJbHOCTH
JIC
Mono6akTam Asrpeonam 500 mr, 1000 mr B/B C
Kapb6anenem B Nmvunenem+ B/B C
KOMOWHAIUH [unacratnu
TeTpaunKInHb Joxcunukiaua 50 mr, 100 mr BHYTPb C
AMpenukon Xnopampenukon 250 mr, 500 mr; BHYTPb C
05r,1,0r B/B
nedanocrnopun+oera- Hedonepazon+ B/B B
JJaKTaMa3 UHIUOUTOP Cynp0akram 1,0 T
Buramunbl
Toxkodepon 100 mr A1 mpUueMa C
BHYTPb
Xonexanpuudeposn 15000 ME/mut; AJI IpuemMa C
BHYTPb
DprokaabIudepot 0,125 % AJs IpuemMa C
BHYTpPb
PeTuHon aueTaTt 5000 ME, 33000 ME. AJIs1 mpHemMa C
BHYTPb

4. TIOKA3AHUA JJA TOCIHUTAIU3ZAIIMN C VYKAZAHUMEM THIIA
TF'OCIIUTAJIU3AIINUA [1-21]:

4.1 Iloxa3anus AJs1 IJIAHOBOM NOCIMTAJIHU3ANMH € KPYTJI0CYTOYHBIM NpeObIBaHUEM
® YacTO MOBTOPAOUIMECS CUHAPOM HAPYIIEHHOT'O KHUIIEYHOTO BCACBHIBAHUS HESCHOTO
reHe3a B T€YEHHUE Mecsla u Oolee;

® HEoOXOIMMOCTh TIPOBENCHUA [0O0OCJIEIOBaHMUS B CIydae HEBO3MOXKHOCTH B
aMOyJIaTOPHBIX YCIOBUSIX;

e 110100p U KOPPEKIIUS TepaInu;

® HeoOXOJIMMOCTH IPOBEICHHUS IIJIAHOBOU WIIH, TIPU PA3BUTHH HETSIKETIOTO O0OOCTPEHUS,
BHYTPUBEHHOW aHTUOAKTEPUATBHON TEPATUH MPU OTCYTCTBUU BO3MOKHOCTH MTPOBEICHHUS
€€ B YCIIOBUSIX JHEBHOTO CTAlMOHAPA WIM CTAlMOHAPA HA JOMY;

e HEoOXOIMMOCTH TUTAHOBOT'O ONIEPATHBHOTO BMEIIATEIbCTBA;

® YCTaHOBKAa BEHO3HBIX IIOPTOB, TaCTPOCTOMBI;

® HEoOXOIWMOCTh  ONEPATUBHOTO  JICUCHHS]  OCJOKHEHUH  MYKOBHCIHI03a
(moMunoToMus, paavKajibHas TallMOPOTOMHMSI, CIJIEHIKTOMMS, CKJIEPO3HpPOBAHUE BEH
MUIIEeBOAA U T.J.);

® TpaHCIUIAHTALMS JIETKUX, IEYCHH.

4.2 Mloka3aHus I IKCTPEHHOI rOCIUTATU3ANMNU:

e BIICPBbIC BBISIBIICHHBIM MB;

e 00o0CTpeHHEe MYKOBHUCIIHI03a;

® pa3BUTUE OCTPOM W/MIM OBICTPOE MPOTPECCUPOBAHUE XPOHUUYECKOM AbIXaTEIbHOU
HEJIOCTATOYHOCTH;

® JIETOYHOE KPOBOTEUEHUE, KPOBOXAPKAHBE HEKYITHPYIOLIEECS;

® [HEBMOTOPAKC;



® KpOBOTEUEHHE M3 BapUKO3HO-pacmivpeHHbIX BeH (BPB) numesona, BPB BepxuHux
OTIEJIOB XKEIyIKa,

® [IPU3HAKU KUIIEYHOU HEMPOXOAUMOCTH;

e cuHapoM 1norepu coned  (mceBmo-baprrepa  cUHApPOM:  TUIIOKATUEMUS,
TUMIOHATPUEMUS,  TUNOXJIOPEMHUs,  alKajlo3)  TSKENOW  CTENEHH,  TpeOyrolui
KpPYIJIOCYTOYHOIO ~ MOHUTOPUHIA  DJIEKTPOJIMTOB,  BHYTPUBEHHOI'O  BBEICHHUS
JJIEKTPOJIUTOB;

® OCTpBIM MAHKPEATUT U 0OOCTPEHUE XPOHUUECKOTO;

e yyalleHHue >KUPHOTO CTyJa, moTeps B Bece Oonee 5%.

4.3 Ilokazanusi Uil TOCHHUTAJM3AUMH MO NPUHIUIY CTANMOHAPO3aMeNIaloIei
MOMOIIM «/ITHEBHOI CTAIHOHAP»:

® HEO0OXOIMMOCTbH NMPOBEJICHNUS BHYTPUBEHHOW aHTHOAKTEpUAIbHON Teparuu,

e JierovyHasi peaOuInuTaIus;

® YCTaHOBKAa BEHO3HBIX MOPTOB, TACTPOCTOMBI.

5. TAKTHUKA JIEYEHUSA HA CTAHUOHAPHOM YPOBHE:
5.1 HemeaukamMeHTO3HOeE JIeYeHHe: CM. TyHKT 3.1

5.2 MeaukaMeHTO3HOeE JIeYeHHe: CM. ITyHKT 3.2

Oci10:kHeHN s PU MYKOBUCIUA03€: OCTEONOPO3, CaXapHbIid TUAOET.

Ocrteonopo3 npu MB [1, 71] HocuT BropuuHbIi XapakTep. OCHOBHBIM KIMHUYECKUM
IPOSIBJIEHUEM OCTEOIopo3a npu MB, SBIAIOTCS OCTEONOPOTUYECKUE MEPEIOMBI KOCTEMN
P HE3HAYUTENIHHOU TPaBME WJIM CIOHTAHHO; JTFOOOM JIOKATU3allMH, YaCThI IEPETIOMBI TEJ
MTO3BOHKOB, MPOKCHUMAJIBHBIX OTJEJIOB OCAPEHHOM M IUICYEBOM KOCTEH, IUCTAIHLHOTO
OTieJa MPEeaIICUbsl.

JIuarHoCcTMKa OCTEONOpo3a MPOBOAUTCA IO KIMHUYECKOW KapTHHE, a TakKkKe
JIOTIOJIHUTEIIBHBIM JTA00OPaTOPHO-UHCTPYMEHTAIbHBIM JaHHBIM [1, 24, 26-28,71]:

- OcTeogeHCUTOMETPHUSA - «30JI0TOM cTaHAapT». B Bo3pacte 10 20 1eT 30HbI UBMEPEHUS -
MOSICHUYHBIN OT/EJ O3BOHOYHHUKA U BCE TEJO, UCKIII0Yasi FOJIOBY.

IIepBoe pyTHHHOE HCCIIEIOBAaHUE KOCTHOM INIOTHOCTH y JE€TEH PEKOMEH0BAHO B BO3PACTe
8-10 met, HO MOXeT OBITH paHbIle NpHU HATUIUK (AKTOPOB pucka octeomoposa [71].
[ToBTropubIe m3Mepenuss MIIK mpoBoasT: * kaxasie S yiet (eciu Z-kputepuid Boimie -1 SD),
Kkaxapie 2 roga (Z-xpurepuit Mmexnay -1 u -2 SD) wim exeronno (Z-kputepuit < -2 SD).

- Pentrenorpadus xoctei ckenera. Y AeTeld U MOJAPOCTKOB OCHOBHOE MOKa3aHHWE s
MPOBENICHUS PEHTTeHOTpaduu TPYAHOTO W TOSICHUYHOTO OTJEIOB IMO3BOHOYHHKA -
JUTATENIbHAS TEpa¥sl TIePOPATHLHBIMHU TIIFOKOKOpPTUKOHIaMu [25-28]. V B3pocibix - 6oy
B CIIMHE, IJIUTENbHBIN TpueM cucteMHbIx ' KC, rpynHoi kudos.

- JlabopaTopHBIC METOIBI HCCIICIOBAHUS, B KPOBHU: OOIUH U MOHU3UPOBAHHBIN KaJIBITUH,
docdop, KpeaTuHuHa, ETO0UYHYIO (ocdarazy, coaepxkanus ButamuHa D (25(OH)D).
Mapkepbl KocTHOro oOmena: PINP (mapkep kocteooOpazoBanusi) u CTX (mapkep
pe30pOIMHU KOCTH)

[Ipodpunaktuka ocreonopo3a mnpu MB: cOanancupoBaHHOe mNHUTaHUEe, (QuU3NUEcKas
aKTUBHOCTH, JICUCHHE OCHOBHOTO W COMYTCTBYIOIIUX (HAmpUMeEp, caxapHbI IuadeT)



3aboneBanuii, Hopmanuzaiuss UMT, agexkBaTHoe cojepkaHue BUTaMuHa D, Kanbius U
JIPYTUX TUTATEIbHBIX BellecTB (O€NKu, Kanui, MarHuii, mMeab, kene3o, (Top, LHHK,
Butamunsl A, C u K).

Jleyenue ocreornoposa npu MB NpoBoAUTCSA COIIACHO CYLIECTBYIOIMM PEKOMEHAALUIM
(B T.u. ¢ mpumeHeHueM OudocdoHaToB M Ap. CyOCTaHUUMH, PEKOMEHIOBAaHHBIX IpU
OCTEOIOopo3e).

MyKkoBHCIHM/A03-2CCOMUPOBAHHBIN caXapHbIil 1uadeT:

Caxapuplii  auaber, 0OyclOBICHHBIH MykoBucuumo3om (M3CJI) pa3BuBaercs
NOCTENEHHO, OCHOBHBIE CHUMIITOMBI: TOJWYPHUS, HOJUIUIICHS, HEBO3MOXKHOCTh
yBEITUUCHUS/TIOIIePKaHMsI MACChI TeJla, HECMOTPSI Ha YBEJIIMUCHUE MTUTAHUS, HAPYIICHUE
pocrta, 3aiepxKa myoepraTa, yxyaeHue JIerouHoi pyHkuuu [2].

Huarnoctuka M3CJl: rmroko3a, riaukupoBaHHbI remoriodun (HbAlc), opanbHbIi
riroko3otosepanTHbii TecT (OI'TT)

Jleuenne M3C/I: nHCyIMHOTEpaANUs B 3aBUCUMOCTH OT MOTPEOHOCTEH M KIMHUYECKOU
KapTuHbl. [lepopanbHble caxapOCHUKAIOIINE IpenapaTbl HE PEKOMEHA0OBAHBI.

Huppo3 neuenn npn MB. Yacrora BcTpeuaemocTtu 3a0oneBanuii neuenu npu MB ot 27
10 35%. Y 5-10% nauuentoB ¢ MB B TedueHue epBOTo AECITHIIETUS KU3HU PA3BUBACTCS
ppo3 nevenu [ 1, 72]. bonpmHCTBY NallMEHTOB ¢ UPPO30M neueHu npu MB tpedyeTcs
TPAHCIUIAHTALMs NE€YEHW IPU MPOTrPECCUPOBAHMM IMOPTAIBHOM runepreHsuu [72, 73].
[IpoBeneHne paHHeW TpaHCIUIAHTAIIMK MEYEHH MPUBOAMT K CTAaOWIM3AIMH/yTyqIICHUIO
(GyHKIMM JIETKUX MOcTe onepaiuu [74].

5.4 Xupypruueckoe BMemaTeJabCTBO [2]:

- P HEOOXOJUMOCTH YCTAaHOBKH T'aCTPOCTOMBI;

- YCTAaHOBKA BEHO3HOrO IMOpTAa JJs JJIMTEIbHOM TIOBTOPHOW BHYTPUBEHHOU
aHTUOAKTEpUAJIBHOM TepaIlny;

- IPHU OCJIOKHEHHSX CO CTOPOHBI JBIXaTCIbHOW CHCTEMbI (MHEBMOTOPAKC, JIETOYHOE
KPOBOTEUEHHUE U JP.), CO CTOPOHBI KEITYTOYHO-KHUILIEYHOTO TPAKTA;

- [Ipn mexoMmeHcanuu pecnupaTopHoil QYHKIMHM (XPOHUUYECKAsl TUTIEPKAITHUS, BHICOKAs
JICTOYHAsT THIICPTCH3MS) - PEIICHHE BONPOCa O mpaHchaanmauyuu jaezkux [75-77],
TpaHcruiaHTanus JETKUX MOKa3aHa IPU TEPMUHAIBHOM MOPAaKEHUEM JIETKHUX, C TSAKEIOU
JBIXaTeIbHOW HEJOCTATOYHOCTHIO, BRIPAXKEHHBIX (YHKIIMOHATBHBIX OrpaHuYeHusX (3-4-
it ®K mo NYHA), ¢ puckom cmeptu B Ommkaiiue 2 rona 6omee 50%.

Iloka3aHus K TpaHCIUIAHTALMU Jerkux npu MB:

* camkenue ODPB1<30% oT na.B., HECMOTPsS Ha MPOBOAMMYIO B TOJHOM OOBEME
MEIUKAMEHTO3HYI0 Tepaluio, € HAJIUYUEeM HWHQUIUPOBAHUSA AbIXaTEIbHBIX MyTel
HETYOCepKYJIe3HBIMH MUKOOaKTepusiMu (B ocobeHHoctn Mycobacterium abscessus) wim
Burkholderia cepacia complex u/mmu Hamugrem caxapHoro nquadera;

* TUCTaHIMS B TeCTe 6-MUHYTHON X0a6061 MeHee 400 METPOB;

e JleroyHas THUNEPTEH3UsT B OTCYTCTBHUE THMIIOKCEMUYECKOW  JbIXaTeIbHOU
HEJIOCTATOYHOCTH;

* yyalleHus 3MHU3040B 000CTpeHHUs 3a00JIeBaHUS, ACCOILMUPOBAHHBIX C JIIOOBIM W3
CIEAYIOIINX COCTOSIHUM:




— OCTpast AbIXaTeIbHasl HEIOCTaTOYHOCTh, TpeOytomas HUBJI;

—  TOBBIIIEHHWE  AHTUOMOTHKOPE3UCTEHTHOCTH WM  HEYAOBIETBOPUTEIBHOE
BOCCTaHOBJICHHE OOIIEKIMHUYECKOTO COCTOSIHUS MOC]Ie 000CTpeHUs 3a00JI€BaHMS;

— YXyJILIEHUE HYTPUTUBHOI'O CTAaTyca, HECMOTPS Ha JOMOJIHUTEIbHOE TUTAHUE,;

— THEBMOTOPAKC;

— JKM3HEYTPOXKAIOIIee KPOBOXAapKaHbE, HECMOTPs Ha AMOOJM3ALUI0 OPOHXUATBHBIX
apTepuu,;

* XpPOHUYECKas JIbIXaTeIbHasl HEJOCTATOYHOCTD:

— U301MpoBaHHas runokcemuyeckas gopma (PO2 menee 60 MM pT.cT.);

— runepkanauueckas popma (PCO2 6onee 50 mm pr.cT.);

* InuTeNbHas (aMOynaTopHas) HSMHBa3UBHAS! BEHTUIISIIIUS JIETKHUX;

* BBIpQXXEHHOE OrpaHnyeHue ¢ yHKIHOHAIBHOTO Kiacca (4-i kimacc mo NYHA).

Tpancnaanmayusa neweHy pU pa3BUTUU LUPPO3a NEYEHU y NaueHToB ¢ MB.
Daxmopul, enusrouwue Ha OYEHKY CPOKO8 mpancnianmayuu newenu [14]:
e (CreneHb BAPUKO3HOI'O PACHIMPEHUS BEH MUIIECBO/IA,;
e Hanuuue B aHaMHE3€ 3MU30/10B KETYI0YHO-KUIIIEYHOTO KPOBOTCUCHUS,
e bakTepuoJOruyecKui TUarHos;
e [IporpeccupoBanue yxyameHuss @ynkuuun Jgerkux (OOBI/OXEI  <50%),
PELUANBUPYIOIINE PECTUPATOPHBIE MYJIbTUPE3UCTEHTHBIE OaKTepuaibHble HH(EKIUH;
CrerneHb TPOMOOIIUTOTICHUH, JIEHKOTIEHUH
CrerneHpb HapylIeHUs 0EIKOBO-CUHTETHUECKON (PYHKIIUU TIEUSHH, KOAryJIONaTHs;
YpOBeHb LIUTOJIN3A U XOJIECTA3a,;
ApTepuanbpHas JIETOYHAsl TUIIEPTEH3US,
Hannune noTeHmanpsHOro poICTBEHHOTO JOHOPA IIEYCHH;
[IporpeccupoBanue yxyaueHus HyTpUTUBHOTO CTaTyca.
Hokazanun ona mpancnaaumayuu nevenu npu MB:
e [luTonu3 u/mnu xonectas B OMOXMMHYECKUX MMOKA3ATENSIX KPOBU;
e CHWKeHUEe YPOBHS JIEHKOIIMTOB, TPOMOOIIMTOB B KPOBH HUKE HOPMBI;
o lsmenenuss mpu Y3U opraHoB OpromHOW TOJOCTH (M3MEHEHHE SXOT€HHOCTH U
pasMepoB IE€YEHU, YBEIMYEHUE pa3MEpPOB CEJIE3€HKH, NPU3HAKU NOPTAIBLHOU
TUNIEPTEH3HH );
e Hamuuue BPBII mo manueim OI'JIC;
e Hanuuue koarysonatuu, JUCIPOTECHHEMHUM.

Baxknunanua nanueHTon ¢ MB.

MyKOBHCIIUI03 - TPSMOE TMOKa3aHue Ui NMPOPUIAKTHYCCKUX IPUBHBOK B paMKax
HammonansHoro kanenmapss 0e3 Kakux-JuOO OTBOJAOB M OTcpouek. MB He sBuseTcs
MPOTHUBOMOKA3aHUEM JIJIsI IPUBHBOK.

JononuurenbHo neteit ¢ MB nienecooOpa3Ho NpUBUBAaTH OT MEHMHTOKOKKOBOH (C 2 JieT),
a Takke OT rematuta A uW BeTpsAsHOM ocmbl (¢ 12 Mec), pecnupaTOpHOM
CHHIIUTHAJIBHOBHUPYCHOM MH(EKIINH, pPOTaBUPYCHOM WHEKIINH, €XKETOTHO
MPOTHUBOTPHUIITIO3HAS BaKIIMHAIIMS.



B3pocasix ¢ MB npuBuBaroT no HaunonansHOMY KaneHAapro oT AUPTEPUH, CTOIOHSKA,
KOpH, KPaCHYXH, renatura B; mo snuaeMHUoI0ru4yeckuM IOKa3aHusM - IPOTUB I'elaTuTa
A, BeTpsHOM OCHbl, MEHUHTOKOKKOBOM HH(pexkuuu, nonuomuenura. OOs3aTenbHa
ITHEBMOKOKKOBAsi BAaKLMHALMA C HCIOJB30BAHUEM ITHEBMOKOKKOBOW IOJIMCAXapUIHOU
KOHBIOTUPOBAHHOM TPUHAALATUBAJIICHTHAs BaKLMHBI OJHOKPAaTHO, & TAKXKE €XKErOJHO
[IPOTUB T'PHUIIIIA.

Baknunanus npu MB nipoBoauTes B T.4. Ha pOHE aHTUOAKTEPUATBHON U MHOM TepaIuu.

5.5 lanbHeilimee Beaenne [31]:

Okazanue MeJUIMHCKOW MOMOIIM ManuenTaM ¢ MB ocylecTBisieTcst Ha BCEX YPOBHSX:

e VYporeHb nepBudHON Meauko-canutapHoi nomomu (IIMCIT) nmo mecTy KuTenbCcTBa
nalMeHTa y4yacTkoBbiM BpauoMm BOII, neaumatp, TepamneBT: KOHTPOJL 3a OOLIUM
COCTOSIHMEM, BBITTUCKA PEIENTOB, CBOEBPEMEHHOE HAMPABJICHUE B TOPOCKON/001aCcTHOM
IIEHTPhI, PECIyOJIMKAHCKUE LIEHTPbl MYKOBHUCIIM03a, NMPU HEOOXOJUMOCTU SKCTPEHHAs
TOCIIUTAIU3ALINS 10 IPEBATUPYIOIIEMY TOPAKEHHUIO.

® TOpPOJCKOW/007aCTHON IEHTPhI: KOHCYJIbTAIMKM CIEIUAIUCTOB MO HEOOXOIUMOCTH
(TyJIBMOHOJIOT, TACTPOIHTEPOJIOT U JIP. ), OpraHu3aIvs JHEBHOTO CTallMOHapa, CTalluoHapa
HAa JIOMY, KpYIJIOCYTOYHOTO CTallMoHapa, JIWHAMHU4YHas OIIeHKa J1abopaToOpHO-
WHCTPYMEHTAJbHBIX  HCCJIEAOBAHMM,  KOpPpPEKIMs  Tepanuud,  HalmpaBlIICHUE B
pecnyOIMKaHCKUI [IEHTP MYKOBHCIIMI03A.

® pecryOJIMKAaHCKHUI IIEHTP MYKOBHUCIMI03a (KaK caMOCTOATENIbHAasl €IMHMIIA, Ha Oa3e
MHOTONPOMUIBHOTO CTallMOHApa C KOHCYJbTaTUBHO-JUATHOCTUYECKUM LIEHTPOM)
OKa3bIBa€T CIECIUAIU3UPOBAHHYIO, B T.4. BBICOKOTEXHOJIOTUYHYIO, MEIULUHCKYIO
noMmouis (Ha aMmOyJlIaTOpHOM M CTallMOHAPHOM YpPOBHE), MOAOOpP W TMPOBEACHHUE
peadbMIUTAlMOHHBIX TPOTPAMM H JIp.

[TepuognunocTh HaOMOACHUE TTaIMeHTOB ¢ MB:

® JIETU J0 3-X MEC — KaXIble 2 HEX,

e 3-6 mec — 1 pa3 B mec;

e 6-12 Mec — 1 pa3 B 2 mec;

e Ttocne 12 Mec — eKeKBapTAIbHO, IPU HEOOXOAMMOCTH Yallie.

Ta6anua 24. Kapra nuHamuyeckoro HabJaronenusi nanueHToB ¢ MB [31].

IIMCII, 06;1acTHOIl YPOBEHb

Ne HaumeHoBaHUe McCC/IeI0OBAHUS KparnocTp Mpumeyanue
HCCJIeJOBAHUS

1 AnTtponomerpus (pocT, Macca Tena, pacueT Macco- | 1 pa3 B 3 mecsina | JluHamuueckoe
poctoBoro cootHotuenus MPC) HaOIIOICHIE

2 Knunundeckuit ananm3 KpoBH 1 pa3 B3 Junamuyeckoe
Mecsina HaOIro/1eHNe

3 bakrepuonornyeckoe uccienoBanue MOKpoTsl (ipu | 1 pa3 B 3 Mecsina | JluHamudeckoe
HEBO3MOXKHOCTH cOOpaTh MOKPOTY - Ma30K C 3a7Hei HabroieHue

CTEHKH TJIOTKH) Ha MUKPO(DIOpY U
YYBCTBUTEIBHOCTh K AHTUOMOTHKAM

4 @DyHKIMS BHELIHETO JbIXaHuUs (CIIUPOMETPHs) C 5 1 pa3B3 Junamugeckoe

JIETHEro BO3pacTa Mecsina Habro/1eHNe




5 Ormpezenenue caTypaldud KHUCJIOPOJia I pazB3 Junamuueckoe
(IynbCOKCUMETPHS]) MecsAna HaOJIr0/IeHNEe

6 PenTtrenorpamma opraHoB IrpyAHOM KIIETKU 1 paz BTOI JnHamuueckoe
HaOIr0/IeHNEe

7 buoxumuueckoe uccineaoBaHne KpoBU (aKTUBHOCTD 1 pa3 B 6 JnHamuueckoe
MEYCHOYHBIX )EPMEHTOB, COOTHOIICHUE OCITKOBBIX MECSIIIEB HaOJII0ICHUE

(bpaximii, 3neKTpoauTHBIH coctas, 25(0OH)D3,
TJII0KO3a U JIp.)

8 KomnbroTepHast ToMmorpadus OpraHoB rpyaHOM 1 pa3 B oz JnHamuueckoe
KJICTKH HaOJII0ICHHE

9 VYapTpa3ByKoBOE UCCIEAOBAHUE OPTaHOB OPIOIITHOM 1 pa3 B rog JnHamuueckoe
M0JIOCTH HaOJII0ICHHE

10 OKT 1 paz3 BrOI Junamuueckoe
HaOJII0ICHHE

11 Ox0-KT" 1 pa3 BTOI JnHamuueckoe
HaOJII0ICHHE

12 Komnposiornyeckoe wucciienoBaHue I pa3z B 3 Mecsima|  /IluHamuyeckoe
HaOJIFOIEHIE

13 ®ubporz3odaroracTpoayoI€HOCKONIHS (mo mnokazanusiM) JluHamMuyeckoe
HaOJIFOIEHIE

14 KomnbrotepHas Tomorpadus na3zyx Hoca 1 pa3 BTOI JnHamuueckoe
HaOJIFOIEHIE

15 dubpockaHUPOBAHUE (mo moxazanusM) JluHamm4ueckoe
HaOJIFOIEHIE

16 Koncynpramus JIOP - Bpaya 1 paz BTO Jnnamudaeckoe
HaOJIFOIEHIE

17 KoncynpTamus myibMoHoJIOTa 2 pasa B rof JnHnamudgeckoe
HaOJIFOIEHIE

18 KoHncynpTanus ractposHreposiora 1 paz Brox Junamuueckoe
HaOJIFOIEHE

19 OO0ImuH aHaIu3 MOYHU 1 pa3 B 3 Mecsna| JluHammuaeckoe
HaOJIFOIEHE

20 KoHncynbTanus sH10KprHOJIOTa (mo mokazanusimM)|  JluHaMu4eckoe
HaOJIFOIEHE

21 Koncynpramnus kapauonora 1 paz3 BrOox Junamuueckoe
HaOJIFOIEHIE

22 KoHcynpTainus TopakaibHOTO XHUpypra (o mokazanusm)| JIuHamuueckoe
HaOJIFOIEHIE

23 Koncynpranus abJoMHUHATBEHOTO XUpPYpra (mo mokazanusimM)|  JluHAMH4ecKoe
HaOJIFOIEHIE

24 | KoHTposb HaBBIKOB KMHE3UTEPAINHH, UCTIoNb30Banus | 1 pa3 B 3 mecsana| JIunamuueckoe
JIBIXaTeIbHBIX TPEHAXKEPOB U MPUOOPOB HaOJIro/1eHNe

Pecny0siMKaHCKHI YPOBEHb
Koncynbranms 1 paz3 BTO Junamudeckoe
KOOpJIMHATOpa 10 [ToBTOpHO - TPU U3MEHEHUU TAKTUKU HaOII0ICHIE
MYKOBHCUUI03Y Tepanuu Koppekuus tepaniu
Onpenenenne xJa0puaoB 1 pa3 Brozx Bepudukarus
noTa JMarHo3a
Tect Ha TONEPAHTHOCTH K 1 paz BTO Bepudukanus
TJIIOK03€ JIMarHo3a




JnHamuueckoe
HaOIr0/IeHNEe
AXTUBHOCTB 3J1acTa3bl B 1 pa3 B ron** Bepudukanus
Kaje JMartosa
JnHamuueckoe
Ha0JII0ICHUH
MonekynsapHo- 1 paz BTO Bepuduxanus
TEHETUYECKUM aHaIu3 — JAarLosa
OTIpe/IeJIEHNE Ha I'eH
MYKOBHCITH03a

5.6 Uuaukatopbl 3¢ GeKTHBHOCTH JeYeHUS

e ViydmieHue/cTabUIbHOCTH OOLIET0 COCTOSIHUE OOJIBHOTO;

e VYMmeHblIeHHE (CTaOMIbHAS YacTOTA) YaCTOThl 00OOCTPEHUH ;

e VYiydmieHue/cTabUIbHOCTH JIA0OPATOPHBIX MTOKA3ATENEH;

e Hopmanuzanus/cTabuIbHOCTD MTOKa3aTesiel Beca U pocTa;

OTCyTCTBHE OCIOXKHEHHI/OTCYTCTBHE MTPOT'PECCUPOBAHNS OCIIOKHEHHUH;
CoxpallleHue 9acTOThl SKCTPEHHBIX TOCTIHTATN3AINH;

e (CoxpaHeHHE KayecTBa KU3HU MAIUCHTOB.

6. OPTAHU3ALIMOHHBIE ACIHHEKTBI IPOTOKOJIA:

6.1 Cnucok pa3padoTYnKOB MPOTOKOJA € YKa3aHUEM KBAIU(PUKANUOHHBIX TAHHBIX:
1) bopanbaeBa Puza 3ynkapHaeBHA — JOKTOP MEIUIMHCKUX Hayk, aupektop AO
«HayuHblii IEHTp eANATPUN U ACTCKON XUPYPTUI».

2) HaypezanueBa Illammmaryns TynaenmoBHa — KaHAMZAT MEAMIMHCKHAX — HayK,
3aBeayromas oraeneHueM mynbMoHonoruud AO «Hay4Hblil HEHTp neauaTpuu U JETCKOM
XUPYPTUN».

3) CamubexoBa Jleiina JlanuranueBHa — KaHIWAAT MEAMIMHCKHX HAyK, KOHCYJIBTAHT
otaena neauatpun KO «UMC» «HanumoHanbHbIM HaydHBIA IIEHTP MaTEpUHCTBA U
JIETCTBAY.

4) CpsroBa ['ynpaapa CanaBaToBHa — JOKTOp MEIUIIMHCKHX HayK, Hpodeccop,
3aBeayromas PecryOnMkaHCKON MenuKo-reHeTH4eckoil koHcynbramueit AO «Hayunsrit
LIEHTP aKylIepCTBA, THHEKOJIOTUU U IEPUHATOIOT N .

5) MykaroBa HMpuna FOpbeBHA — JOKTOp MEIMIIMHCKUX Hayk, mpodeccop kadeapbl
KapJIMOJI0TuH, BHYTpeHHUX OojnesHeir MCDO u peabunmuranmn HAO «MemnumuHcKui
YHuBepcUTET AcTaHay.

6) KamumeBa Mwupa MapaToBHa — KaHAMJAT MEIMUIMHCKUX HAyK, IOICHT Kadeapsl
knHndeckoi papmakonorun AO «HanmonanbHbelii MeauumHCcKuid Y HUBEPCUTETY.

7.2 Yka3aHue Ha OTCYTCTBHE KOH()IUKTA HHTEPECOB: HET.
7.3 PenieH3eHTHI:
1) KypmanOekoBa Cayne KacmakoBHa — mpodeccop kadeapbl neauarpun Ne2 AO

«HanmoHabHbId MeTUIIUHCKUNA Y HUBEPCUTETY.

7.4 YciaoBus nepecMOTpa NMPOTOKOJIA: IIEPECMOTP MPOTOKOJIA Yepe3 S JET MOCIe €ro



OHY6HI/IKOBaHI/IH WJIM IIPpY HAJIMYKMKU HOBBIX CBCI[GHI/Iﬁ C YPOBHCM JOKa3aTCIIbHOCTH.
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