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OObenMHEHHON KOMHCCHEH

10 KQ4e€CTBY MEIUITUHCKHUX YCIyT
MuH#CTEpCTBA 3IPAaBOOXPAHCHHS
Pecny6muku Kazaxcran
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KJIMHUYECKUHN MPOTOKOJI JUATHOCTUKHU U JEUEHUSI

MYKOBUCIINI03
1. BBOJHAS YACTb:
1.1 Koa (1) MKB 10:
MKB 10
Kon Ha3zBanue

E 84 | Kucro3usiit pudbpo3

E84.0 | Kucto3nsiii pubpo3 c JIerouHbIMU NPOSIBICHUSIMHU

E84.1 | Kucto3nsiii prOpo3 ¢ KUIIEYHBIMU MPOSIBICHUSIMU

E84.8 | Kucto3uslit ¢pubpo3 ¢ ApyruMu MpOsIBICHUSMU

E84.9 | Kucto3usiit huOpo3 HEyTOUHEHHBIN

1.2 JIaTta pa3paborku/mepecmotpa nporokoua: 2014 rox (nepecmotp 2019 1.)

1.3 Coxpauenusi, Hcnoyib3yeMblie B IPOTOKOJIE:

ABJIA aJUIEPrUIECKU OpPOHXOJIETOYHBIN acTIepruiIes3
ABII aHTHOAKTepUAIIBHBIN Mperapar

ABT aHTHOAKTepHUaJIbHAS TEpaIus

AJlP ayTOT€HHBIN JPEHAXK

AA/IP ACCHCTUPOBAHHBIN ayTOT€HHBIN JIPEHAX
AMI' AMHUHOTJIMKO3U]]

bBOH 0eJIKOBO-IHEPreTHYecKast HeIOCTATOYHOCTh
BAT BUOPO-aKyCTHYECKas Tepanus

BOII Bpau o6mei npaktuku [IMCII

BPBII BAPUKO3HOE PaCIIMPEHNUE BEH ITUIIEBOIA
I'KC TITIOKOKOPTUKOCTEPOUIBI

JKT JUINTEIIbHAS] KUCIIOPOA0TEPAIUS

JIH JIbIXaTeabHasg HeJOCTATOUYHOCTD

KEJI YKU3HEHHAs! EMKOCTb JIETKUX

KKb KETYHOKaAMEHHasi 00JIe3Hb

AKKT YKEJTyJOYHO-KUIIICUYHbIA TPAKT

NUMT VHJIEKC MACCHI TeJIa

KT KOMIIbIOTE€pHasi ToMorpadust




MB MYKOBUCIIMI03

MBTP/CFTR MYKOBHCITU03HBIN TpaHCMEMOpaHHBIN PEryasaTop

M3CJ MYKOBHUCIUJI03 3aBUCUMBIN CaxapHbli AuadeT

MK MaKCHMaJlbHasi KOHLIEHTpalus

MIIKI] MUHUMAaJIbHAs NOJAABIIAONIAs] KOHIICHTPALU

MIIK MUHEpAJIbHAsI IIJIOTHOCTh KOCTH

MPU MAacCCO-pPOCTOBOM MHAEKC

OP3 OCTpBIE€ peCrUpaTopHbIe 3a00I€BaHNUs

OAK 001U aHaIN3 KPOBU

OPBI1 00beM (popcupoBaHHOTO BbIIOXA 32 1 CEeKyHIY

OAM oO1IMif aHATN3 MOYH

K NOJKEITYZOYHAs JKelle3a

CH caxapHblil 1uader

CHT CpEeJIHeLIeTIOYEYHbIMU TPUTIUIIEPUIAMU

Y] YPOBEHbB JI0KA3aTEJILCTBA

Y31 yJIBTPAa3BYKOBOE MCCIIETIOBAHUE

OIKEJI dbopcupoBaHHas )KM3HEHHAs] EMKOCTb JIETKUX

XAJl XPOHUYECKUN aCIEPTUILIES JIETKUX

XJIH XPOHUYECKAs JbIXaTeJIbHas HEJOCTATOYHOCTD

e)pi(e 330(haroracTpo1yoAeHOCKOIHS

OKI BJICKTPOKApAUOTrpamMMa

OIIH AK30KpPUHHASI TAHKpEAaTH4eCKas HET0CTATOYHOCTh

OxoKT axokaparorpadus

Pa0O?2 napuuaIbHOE HAMPSHKEHUE KUCIOPOa

PaCO2 NapUHAIBHOE HANPSKEHUE YIIIEKUCIIOTO ra3a

PEP Positive Expiratory Pressure, moysiokuTebHOE 1aBJICHUE HA
BBIZIOXE

Sa02 caTypanusi, HaChIILIEHUE KPOBU KUCIOPOJIOM

1.4 Tlonb30BaTeId MPOTOKOJIA: TIEUATPHI, MYJIHBMOHOJIOTH, Bpaud OOIIEH MPaKTUKH,
Bpaul CKOpPOM M HEOTIOKHOW MEIUIIMHCKOW TOMOINH, TEPareBThI, PEabMINTONIOTH,
JUETOJIOTH, SHAOKPUHOJIOTH, XUPYPI'H, OTOJIAPUHTOJIOTH, TPAHCIIAHTOJIOT .

1.5Karteropusi nanueHTOB: B3pOCIbIE, TCTH.

1.6 llIkana ypoBHs gokazareabHoctu (Y ):

A BricokokayecTBEHHBIN MeTa-aHainu3, cucremarndeckuii 003o0p PKU wunu
kpynHoe PKW ¢ oyeHb HU3KONH BEpOSATHOCTBIO (+1) cHCTEMaTHYECKOM
OMMUOKA pe3yiabTaThl KOTOPBIX MOTYT OBITh PAacIpOCTPAHEHBI Ha
COOTBETCTBYIOIIYIO HOMYJISIIHIO.

B BoicokokauecTBeHHBIN (++) cucTeMaTHYecKuii 0030p KOTOPTHBIX WU

HCCIIEIOBAaHUM CIy4ail-KOHTPOJIb Uil BricokokauecTBeHHOE (++1) KOTOPTHBIX
WIM  HWCCIENOBAaHUM  CIIy4yal-KOHTPOJIb C OYEHb HHU3KUM  PHUCKOM
cucrematuueckor omumOku winm PKW ¢ HeBbicokuMm (+) pHCKOM




CUCTEMATHUYECKON  OMMOKH,  pe3ynbTaTbl  KOTOPbIX  MOTYT  OBITh
pacupocTpaHeHbl HA COOTBETCTBYIOIIYIO MOMYJISILIHIO.
C KoroptHoe unu uccienoBanue ciaydail-KOHTPOJIb UM KOHTPOIUPYEMOE

UCCIIeOBaHKE 0€3 PaHIOMHU3aLMH C HEBBICOKMM PUCKOM CHCTEMATHYECKON
om0k (+). Pe3ynabTaThl, KOTOPBIX MOT'YT OBITh PACIIPOCTPAHEHBI HA
cooTBeTcTBYIOLYIO nonyJssinuio win PKU ¢ oueHb HU3KUM WM HEBBICOKUM
PUCKOM CHUCTEMATUYECKOM OMMOKU (++ WK +), pe3ysibTaThl KOTOPBIX HE
MOTYT OBITh HEOCPEACTBEHHO PACIPOCTPAHEHBI HA COOTBETCTBYIOLIYIO
HOMYJISIHIO.

D Omnucanne CCpun CJIyq4acB UJIIM HCKOHTPOJIUPYCMOC NCCIICAOBAHUC NI
MHCHHUC SKCIICPTOB.

GPP | Haunyumas dapmarieBTrueckasi mpakTHKA.

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

MykoBucunaod (MB) (kucTo3nbiii (puOpo3) — 3T0O ayTOCOMHO-PEILECCUBHOE
MOHOT'€HHOE 3a0oJieBaHue, 00ycioBieHHOe MyTtanue reHa CFTR (TpancMeMOpaHHBIN
PETYJISITOP MYKOBHUCILHMA03a), XapaKTEPU3YIOIIECECS MOPAKEHUEM DK30KPHUHHBIX JKEIIE3,
KU3HEHHO Ba’KHBIX OPTAaHOB U CUCTEM, UMEIOIIEE TAKEI0E TEUEHUE U TTPOTHO3.

MynbTUCHCTEMHOE TEHETHYECKOe 3a0o0JieBaHHE, CBS3aHHOE C HAPYIICHUSIMU
TPaHCIIOPTa HATPUSA U BOABI YEPE3 DMUTEIUAIBHBIE MOBEPXHOCTU. CIEICTBUEM MYyTallUH
reHa sBIIAETCS HapylIeHUE CHUHTE3a, CTPYKTYpbl M (YHKIHUM Oelika TpaHCMEeMOpPaHHOTO
perynsitopa npoBoguMoctu mykoBucuao3a (CFTR), B pe3ynbTaTe 4yero XJiopHble KaHaIbl
CTaHOBSITCSI HEMPOHUIIAEMBIMU JJII UOHOB XJIOpa MPH TUnepadcopOIMy HATPUS U BOJIBI,
YTO BBI3BIBACT JETMIPATALIMIO0 AIlMKaJIbHOU IMOBEPXHOCTH CEKPETOPHOIO JIIUTENHS,
YBEIIMUCHUE BA3KOCTH cau3u. [lopaxkaroTcs npIXaTelbHBIE ITYTH, KEIYI0YHO-KUIIEYHbIN
TPaKT, II€YEHb, MTOKEIYAOUYHAS JKEJIe3a, CIIOHHBIC, IIOTOBBIE JKEJIE3bl, PEIPOAYKTUBHAS
cucrema. llaTomorust nbIXaTeNbHOW CHCTEMBI - IJIaBHAs MPUYMHA OCJIIOKHEHUUW U
netanbHOCTH (Oonee uvem B 90%). Bospact manudecranmmu 3aboneBaHus OYECHB
pasnuyaercs.

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

C ydeTroM MMEIOMIErocs OMbITa K MPAKTHYECKOMY MPUMEHEHUI0 PEKOMEH0BaHA
cienyromias knaccupukanuu MB (Tabin.1):

Taomuua 1 - Kinuanyeckass kiaaccupuranuss MyKOBUCIIMI03A:

dopma XapakTepuctuka 0poHX0JIerO4HbIX Hpyrue Oci10:KxHeHus
00J1e3HN H3MeHEeHUH NMposiBJIeH
Knununueckas ®da3a, Crene s
akTuBHOCcTh | Hb /IH | 3a00JeBa-
npouecca wE HUA
1.CMmemanHast 1. Xponuuecku |1. Pemuccus. 0 - Cunycut AoOcIiecchl, aTeleKTaskl,
WJIY JIETOYHO - i Icr. |- Cunmpom MTHEBMO-ITMOITHEBMOTOPAKC,
KUIIeYHAast ooctpykTuBHb 2.000ctpenue: | Il cr. |mceBmo - KpOBOXapKaHbE, KPOBOTEUCHUE
¢dopma i - OpOHXHTA; Il cr |bBaprrepa (JIerounoe, XerymaodHoe),
3a0oneBaHus OpOHXWUT. - Az00- aJUIePTUYeCKUN OPOHXOJIETOUHBIH
- THEBMOHMUS CIIEPMUSL acneprmies (ABJIA).




(myxoBucuno3 | 2.bponxoskras |(c ykazaHuem -PennuBu- [Tonuno3s Hoca
c Bl (JIOKaqU30  [TOKaJIH3alum) pYroLIHii MekoHHEBBIHN UiIeyC, SKBUBAJIECHTHI
MaHKpeaTuyec- | BaHHBIE, MaHKPEAaTUT MEKOHHEBOI 0 Uieyca,
Kol JTMCCEMUHUPOB BBITIAJICHHUE MIPSIMOM KUIIKH,
HEIOCTAaTOYHOC | aHHBIE) C Luppo3 nedyenu (6e3 u ¢ MOPTaIBHOI
TBIO) yKa3aHueM TUnepTeH3nen )
JIOKQJIM3aL1U. KKb
2.Jlerounas OtcraBanue B pU3NIECKOM
¢dhopma 3.ITueBMopuO pa3BHUTHUH.
3a00IeBaHUs pos. BenkoBo-aHepreruueckas
(MyKoBHCIIHI03 HEIOCTaTOYHOCTh
c Hapymenue TonepantHoctu
HEHapyUIEHHON K yTIIeBOJaM
(dyHKIHEH MyKOBUCIU103-aCCOLMU-POBAHHBIN
TIOJKENYIOUHO caxapHbIii uader
1 JKeJe3pl) CHmWwKEeHNEe MUHEPAITBHON
IJIOTHOCTH KOCTHOM TKaHU
Bropuusslii ocTeonopos
AMMIION03 ITOYEK
CuanoaneHuT
Buramun K-ngedurnutasie
cocTostHUS (TeMopparnyeckast 00J1e3Hb
JedunutHbie cocTosHYS (AaHEMUS H JI.)
Jlerounas runeprensus, CepreaHo-
cocyancTasi HeTOCTATOYHOCTh

I'erorun (myranuu reda CFTR)

CradunokokkoBas HHGEKIU.
CunerHoitHast nHGEKITHAS
Wudeknus, Bei3BanHas B. cepacia

Hpyrue uHbpeKIun
MuxpoOHBIE aCCOIHATTIHI

Mukpobuonorndeckuii craTyc (YKa3bIBaeTCs aata
MEPBUYHOTO BHICEBA MUKPOOHOTO MaTOreHa
(maTOreHoB) U, €CIT €CTh, TTOCTICAHETO)

Hpyrue Gpopmsr:
Heormpenenennslii fMarao3 npy NOJI0KUTETHPHOM HEOHATAIEHOM CKPHHIHTE Ha MyKOBHCITUI03™ **
3aboneBanus, cBs3aHHbIE ¢ TeHOM CFTR****;
— M30JTUPOBaHHAs OOCTPYKTHBHAS a300CTIEPMUS;
— XpOHUYECKUH MaHKPEATHUT;
— IMCCEMHHHUPOBAHHBIE OPOHX 0IKTA3bI

Ipumeuanus:

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

*&% [lonooxcumenvHolil HEOHAMANbHYIU CKPUHUHE UTU HEOHAMANbHAL 2UNepmpuncunozeHemus (cm. paszoen «Hduacnocmuxa
MyKo8ucyuoosa. Heonamanvhuiii ckpunune») He A6IANOMCA OUACHO30M U 8 KIACCUPDUKAYUIO He 6KTIOUEHbl, NAYUeHMAM C
HEOHamanbHOU eunepmpuncuro2eHemuell pekomeroyemes 8 1 200 nposecmu nosmopuo nomosyio npody. Ilpeonodxcer Hogvlll
OUAZHO3 — «HEONpeOeNeHHbIU OUACHO3 NpU NOJONCUMETbHOM HEOHAMATbHOM CKPUHUHEe HA MYKO8UCYuoosy» (cm. Pasoen
«Ienemuka mykogucyuoo3ay).

##x% Kog MKDB pekoMeHayeTcsi HICIIONIb30BaTh U3 COOTBETCTBYIOLUX Pa3JIENOB.

OcHoBHOe ocioxHeHne MB, npuYyMHa HHBAJAUAM3ALUMU M CMEPTHOCTH -
AbIXaTejJbHas HepocTaTtouHocTh ([ H).
Taomuua 2 - Kinaccngukamus apIxaTeJIbHON HEJOCTATOYHOCTH MO0 CTENEHH TAKECTH.

CreneHpb PaO2, mM pr. CT. Sa02, % PaCO2
Hopwma > 80 > 95 36-44
I 70—79 90—94 <50




1T 50—69 75—89 50-70
111 <50 <75 > 70

IIpumeps! popMyJIHPOBKH AUMATHO3A:

- MykoBucuua03 [reHoTun: rerepo3urora no myrauuu 2143delT], neroyno-kumevynas
dopma, TsKenoe TeueHue. PacmpocTpaHeHHblE HUIMHAPUYECKHE OPOHXO3KTa3bl 000MX
nerkux, ob6octpenue. JIH II cr. XpoHudeckuil MOJUMNO3HO-THOMHBIA IMaHCUHYCHT.
HasanpHpiil monuno3 2 cr. XpoHUYECKas NaHKpEeaTH4ecKass HEJOCTATOUHOCTb, TsKENas
crenensb. [Jyonenut. bynsout. Jlyonenoractpanbusbiil pedmtokc. Huppos neuenu (F4 mo
mkare METAVIR - mno panseiM  ¢ubposnmactomeTpun TmieueHu). HapymieHue
TOJIEPAHTHOCTH K TIIFOKO3€.

- MykoBuciuao3 (renotun rereposurota mno myrauuu resa F508 Del 21kb), cmemannas
dopma. JIByCTOpPOHHSSI KUCTO3HO-Oyiuie3Has jaedopManus JerKuX, MHOXECTBEHHBIE
OpOHXOAKTa3bl, PACIIPOCTPAHCHHAS JIOKATU3AIIMS, OCI0KHEHHOE TeUeHHE. XPOHUYECKOE
HOoCcUTENbCTBO Pseudomonas aeruginosa. JIH 2 crt. XpoHudeckass NaHKpeaTH4yecKas
HEOCTAaTOYHOCTh. CHUKEHNE HYTPUTUBHOTO CTaTyca.

2. METOJbI, MIOAXOAbI U NPOLHEAYPbI IMATHOCTHUKMU [1-12,17,33, 36-
41, 72]:
2.1 lnarnoctudyeckune kputepuu [1-12]:

B OonbminHcTBe ciiydaeB MB nuarnoctupyetcst B panHeM JeTckoM Bospacte (90%
Clly4aeB — Ha MepBOM roay »u3Hu). Hepenku ciydyam auarHoctuku MB y B3pocibix ¢
KJIaCCHYECKUM  (DEHOTUIIOM  (XPOHHYECCKUM/PEHUANBUAPYIONINA OpPOHXUT, CHHYCHT,
MaHKPEATHUT).

Knaccuueckuii peHoTHI SBISETCS CIEACTBHEM JBYX MYTAaHTHBIX KOIMHA TI'eHa
MYKOBUCIUZ03HOTO  TpaHcMeMmOpanHoro perynaropa (CFTR), wu  mnposiBusiercs
XpOHUYECKON OakTepuaibHON WHOEKIHUEH IbIXaTeNbHBIX IMyTeH, MPUIATOYHBIX IMa3yX
HOCa, CT€ATOPEEU BCIEACTBUE BHEUIHECEKPETOPHOM HEAOCTATOYHOCTU IOKEITYAOYHON
KEJe3bl, MYXCKHM O€CIUIOueM WH3-32 OOCTPYKTHBHOW a300CHEPMHH, MOBBIIICHHON
KOHLIEHTPALMEN XJIOPHUIO0B ITOTOBOU KUIKOCTH.

Huarnoctuyeckue cinoxkHoctd npu  MB  o0ycrnoBieHbl  QeHOTHUTHYECKUM
pa3zHooOpa3ueM B CBSI3U C TeHEeTHYeCKUM nonmMopduszmoM. [larmenTs: ¢ atunuaasiM MB
MMEIOT KaK MUHUMYM OJIHY Konuto MyTaHTHOro rena CFTR, ¢pyHKIMS KOTOPOro YaCTUYHO
COXpaHEHa («MSATKHE» MYyTallMM). DTO MPUBOJUT K JuUarHoctuke MB Bo B3pociom
BO3pacTe, y TaKUX MAIMEHTOB OTMEYaeTcsl 0ojee MArkoe TeueHwe OOJIE3HH B CBA3U C
COXPAHHOCTBIO (PYHKIIMHU MOJIKETYA0UYHOMN KeJNe3bl U HETSKENIbIM MOPaKEHUEM OpPraHOB
JIbIXaHUS.

Kanoobr:

®  MYYUTEIbHBII IPUCTYNOOOPA3HBIN Kalleb;

® TPYOHOOTAEJsIeMas THOMHAs BA3Kask MOKPOTA;
® CBUCTSLIEE JIBIXaHUE;



HapyUIEHUE HOCOBOI'O JIbIXaHUA (3aJI0KEHHOCTb );

THOMHBIE BBIJICJICHUS 13 HOCA,

OJIBIIIKA (3aTPYTHEHHOE JIbIXaHUE);

00nM B JKUBOTE, OOWJIBHBIN, 4yacTelil (4-6 pa3 B CyTKu), ONECTAIIMI, >XKUPHBIMH,
3JIOBOHHBIN CTYII;

e C1aboCTh, yTOMIISIEMOCTD, 3a/I€PKKa PA3BUTHS;

® CHIDKEHHE MacCChl Tea/3aiepKka B IpubaBKe Beca.

AHaMHe3:

e JaHHBIC CEMEHHOTO aHaMHE3a O CMEPTH JICTCH Ha IMEPBOM IOy JKU3HU WU HATHYUE
CHUOCOB CO CXOJHBIMH KIIMHUYCCKUMU TIPOSIBIICHUSIMH;

® MEKOHUAJIbHBIA MIICYC M €T0 SKBUBAJICHTHI,

® CHUHAPOM HAPYIICHHOTO KUIIIEYHOT'O BCACHIBAHHS HESICHOTO IeHe3a;

®  YYAIICHHBINA CTYJI CO 3JIOBOHHBIM 3aI1aX0M;

® TpHW3HAKH XPOHHUYECKOTO CHHYCHTAa C IMOPAKEHHWEM BCEX CHHYCOB, MOJHUIBI HOCA,
0COOCHHO B paHHEM BO3pacCTe;

PEIUAMBUPYIOIINE OPOHXUTHI, OPOHXHUOJIUTHI,

TIOBTOPHBIC M PEIUAUBUPYIOIINE ITHCBMOHHH C 3aTSKHBIM TCUCHUEM ;

9acThle KypCchl aHTHOAKTEPUAIBHOM Teparuu AJIs JICUCHUS Kalllis;

BeIcEB Ps.aeruginosa;

KeNTyXa OOCTPYKTUBHOTO THIIA Y HOBOPOXKJICHHBIX C 3aTSDKHBIM TCUCHUEM
OpoHXHWaNbHas acTMa, pepaKTepHas K TPaJAUIIMOHHON TepaInuu;

PEIMINBHBIN MTAHKPEATHT W/ ATICHIUITAT

OpOHXO02KTa3uH;

y Ooree cTapmmx TNalMeHTOB (MY)XYWH) OCCIUIOAHME BCIICICTBUE BPOKICHHOTO
OmaTepasbHOTO OTCYTCTBHSI CEMSBBIBOISIIETO MTPOTOKA;

IIUPPO3bI TICUCHHU;

caxapHbIi ra0eT ¢ peCIUPaTOPHBIM CHHAPOMOM;

racTpoa3odareaibHbIi peQIIIOKC;

XOJIeIINTHA3,;

BBITIJICHUE TPSIMON KHIIIKH;

3aJiepKKa MOJIOBOTO PA3BUTHA.

du3uKajbHOe 00CIe0BaHue:

e HapyIICHHE POCTa U PA3BUTHS: CHUKEHHE MACCHI Tela;

e MOTYT HaOJIOAThCS pa3IudHbIC AehOpMaIlN TPYIHON KICTKH

® [pU TUITMYHOM TE€YCHUU OTMEUAETCS XapaKTEPHBIM BHEITHUMN BU: «KYKOJIBHOEY JIUIIO,
pacmupeHHas, jAchOpMUpPOBaHHAs TpydHas KIeTKa OO0dYkooOpa3HOW (OpMBI €
BHIOYXaHUEM TPYyAUHBI, OOJBIION, B3AYThIM, HWHOTJA «JIATYIIAYHUNA JKUBOT», XYJbIe
KOHEYHOCTH;

® COJICHBIN BKYC KOXU;



® [IpU pACHpPOCTPAHEHHOM TOPAKEHUU JIETOUHOW TKAaHM TMPU3HAKU XPOHHUUYECKOU
TUNIOKCUU: JIeopMallui KOHIIEBBIX (palaHT MayiblieB MO TUIY «O0apabOaHHBIX MaIbIIEB)»
W/WJIA HOT'TEH 10 TUMY «YaCOBBIX CTEKOJ;

® [IEPKYTOPHO HaJ JIETKUMHU MO>KET BBICIYIIUBATHCA KOPOOOUHBIN 3BYK M/UIU YUaCTKH
MPUTYTUICHUS,

® [IpU ayCKyJbTallMM — OCJAa0JICHUE JbIXaHUs, CyXH€ U Ppa3HOKAIUOEpHBIC
(IpeuMyIeCTBEHHO  CpEeHEIy3bIpUaThie)  BJIAXKHBICE  XPHUIBI  JIOKAJIbHBIE WU
pacrpoCcTpaHeHHbIE, B 3aBUCUMOCTU OT 00beMa MOPAKEHHUS.

e 1pu OOCIETOBAHUM BEPXHUX JIBIXATEIBHBIX IyTEH BBISABIACTCS XPOHUYECKUM
MAHCUHYCUT, HEPEJIKO MOJTUTIO3HBIN;

e nepudepuuecKkrue OTEKH;

e caxapHbIil 1Ma0ET B COUETAHUU C PECITUPATOPHBIMU CUMIITOMAMU;

e remaroMeranus, CrieHoMeranus (Ipu pa3BUTHH ITUPPO3a NICYCHN ).

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

e MEKOHHMaIbHbIN uneyc — 15%;

e pecnupaToOpHbIE CUMOTOMBI — 25%;

e kuieyHble nposiBiieHuss — 30%;

® pecnupaToOpHbIe U KuieuHble — 15%;

® OTATOLIEHHBINA ceMelHbINA anaMHe3 1o MB — 10%;

e Jipyrue nposiieHus — 5%.
B paznuunbie Bo3pacTHbIE IEPUOBI UMEIOTCS KIUHUYeckue ocooennoctu MB (Ta6i.3).

Taoauna 3 - Knuauveckue nposisjieHuss MB B pa3HbIX BO3PACTHBIX KATErOPMUsIX:

Bo3spacr CUMIITOMBI U CUHAPOMBI
I'pynnoii PeuuauBupytoriyie uim XpoOHUYECKUEe PECIUPATOPHBIE CUMIITOMBI (Kalleb, O/IbIIIKA)
BO3pacT PeunauBupytornirie OpOHXUTH/OPOHXUOIUTHI

[Tnoxas mpubaBka Beca

[ToBTOpHBIEC THEBMOHHUH/IMITEMA

3aTspKHAas KeJNTyXa HOBOPOKIECHHBIX

Heodopmnennslii, 0OMIbHBIN, MACISIHUCTBIN U 3I0BOHHBIN CTYJ, CTeaTopes
MeKoHMEBBIH Hileyc, XpOHUUYECKas Auapes

Brimmagenue npsiMoil KUIITKU

OrtcraBanue B GU3HYECKOM Pa3BUTUH

['unonporenHeMUYECKHE OTEKU

ConeHslil BKyC KOXH

Cunnpom nceBno-baprrepa

[ToBeIlIeHHAasT KPOBOTOUYUBOCTD, CBA3aHHAS C JePHUIIMTOM BUuTaMuHa K
JlaHHBIE CEMEWHOro aHaMmHe3a O CMEpPTH JE€TeW Ha MEPBOM TOAY KU3HU WIM Haauyue
CcHOCOB CO CXOTHBIMU KIIMHUYECKIUMHU MPOSIBICHUSIMU

HomkonpH | Crolikuii Kamenb ¢/6e3 THOWHOW MOKPOTHI; pelUIUBUPYIOIIAs/ XpPOHUYECKAs OJIbIIIKA
bIf PenmnuBupytorias HHQEKIUS OPraHoB JAbIXaHUS WIH acTMa

Nnnonatnyeckue OpOHXOIKTA3HI

OTtcTraBaHue B Bece U pOCTE

Brinanenue npsiMoi KUILIKY, HTHBAarMHAIUS

XpoHuyeckas [uapesi, creatopest




CumnToMm «6apabaHHBIX MATOYEK»

Kpucramnsl conu Ha Koxe

'unoroHMuecKkas neruapaTanus

I'unosnexTponTeMus ¥ METa00IMYECKHIA aIKao3

I'emaTomMeranus WM JUarHOCTHYECKH HEACHOE HapylIeHue (PyHKIIUH TEYCHU
CuHYCHUTHI ¥ Ha3aJIBHBIH MOJINTIO3

TennoBoi yaap ¢ TMIOHATpUEMHEN

HlkonpHbil | PenmauBupyromas HHQEKIUS OpraHoB JAbIXaHUS WIH aCTMa
Pseudomonas aeruginosa B MOKpoTe

XpoHuyecknid cuHycuT Ha3anpHbIN 0JIMIIO3
Nnnomarnyeckue OPOHXOIKTA3HI

CumnToMm «O6apaOaHHBIX MMATOYEK

Crearopesi, XpoHuueckas 1uapest

CuHapoM aucTanbHOW UHTECTUHAIBHON 00CTPYKIIUN
[Tankpeatur

Brinagenue npsiMoit KAIIKA

Hapymenue tonepantHocTtH K yrieogam / CaxapHslid quader
I'emaromeranus 3a0oneBaHue eUYeHU HESICHON 3THOJIOTHH
doxanbHBIN OUITHAPHBINA TUPPO3

XpoHHUecKasi UHTECTUHAJIbHAs OOCTPYKIIHS, MHBaruHaus
TennoBoil yap ¢ TMIOHATpUEMHEN

[Monpoctku | ['HOiTHOE 3a00€BaHNE JIETKUX HESICHOM 3THOJIOTUI

U B3pOCibie | BpoOHX03KTa3bl

XPpOHUYECKUN CUHYCUT

CumnToM «O6apabaHHBIX MMATOYEK)

Amteprudeckuii OpOHXO0JIETOYHBIN aclepTuiiies

OcTphliil WM XPOHUYECKUM TaHKPEATUT

CHUHIPOM AUCTATILHONW WHTECTUHAIBLHON OOCTPYKIINHT

Hapymenne TosiepantHocTH K  yrieBogam/CaxapHblii  AMa0eT B COYETaHUU C
pecnupaTOPHLIMU CUMIITOMAMHU

OtcraBanue B pocte 3a/iepKKa IOJIOBOTO Pa3BUTHS

A3oocnepMus/IByCTOPOHHSS aTpe3usi CEMSIBBIHOCSIIMUX MMPOTOKOB Y JIUI MY>KCKOTO I0JIa
CHuxenue GpepTUIbHOCTH Y JIUILL KEHCKOTO I10JIa

doxanpHBIN OunuapHslii uppo3 IlopranpHas runepTeH3us XoyieauTruas

Oco0eHHOCTH KIMHUYECKOH KAPTHHBI MYKOBHCIHM/I032 Y B3POCJIbIX.

MB B3pOCIIBIX IETUTCS HA JBE TPYIIBI:

e OONBHBIE C «TUMHYHON» (opMON 3aboneBaHUs, 3a00JIEBIINE B PAaHHEM JIETCTBE U
JO>KUBIIUE O B3POCIOr0 BO3PACTa;

e (QOJBHBIC C ATUMTUYHON QopMOi 3a00IeBaHMs, C TIO3IHEH MaHU(eCTaIHEH.

llepsas epynna XapakTepu3yeTcs HHM3KUM HYTPUTHUBHBIM CTAaTyCOM, HEMPEPBIBHO-
PEIUANBUPYIOMUM TEUEHHEM HH(PEKIIMOHHO-BOCTIAJMTEIBHOTO TpoIlecca B JIETKUX Ha
¢oHE BBIPAKEHHBIX HM3MEHECHHMI OpOHXMAIBHON CTEHKH, MACCHUBHBIX OpPOHXHOJO- M
OpoHX09KTa30B, MHEBMO(PHOpO3a, IMbu3eMbl. JlpIxaTenbHbIE MyTH 9aCTO HHOUITMPOBAHBI
rpamMoTpulatenbHO  Mukpodopoii: Ps.aeruginosa, B.cepacia, Stentrophomonas
maltofilia, Alcaligenes xylosoxidans. OTMeudaeTcsi 0OOCTPYKTUBHBIN TUI BEHTUJISIITHOHHBIX
HapyllleHul, JeroyHas rumnepreH3us. HaOmrogaercs BbICOKas YacToTa «MATKUX»
FEHOTUIIOB C MEHBIIEH BBIPAXKEHHOCTHIO MMAHKPEAaTUYECKOM HEIOCTaTOYHOCTH;



LUPPOTUUECKUE M3MEHEHMS, TAHCUHYCUTHI, KpOBOXapKaHbe, caxapHblil aAunader (20%) u
JpyTHe JIETOYHbIE U BHEJIETOUHBIE OCIOKHEHHUS.

Creptbie popmbl (mpu Markoid mytanuu B rene CFTR): aquarnoctupyercs dacto BO
B3pOCJIOM BO3pacTe, MOJ| Pa3HbIMU «MacKaMM»: CUHYCHUT, PELMIUBUPYIOIIUNA OpOHXMT,
XpOHUYECKHE OOCTPYKTUBHBIE OOJIE3HHU JIETKUX, IUPPO3 MEUEHHU, MYKCKO€E OECIIouE.

TsokecTh 3a00€BaHUSl 3aBUCUT OT CPOKOB MOSIBJICHUS NEPBBIX CHUMIITOMOB: Y€M
Miajame peOeHOK Ha MOMEHT MaHudectanmun MB, Tem Tsbkenee TedeHue u
HeOmaronpustHee mnporHo3. lloutn y Bcex OonbHbIX MB Mmyxkckoro mona (97%) -
a300CMepMHUs, CBSI3aHHAsE C BPOXKJIEHHBIM OTCYTCTBUEM, aTpodueil wim oOcTpykuuen
CEMEHHOT0 KaHaTuKa. bonpmuHCTBO My»4uH ¢ MB He cmocoOHbl UMETh TOTOMCTBO. Y
NAalMEHTOB >KEHCKOIo IoJia 3a00JIeBaHUE CONPOBOXKAAECTCA CHUKEHHEM (DEPTHIIBHOCTH
(20%), HO y OONBIIMHCTBA IeTOpOoAHAS (QYHKIIHS COXpaHEHA.

JlabopaTopHble ucciaenosanus [1, 2, 9, 17, 33, 36-41, 72]:

e omnpeaejeHHe XJIOPUAOB B MOTOBOH :kKuakocTu (mpoda MuHopa) - Haunbonee

nH()OPMATUBHBIN TUarHOCTUYECKU TecT. [loTOoByr0 mMpoOy MOXKHO TPOBOAHTH JIETIM

moboro Bo3pacrta. [Ipu HemocTaTOuHOM 00pa30BaHWM MOTAa HEOOXOAUMO TOBTOPHOE

UCCIIeIOBaHUE Yepe3 Henelo. TecT MoJoKUTENbHBIN NP HAIMYMKU XJIOPUJIOB noTa >60

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

<30 mmonb/a [<30 M3KB/1T] BO BCeX BO3paCTHBIX IpyNax) yKa3blBaeT, YTO MyKOBUCLIUI03

manoBepositeH. [lonmoxkutenpHas TMOTOBas Mpoda CBUACTENIBCTBYET O HaJUYUU

mykoBuciuao3a. [Ipu pesynbprarax moToBoil mpoObl co ypoBHEM XJopuaoB mnota 30-59

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

renerndeckuit ananusz (Y —A) [1, 2,9, 17, 33, 72].

e MouekyasipHo-reneTnueckuii anaiau3 resa MBTP (CFTR) [1, 2, 9, 17, 33, 72]:

ouazHocmuueckum noomeepacoeHuem MB saensemcsi BBIABICHHE IBYX MAaTOTEHHBIX

myTtanuun B reHe CFTR B TpaHcmnosmoxkeHuu, BbI3bIBaromue MmykoBucuunos (Y A).

MonekynsapHO-TeHeTHUCCKUI aHAJIN3 00513aTeJIbHO IMOKa3aH MpPH:

- TOTPaHUYHBIX Pe3yJIbTaTax MOTOBOM MPOOHI;

- HEBO3MOXKHOCTH TPOBEJEHUS MOTOBOM NPOOBI (HEAOCTATOYHBIA BEC, HE3PEIOCThb
HOBOPOJKJIEHHOT0, TSKECTh COCTOSIHUSA, JIP.);

- TMpU HEOHATAILHOW THUIMEPTPUIICUHOTEHEMHHN W OTPULATEIBLHOM PE3YJIbTaTe MOTOBOM
poOHI;

- NB! yuuTbhiBasg coBpeMEHHbIE MOJXOAbl K MAaTOreHeTHuueckoil Tepanuu MB, Bcem
nauueHtam ¢ MB 10mWKHO OBITh PEKOMEHIOBAHO TMPOBEACHUE TE€HETUYECKOTO
UCCIIEIOBAHUS.

e MukpoOHoJIOTHYECKOe HCCIeIOBaHHEe MOKPOTBhI. MukpoOHas ¢iopa OOBIYHO

npejicTaBiaeHa acconuamnusamu (S. aureus, Pseudomonas aeruginosa, Burkholderia cepacia

complex, Achromobacter spp, Stenotrophomonas maltophilia, Acinetobacter,

MUKPOMHUIIETHI U Jp.). s uccnegoBaHuss KpoMe€ MOKPOTHI MOKHO YUYUTBHIBATh Ma30K U3

3eBa, Ha3o(apuHTealbHbIN acupat, OpoHxoalbBeosapHbId naBax (Y A) [36-41].

® OmpeAcliieHUWE  YpPOBHA NAHKPEATHUYECKOW »5JlacTa3bl B Kajie ISl OMNpeieseHus

MaHKpeaTHYeCKOM HEJOCTATOUHOCTH; XPOHUYECKasl MaHKpeaTUuyecKasi HeJ0CTaTOUYHOCTh

CpeHeU CTETNEHU TSHKECTH - YPOBEHB 3yacTtasbl OT 100 1o 199 Mr/r; Tskenou cTeneHu -

<100 mr/r; kpaiine Tspkenas — Huwke 15 mr/t (Y A) [1, 2,9, 17, 33, 72]. HUccnenoBanue



MIPOBOJUTCS 4Yepe3 3 Mecsilua Ha MEepBOM TrOAY JKU3HM, Jallee €KEroJHO B JIETCKOM
BO3pacTe, B IEPUObI 3aMEAJIEHHSI pOCTa, IOTEPH BEca U TUAPEU.

® HCCIIeIOBAaHHE KOMPOrpaMMBI C OMpe/iesIeHneM YpPOBHSI HeilTpanbHoro xupa (Y A)
[1,2,9,17,33,72]: creneHn BBIPAaXXEHHOCTHU cTeatopeu | Tuma: BeIpakKE€HHAS! — BU3YAJIBHO
KUPHBIM CTYJI; YMEpPEHHAs! — BU3YaJIbHO JKUpPa HET, B KOIIPOTrpaMMe HEUTpaIbHBIN KUP B
MOBBIIIIEHHOM KOJIMYECTBE; CKpbITasi — BHU3yaJIbHO JXKHpa HET, HEUTPaJIbHBIA >XUP B
KOIPOTpaMMe TOBBIIICH HE3HAYUTEIIBHO.

e 00mwmil aHamu3 KpoBH (MOXKeT ObITh cHWkeHue Hb, nelkouuTO3/NeHKONEeHMS,
TpoMOOIUTO3/TpoMOoLMTONIEH S, YBearnueHne COD)

® OMOXMMHUYECKHI aHaIU3 KPOBU C OMpeAeieHueM: OmnupyonHa (001Iero u mpsMoro),
ananunamuHoTpancdepasbl (AJlaT) u acmapraramuHoTpancdepassl (ACaT) (dacto
MOBBIIIIEHHE JTHUX IIOKa3aTesei), TIIOKO3bl (YacTO MOBBIINICHHE), OOIIero Oenka u
anbOyMuHa (4acTO CHUKEHUE);

e omnpenenenre  C-peakTuBHOro  Oenka  (yBeJWYEH  BCJIEACTBUE  HAIMUUsA
BOCHJIUTEILHOTO TMpoliecca);

e lmmyHorpamma + ummyHornoOynuasl A, M, G, E (4acTo CHUXEHBI);

e ompenenenre ypoBHsa xene3a (Fe), ¢eppuruna, B2, d¢onaroB, Butamuna /|
(25(OH)D3), mnepynoruia3MuHa B CHIBOPOTKE KpOBH (y OOJIBIIMHCTBA TMAIMEHTOB
CHUKEHBI);

® OMNpeeNeHHe  COJEp)KaHHMsl  DJIEKTPOJMTOB  (HATpHWiMl,  Kajauil,  KaJbIui
MOHU3UPOBAHHBIE) B CHIBOPOTKE KPOBU (KaK MPAaBUIIO CHIXKEHBI);

e KoaryjorpamMma C OIpeJelICHHEeM ayTOKOAryJsSIMOHHOTO TECTa, aKTUBHUPOBAHHOTO
BpEMEHU pekanbiuduKauu (ABP), aKTUBUPOBAHHOTO YaCTUYHOTO
TpoMmboractuHoBoro BpeMenu (AUTB), pomOounoBoro Bpemenu (TB) (nmpusznaku JIBC-
CHUHAPOMA U THOMHO-BOCIIAJIUTEIILHBIX U3MEHCHUN );

e 0o0mmit aHanu3 MO4U (MOTYT OBITH IPOTEUHYPHSI, IEUKOLUTYPHUS, YPAThI);

® JMarHOCTHKAa OCTEONEHHWH/OCTEOINOpo3a: KaJdblMid OOIMK, WOHM3WPOBAHHBIH,
anextposuthl, 25(OH)D3, menounas ¢pocdarasza, pocdop oprannueckuii, 0OCTCOKAIBIINH,
KaJIbIIUTOHWH, TTapaTropMoH, beta-cross laps B KpoBH; MapKepbl KocTHOro oomena: P1NP
(mapkep kocteoodpazoBanus) u CTX (Mapkep pe3opOLUU KOCTH);

e j1abopaTopHbIC HCCIEIOBAHUS Ha aJUIEPTHUYECKUl OPOHXOJErOYHBIN acreprusuies:
ypoBenb obmiero ummyHornooynuna E (IgE), cnemmuduueckue IgE u 1gG k Aspergillus
fumigatus, BO3MOXXHO TPOBEICHHE KOKHOTO TeCTUpoBaHUS ¢ aHTUreHoM Aspergillus
fumigates.

NHcTpyMeHTAIbHBIE UCCJIEIOBAHNS:

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

o Penrrenorpadusi opraHoB TPyIHON KIETKHM (MOXKET BBISBUTH AehOpMAIHIO U
YCWJICHHE JIETOYHOTO PHCYHKa, MHEBMOGUOPO3, MepUOPOHXUATBHYIO WHOUIBTPAIUIO,
aTeseKTas), JaHHbIM METOJT HeI0CTATOYHO HHGOPMATHBEH NMPU MYKOBHUCIIUI03€.

e Penrtrenorpadgus ma3yx Hoca (MOXET MOMOYb BbISIBUTh TAHCUHYCHT);

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



e VY3U opranoB OpromHoi mogoctH: aAUQPQy3HbIE H3MEHEHHS MOJKEIyIOYHOU
KeJe3bl, IeYeHu, KUCTohuOpo3, U3MEHEHHs pa3MepoB; 0co00e BHUMaHUE 00paIlaloT Ha
HaJIM4YKEe KUCT B MOKENYI0YHON JKeJle3e TUIl KPOBOTOKA B neueHu. Hannuue auHeitHoro
KPOBOTOKA B MIEYEHH CBUJIETEILCTBYET O (pOpMUpOBaHUH PUOPO3a.

e Cunupomerpus (B3pocibsiM U AeTsM ctapuie 5 net). Haubonee yacTo y maiueHToB ¢
MB BbBISBISIOTCS OOCTPYKTHBHBIE M PECTPUKTUBHBIE HApYIICHHUs BEHTWIALMHU (B
3aBUCUMOCTH OT 00bEMa U XapakTepa NopaKeHus OPOHXUATBHOTO JIEPEBA).

o Iluxduoymerpus (AeTsM cTapiue 5 JeT): I KOHTPOJS COCTOSHMSI OpOHXHATIbHON
MPOXOJIUMOCTH (B ClIydae HEBO3MOKHOCTH MPOBEACHUS CHUPOMETPHH).

e OJKI (B 12 orBeneHus);

e  9Ix0KI c nonmiepoBCKUM aHAIU30M (MU3MEpPEHUE rpaJiMeHTa JaBieHUs Ha JErOYHOU
apTepuu) NPOBOAUTCS PETYIAPHO JUIsl AMATHOCTUKY JETOYHOU TMIEPTEH3UU U JIETOYHOTO
cepaua.

o @II'C: nis onpenesneHus COCTOSIHUS CIM3UCTON OTAEIOB KETYI0UYHO-KUILIEUHOT O
TpaKTa, UCKIIOYEHUS/TIOATBEPKICHUS MPU3HAKOB OPTATIBHON TUIIEPTEH3UU.

e lccnenoBaHue ra3oBOro CcOCTaABa AapTEePUAJbHOW KPOBM TIPU  CHIDKEHUU
nepudepruueckoit carypanuu 10 90%.

IToka3aHus il KOHCYJIbTALMH CNIENNAJINCTOB:

® KOHCYJbTAIMS IUETOJIOTA — ISl KOPPEKIIUU TUTAHUS

® KOHCYJbTAIlMsl TAaCTPOIHTEPOJIOra, Temarojora — Jid KOPPEKIUU KEITyI0YHO-
KUIIICYHBIX HAPYIIEHUH ¥ HApYIIEHUHU PYHKIINH MICUCHHU

® KOHCYJbTallMsl MYJIBMOHOJIOTA — JUISl JUATHOCTHKH M KOPPEKIIMH OPOHXOJIETOYHBIX
N3MEHCHU,

® KOHCYNbTallUd TEHETHKa — I MEIUKO-TEHETUYECKOTO KOHCYJIBTUPOBAHUS U
IIPOBEICHUS MOJICKYJISIPHO-T€HETUYeCKOro aHaim3a reia CFTR;

® KOHCyJbTallMsl peabwmiuronora — Ui TOoA0Opa W oObeMa JISTOYHOHW W oOIIen
peaduIuTaIlnu;

® KOHCYJbTALMS IICUXOJOTa — ISl OKa3aHUs MCUXOJOTMYECKOW IMOMOIIM KaK CaMOMY
MAIMEHTY, TaK U YIeHaM CEMbH/OTIEKYHaM;

® KOHCYJbTallU OTOPUHOJAPUHTOJIOTA — ISl CAaHAITMM 0YaroB XpOHWYECKON WH(MEKITNU
® KOHCYJbTallUsl JHAOKPUHOJIOra — TPU HAPYLUIEHUH YIJIIEBOAHOTO OOMEHa,
OCTEOTIEHUN/OCTEOIOPO3E;

® KOHCYJbTallds CTOMATOJIOTA — JIJIsl CAHAIIMU 0YaroB XPOHUYECKON MH(MEKITUN POTOBOM
MOJIOCTH;

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

® KOHCYJbTallMHM OCTAJIbHBIX CIEHHUAIUCTOB MO0 MEPE HEOOXOAUMOCTH.



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

nMmcn
BOIl, neamatp, Tepanest

/ Knunuueckue npusnaku mykosucuyuoosa \ / Anamnecmuueckue oannvie: \

CToiiKHi1 HaBSI34MBBIN Kalllellb C WK 0e3

THOMHOM MOKpPOTEI, e OTATOIIEHHBIN aKyIIepCKU aHaMHE3,
ITosiBneHue nepBbIX CUMITOMOB MEPTBOPOXKIECHUE,
OpOHX000CTPYKTHBHOTO CHHJIPOMA C MEPBBIX e JlnuTenbHasi HEOHATANIbHAS KENTYXa;
MECSILIEB KHU3HH, o CxomHple KIMHWYECKAE CIydaW B
TTocTeneHHOE ydalleHHe U YTSKETEHHE CEMbE, CMEPTh CHOCOB Ha TEPBOM
3MH30/10B OPOHX000CTPYKIIHMIA; TOIYKU3HM WIIM HaJluuhe CHOCOB CO
JIMarHOCTUYECKH HESICHAS PEIUANBUPYIOIIAL CXOHBIMH KIIMHAICCKUMHA

WJTH XDOHMYECKAs! OIBITITKA. / K RO A AN ML=

Ioagnenue 0onoHUmMENLHBIX CUMNIMOMOG: adopamopHble U UHCIPYMEHIMAIbHbIE
OrcraBanue B Bece M POCTE; MeEmoObl UCCIE006AHUA
e XpoHnveckas auapes; e KomporpamMma — Hamuuue
Hanymuare oOMIIBHOTO )KHUPHOTO CTYIA CO HEUTPaJIbHBIX KUPOB;
37I0BOHHBIM 3aI1aX0M; e  PenrtreHorpamma — noBTopHast /
e CorneHblif BKyC KOXKH peOeHKa. / K 3aTsDKHAS THEBMOHMSL. /

- )

Ilomoeas npoba
[MOJIOKUTEIbHAS

Pecny0imkaHCKHUH YPOBEHb
Bepudukanuu nuaraosa (onpeaeneHre MaHKPEeaTHIeCKON AIIacTaskl B Kalle,
MOJIEKYJISIpHO-TeHeTHn4eckuil aHanu3 rena CFTR);
O60cHOBaHKE MATOr€HETUYECKOT O JICU CHHUS;
Tepanus ocii0KHEHHBIX hOPM MYKOBHCIIHIO3A.




2.3 InddepeHunaibHblii TUATHO3 U 000CHOBAHME JONOJHUTEIbHBIX HCCJIEI0BAHUI
[9,17]:

[lepeuenpb 3a007€BaHUN U COCTOSHUM, TpeOyromux AudpdepeHunaIbHON TUarHOCTUKY C
MB, oTnnuaercs B 3aBUCUMOCTH OT BO3pacTHOM Kareropuu nauuventa. Hanbonee yactoie
Ho30j0THYeckue Gopmbl 1t nuddepeHnnaIbHOro 1uarnosa npu MB:

e BpOXJCHHBIC aHOMaINKU OpoHxuansHoro jnepesa (KT rpygHoro cermenra);

® [EpBUYHbIC WIM MNPUOOPETEHHbIE HMMYHOACPUIUTHBIE COCTOSAHMS (OIpenereHue
ypoBHEl uMmmyHorinoOynmHoB G, M, A, E; mno mnoka3zaHusM, CyOKJIaccoB
UMMYHOTJIOOYJIMHOB, YpoBHS # (QyHkuuu T-, B-kieTok, ¢arouurosa, CHUCTEMbI
KOMIUIEMEHTA, €CTECTBEHHBIX KUJUIEpOB, TecThl Ha BUY;

® [epBUYHAS LIWJIMApHAs AUCKUHE3Us (XapaKTepHbIe KIMHUYECKUE MPOSBICHUS : TpUaaa
Kaprarenepa (xpoHndeckuii OpOHXUT, XPOHUYECKUN CUHYCHUT, 0OpaTHOE PacloioKeHHE
BHYTPEHHHUX OpraHoOB), MMKPOCKOMHMs OHOINTaTa CIU3UCTOM OOOJOUYKM HOCAa W/HWIU
OpoHxa).

[lepedyenb TOMOIHUTENBHBIX UCCIEIOBaHUM s AU DepeHITNaTbHON TMAarHOCTUKU U
JTUATHOCTUKU OCJIOKHEHUM

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

o @ubposnacromeTpu TnedeHH ((PUOPOCKAH) TIPH KIMHUKO-UHCTPYMEHTAIBHBIX
npu3Hakax Gpudpo3a/nuppo3a NeYSHUH C LETbIO OLEHKH CTENEHU BhIpaXKeHHOCTH (prdpo3a
no mkaine METAVIR.

o JleHcuTOMeTpHS TMpPU HAIWYUU KIMHUYECKUX W/WIM JabOpaTOpPHBIX MpHU3HAKaX
OCTEOIEHUHU/OCTEONOPO3a;

o @uOpPoOpOHXOCKONMUS: T[IOKa3aHUA OrpaHUYCHBbl (B CBA3U C HAJIUYUEM JIPYTUX
HEMHBA3UBHBIX METOJOB [MAarHOCTUKH M pPHUCKA  HMH(EKIMOHHBIX OCJIOXKHEHUN),
OPOBOAUTCS  MPU  HEOOXOIUMOCTH  JIOMOJHUTEIBHOTO  MHUKPOOHOJIOTUYECKOTO
UCCJIEIOBaHUs OpOHXO0ATbBEOJSIPHOIO JIaBaXKa, MPH JIETOYHOM KPOBOTEYEHUH ISt
YCTAaHOBKHM MCTOYHHMKA U BO3MOXKHOU sMOonu3anuu. « Canayuonnvie @H5Cy» ne noxasanul
8 C6A3U CO 3HAYUMENTbHbIM HAPYUeHUeM MYKOYUIUAPHO20 MPAHCNOPMA Nocie Uux
nposedenUs: U OMCYMCcmauem 00KazamenbCme ux 3QdekmusHocmu;

e Pentrenonorudeckoe UCCIIEJOBAaHUE KEITYTOYHO-KUIIEYHOTO TpakTa:
Uppurockonusi\uppurorpadusi (IBOHHOE KOHTPACTUPOBAHUE) TPU OCIONKHEHUU CO
croponbl KKT.

Taoauua 4 — InddepenunajbHas IMATrHOCTUKA MYKOBUCIIMI03A:

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

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

poxKAeHUN cpenHen




Cemeiinas YacTo monobHOE Hacnencreennas HNuorpa Her
npeapacnoJioKeHH 3aboneBaHue y OTATOLIEHHOCTh Habmronaercs y
0CTh JIBOIOPOJIHBIX 0 aJIJIEPTUH, ponuTenei
OpaTbeB U cecTep aTOMUHU.
AKymepckui OTsromeHHbId bes bes HNHTepkyppeHTHBIE
aHaMHe3 aKyIIIePCKU ocobeHHOoCTel ocoOeHHOCTEH | 3a0o0yieBaHUS MaTepU
aHaMHe3: B IIEPBOM TPHUMECTpE
MEpPTBOPOXKJIEHHE, OepeMeHHOCTH
BBIKU/IBIIIN,
HaJM4yue 00JIBHOTO C
MB B cembe
3abosieBaHuA Tsoxensie BrezarmHo, MoxeT OBITh XapakTepHo,
OPTraHoB JbIXaHUS MOpakeHus CBSI3aHO C BSUTOTEKYyILAs MOJIIAETCS JICYSHHUIO
OpOHXOJIErouHOoH SKCIIO3UITHEH MTHEBMOHWUS,
CUCTEMBI, TPYAHO aJuleprexa. TTO/IAAIOIASCS
MOJ/TAIOIIHECS Brictpoe KOMIIJIEKCHOMY
JICYEHHUIO C MOMEHTA o0nerdyexHue JIeYEHUIO
POXKIACHUA CHUMIITOMOB
CaMOCTOATENHHO
HJIN TI0]
BO3JIEICTBUEM
Tepammuu
Annerurt Xopomuuii, He usmenen CHmxeH He u3menen
IIOBBIIIICH
IMopaxenue Yacto He xapaxrepHo He xapaxrepHo He xapakrepHo
nevyeHu
I'mnoTpodus C mepBBIX MECSIIEB He xapaxrepHo OO6BIYHO CO Penxo
JKU3HH, TIOCTETIEHHO BTOpOTO
Hapacras ao II- IIT MOJYTO/IUs,
CTEIECHU OBICTPO
MIPOTPECCUPYET
Coulenblii MpuUBKYC XapaKkTepHO He xapaxrepHo He xapaxrepHo He xapakTepHo

KOKH

CumMnTom Yanie B paHHEM He xapaxrepHo He xapaxrepHo PasBuBaercsa nosxe
«bapadaHHBIX BO3pacTe
naja04ex»
HeBpoJsoruueckuii be3 orkionenuit be3 orknonenuii |PazgpaxkurensHoc be3 oTkinoHeHuit
cTaTyc Tb, MBIIIIEYHAS
TUTIOTOHUS,
CyZIOpOTH
JlaGopaTopHo- IloBbIlIEHHE YPOBHS IloBbImeHHE Hapyuienue He xapaktepHo
JAUATHOCTUYEeCKUi XJIOPUZIOB B IIOTE, IgE BCACHIBaHUSA
TecT cTeaTopes C YTIEBOJIOB,
peodIagaHreM JKUPOB, OEIKOB,
HEUTPaAIBHOIO KUpa noBellieHue [gA
B KPOBH
BeakoBblii 00MeH I'mmonporennemus B HOpM™E Tsxenas B Hopme
TUTIONIPOTEMHEMHU
o
IgA, Ig G, IgM B nopme B nopme IloBbiienue IgA B nopme
HccaenoBanue JKunkuii, cBeriio- Be3 OOWJILHBIH, Bbe3 ocobennocrei
Kajia JKEJITBIN, TTIMHUCTHIMN, 0coOeHHOCTEN Pa3KIKEHHBIH,

SKUPHBIH,
«3JIOBOHHBII»

CBETJIO-KENITHIH,
THAJIOCTHBIN




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

HeiiTpanbHbIit B Gonbiiom OTtcyTcTBYET B Hebombmom He xapaxrepen
JKUP KOJINYECTBE KOJIMYECTBE
Tpuncun Pe3ko caHmxeH 110 B HOpM™ME YMepeHHO HopmainbHslit
MOJTHOTO CHIDKEH
OTCYTCTBHSI
MyTtauumu 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(U3EMBI B 0COOEHHOCTEH nponabupoBaHue
TPYAHOI KJIETKH U pUCYHKa, MO3IHUX CTaTUIX 3aJlHEH CTEHKU
aTeNeKTasbl, Tpaxeu, MPU3HAKH
nHeBMO(UOPO3, TUTIOTLIA3UH
OpOHX03KTa3bl B
paHHUE CPOKH
Oone3Hu
KEJTYOTHO- JrckuHe3ust TOHKOM be3 Pacumpenue be3 ocobennocTeit
KHIIIEYHOT0 TPAKTA N
KHIIKH, pernbed ocoOeHHocTel TeTeNb
CIIM3UCTON KHUIIIEYHUKA,
0001104KH TPYOBIi, THIIOTOHUS,
«CTUKYITBI» JIICKHHE3US
TICEBJIOJTUBEPTHKYIT, KUIICYHHUKA,
OoJbIIOE TOPU30HTATIHHBIC
KOJIMYECTBO CIIU3H B YpOBHHU
KHIIIEYHUKE KHUJKOCTH
Cnuporpadus CMerranHbIi T OO6CTpYKTHUBHEII bes [Tpu ManpIx mopokax
HapyIIeHUs THII HAPYIICHUS ocoOeHHOCTEH 0e3 0coOeHHOCTEH,
BEHTWJIALIAN BEHTHIISALIUN Mpu OONBIIUX -
PECTPUKTUBHBIN THUII
HapYIICHUS
BbakTtepuosoruuec CraduirokokkoBas, be3 be3 Yare MHEBMOKOKK,
KoOe HCCiIeloBaHHe reModuIbHAS, ocobeHHocTel ocobeHHocTel M.0. MUKPOOHBIE
MOKPOTBI CHUHErHOWHas accoIuaIiy,
nH(pexunu ¢ TOCITUTAIEHBIE
paHHEro BO3pacTa IIITaMMBI
IIporuo3s Tsoxenslit, 9acTo brnaronpusatHeii | braronpusTHBIM bnaronpusarHelil

Jluarno3 MB moaTrBepigaeTcs NMpU HAJIWMYHH OJHOTO WM Oojee (EHOTHUITHMYSCKUX
nposieaieHnid MB B codeTtaHuu ¢ aokazarenbcTBaMu Haiauuus Myrtanuu reHa MBTP:
KJIMHUYECKN 3HauuMble MyTanui reHa MBTP npu reHoTUnInpoBaHWM WM yBEIWYCHUE
YPOBHS XJIOPUIOB B CEKPETE MOTOBBIX Keje3 OOJBHOTO.

JInga moaTBepKAEHUsS AUMArHo3a JOCTaTOYHO MMETh JIBa MPU3HAKA, MO OJHOMY U3
Kakaoro crojona (tadi. 5).

Taoauna S — /InarHocTuYecKue KPpUTEPUH MYKOBHCIIU103a [9]



XapakTepHble KIUHUYECKHUE TposiBieHuss MB (maronorus [TonoxuTenbHbBINI
OpPraHoOB JIBIXaHUS,IPUAATOYHBIX MA3yX HOCA, KEIYI0YHO- MTOTOBBIA TECT
KUIICYHbIE HAPYLICHUS, HApPYLIEHWs IUTAHUSA, CHUHIPOM

o [Tmoc
MOTEPH COJIEH, OOCTPYKTHBHAS a300CTIEPMUS )

I[Be S3HAYUMBIC MyTallun

MB y cubcos B rede MBTP

JlpyruM  BapMaHTOM JHArHOCTHYCCKUX KPUTEPUEB SBISICTCS KOMOWHAIIHS
Mpu3HaKoB (Ta01.6) [17]

Tabauuna 6 - /lmarnocTuyeckue KpUTepUu:

[TonoxxurensHast motoBas mpoda u/unu

JIse mytaniun MBTP, Bei3siBatoniiue MB (cormacno 6aze CFTR-2)

V74

HeonaranpHas runepTpuncuHOreHEMUs

unu

XapakTepHble KIMHUYECKHE MPOSIBICHMS, Takue Kak AuQQy3Hble OPOHXOIKTa3bl, BBHICEB U3
MOKpPOTHI 3HaunMoi Juis MB naroreHHoi MUKpO(hI0OpHl (0COOEHHO CMHETHOMHON Malo4Ku),
HK30KpMHHAsl MaHKpeaTHuecKash HelI0CTaTOYHOCTb, CUHAPOM IOTEPHU COJIeH, OOCTPYKTUBHAs
a300CIepMus

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

Llenn neuyenus:

e (O0ecreunTh MAaKCHUMaJIbHO BBICOKOE KQUSCTBO JKM3HH TAIMCHTA,

o Ilpenynpexnenue u JedeHUE OOOCTPEHUN  XPOHUYECKOTO HH(PEKIHUOHHO-
BOCHAIUTEILHOTO TIpoliecca B OPOHXOJIETOYHON CUCTEME;
e (OOecneunTh aICKBATHBINA PAIIMOH U PEXKUM MUTAHMSL.

O0s13aTesibHBbIE COCTABJIAIONINE JIEYEHHS:

Metoauku IpeHUpPOBaHUS OPOHXUATIBLHOIO JIepeBa U JieueOHast GU3KYIbTYpa;
Juerorepanus;

MykonuTruyeckas Tepanus;

bponxonutnueckas tepamnus;

AnTHbaKTepuanbHas Teparnus;

3aMmecTUTeNbHAS TEPAMH HEIOCTATOYHOCTH K30KPUHHON (PYHKITUHU TTOKETYI0IHON
KEIe3bI;

e [IpoTtuBOBOCHANTUTEIbHAS TEPAIIUS,

e BuramuHOTEpanus.

3.1 HemeaukameHTo3HOe Jeuenue [1, 21, 42-45]:

/luerorepanusi - BaXKHAs YacTb KOMIUIEKCHOW Tepanuu npu MB [1, 21, 42-45].
Hapymienuss nytputuBHOro craryca npu MB saBnsitorcst ciienctBueM ManbaOcopOuu
BCJICACTBUE XPOHUYECKOM IMAHKPEATHYECKOW HEAOCTATOYHOCTH; HEIOCTATOYHOMN
AMYJIbTAIMKU KUPOB BCJIEACTBUE OWUIMAPHON HEJOCTATOYHOCTH, CHUXKEHUSI aKTUBHOCTH



MAaHKPEAaTUUYECKUX U KUIIEYHBIX (pepMeHToB. Juera npu MB nomkna ObITh IpuOIMAKEHA
K HOpMaJbHOM, OoraToii OenkaMu, KadopusiMu, 0€3 OrpaHUYEHUN B KOJIMYECTBE KUPOB
(Y — B). HeoOxonuma paHHsisl «arpecCUBHas» HYTpUTHBHas Tepanus. CyliecTByeT
npsiMasi KOppessilusl MEXIy INOoKa3zaTeJeM HHAEKCa Macchl Tena, (yHKUMEH JIETKUX U
MPOJOJDKUTENBHOCThIO KU3HU. HeoO0XxoauMo INoOBBIIIEHHOE KOJMYeCTBO 0Oeska,
UCTOYHUKHU - HaTypalbHble MPOAYKTHI (MSACO, MTHULA, PbIOA, MOPENPOIYKTHI, MOJIOKO,
KHCIIOMOJIOUHbIE TIPOJYKTHI, TBOPOT, CBIPHI, sifiia). JleTsm cTapiue rojga peKoOMeHayeTcs
BKJIIOUEHHE BBICOKOOETKOBBIX MPOJYKTOB (fiflia, pbida, TBOPOT, ChIP) HE pexe 3 pa3 B
J€Hb, MOJIOKO ¥ KUCJIOMOJIOUHbIE TPOAYKThI HE MeHee 500—-800 mu/nens. BceM nanpentam
Opy HAJIWYUU TAHKPEATUYECKOM HEIOCTATOYHOCTH PEKOMEHJIOBAaH JONOJHUTEIbHbIN
UCTOYHUK OeJKa - 1edyeOHbIe CMeCcH JIJIsl SHTepasibHOro mutanus no 150 - 250 mi 1-3 paza
B JIeHb (KaK BTOPOM 3aBTpak, MOJIIHUK, iepe CHOM). O0beM JOMOTHUTENbHOTO MUTAHUS
OTpeJeNsieTcs] CTENEeHbI0 HYTPUTUBHOW HETOCTATOYHOCTH.

BaxxHo BbICOKOE TOTpEOJIEHHE KUPOB, KOTOpbIE SIBISIIOTCS JHEPreTHUYECKU
«(IJIOTHBIM»  3HEproHocutrenemM (9 Kkau/r); TyTeM aJIeKBaTHOM 3aMEeCTUTENbHOU
bepmenTHON Tepanuu. BaxkeH KaueCTBEHHBI COCTAB >KUPOB: KOJIMUYECTBO HACBIIEHHBIX
U TPAHC-)KUPOB OTPAHUUYMBACTCS; MPEANOYTUTEIbHBI MOJMHEHACHIIICHHBIE >XUPHBIC
kucnotsl (ITHXKK) omera-3, conepxarirecs: B paCTUTENbHBIX Maciax, >KUPE MOPCKUX PBHIO.
DHEPreTuYecKylo IJIOTHOCTh YBEJIMYMBAIOT JIOMOJHUTEIbHBIM MUTAHUEM CMECSIMU C
BKJIIOUeHHEeM cpenHenenodeynbix Tpuriuuepuaos (CLT) c¢  40-70% >xupoBoro
KOMIIOHEHTA, B T.4. cneruanbHbie npenapatsl CL[T.

DHepreTuyeckuil AeUIUT BOCIIONHIETCS Takke yriaeBoaaMu. [IpocTeie yrieBoabl He
OTrpaHUYMBAIOTCSA, OJTHAKO, YUUTHIBASI PUCK accoliMupoBaHHOTO ¢ MB caxapHoro nuabera,
UX PEKOMEHIYeTCs YIOTPeOsTh IOCIE€ OCHOBHBIX MpueMOB muiM. OrpaHuyeHue
JaKTO3bl HEe TpeOyeTcsi. MalbTOAEKCTPUHBI UMEIOT 00Jiee HU3KYI0 OCMOJSIPHOCTh, YEM
MOHO- M JUCaxapyuabl, UX UCIOJIb30BAHUE B COCTABE CMECEH YBEIMYMBAET KAJIOPUNHOCTD
0e3 yBENWYEHUS] OCMOTHMYECKOM HAarpy3kd Ha KHIIEYHUK. AMUIIOpes, Kpearopes,
cTeaTopesi KOPPEKTUPYIOTCS MAHKPEATHYECKUMU 3aMEHUTEISIMU.

Conb HEe OTpaHUYUBAETCA: C TPYIHOTO BO3pacTa 0JIro/1a MpUKopMa IMoJICaTuBaloT, y
Oomee cTapmux JeTel U B3POCHbIX - MOACATMBAHUE MHIIHU MO BKYCY.

[Ipu nuaGete, cBsizanHOM ¢ MB: KamopuitHOCTH pallioHa U COJAEPKAHUE >KHPOB
ocTaeTcs moBbIIeHHbIM! Koppekins ypoBHs caxapa KpOBH - 32 CUET MHCYJIMHA.

[TotpebHocTs B 2Hepruu npu MB momkHa ObiTh moBbiieHa a0 150-200% mo
CpPaBHEHHIO C pacueraMu Ha (akTHdeckuid Bec. KamopuifHOCTh CyTOYHOTO parmoHa
paccuuThIBaeTCs Ha JOJDKEHCTBYromuid Bec [21, 42-45] (Vp.nok. B). Duepretuueckas
noTpeOHOCTh oObOecneunBaeTcss kupamu Ha 35-45%, 15% Oenxamu u 45-50% -
yrineBoaamu. benok naercs B pacuete 200% OT BO3paCcTHBIX HOPMATHUBOB.

Hcnonb3yroTcst cleqyromme peKOMEHAAuu M0 JONOJIHUTEIbHOMY NMUTAaHUO: 1-2
roga - 200 kkan, 3-5 net - 400 kkan, 6-11 ner - 600 kkan, crapmie 12 et - 800 kkan B
cyTku [21, 42-45].

Tabauua 7 - PexkomenayeMblie BeJIMYMHBI OTPeOIeHUS 0€JIKA U JHePrUHu:

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

MunumajabHas ‘ MakcumajabHasa




0-1ron 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 COOTBETCTBUS MAacCChl 1O
POCTY U MoJy Wik Macco-pocTtoBoit unjekc (MPN), pakruueckas macca/uaeanbHas macca
1o pocty u nony x 100% mense 90% y naumeHToB IE€TCKOIO BO3PACTa, a Y MOJPOCTKOB
u B3pocibix - eciid UMT menee 18,5 kr/m2. Beaenue nanuentoB ¢ MB ocymiecTBisioT B
3aBUCUMOCTHU OT UX ¢puzudeckoro craryca (1a6:1.8). [Ipu mokazanusx Z-score mo UMT ot
-1 10 -2 TMarHOCTUPYIOT CPEIHETSHKETYIO HEIOCTATOYHOCTh MUTAHUS, IPU> -2 — TSHKETYIO
HemocTtarouHocTh utanus (Y — B) [21, 42-45].

Tadauna 8 - /Iumerosiornyeckne pekoMeHJAAUMU MO BeleHHI0 nmanueHToB ¢ MB B
3aBHCHMOCTH OT (pM3HYECKOr0 cTaTyCa:

Bo3spacr <2 ner 2 — 18 ner

HopmanbsHoe cocTosiHne MPH = 90-110% MPH = 90-110%
MUTaHUS - TPOPUIAKTHIECKOE

KOHCYJIbTUPOBaHHE

[Tocne nepecmoTpa pexuma JIto6oe cHUXKEeHHE TEMIIOB MPU = 85-89% wunu
NUTaHUs paCCMOTPETH YBEJIMYEHUSI MACCHI TeJa IIOTEPS] MACCHI TEJIA B
HEOOXOMMOCTh BBEJICHUS nocynennue 4-6 mMecsles
CIELHAJIbHBIX CMECEH HAOJI0ICHUS UITU

OTCYTCTBHE €T0
HapacTaHus uepes 6
MecsIEB HaOIIOAEHUS

ArpeccuBHOe niuTaHue: uepe3 | HeBO3AMOXKHOCTD yIIydIIUTh MPU unu nanenue Maccol
racTpoCTOMY M HYTPUTHUBHBIN CTaTyc Ha (OHE | Tella HUXKe 2 MEePUEeHTUIIS
HAa30TacTpaIbHBIN 30HT; PUMEHEHUS Ha (OHE MPUMEHEHUU
napeHTepaibHOE MUTAaHUE JIOTIOJTHUTEILHOTO JIOTIOTHUTENLHOTO
SHTEPAITLHOTO TUTAHUS HHTEPATLHOTO MUTAHUS

JleT mepBOro roga KU3HW. Y JE€TEH MEPBBIX MECSIEB KU3HU ONTHMAJIbHOM MUIIEH
SBIISIETCS ~ MATEPUHCKOE  MOJIOKO C  JI00aBJIEHHEM  MHKPOTPaHYJIHPOBAHHBIX
naHKpeaTudeckux (epMEeHTOB B Kakoe kopmiienue [21, 42-45, 51, 59-61, 90] (VI — B).
NneanbHbIM SIBISIETCS HENACTEPU30BAHHOE TPYJAHOE MOJIOKO, YTO ACCOLMUPYETCS C
JYYIIAMHM  TIOKa3aTeISIMH JICTOYHBIX (YHKIMH, HU3KOM YacTOTOM WH(EKIIMOHHBIX
srmu30710B. [Ipy HEBO3MOXKHOCTH HOBOPOXXJAEHHBIM CaMOCTOSITEJIBHO BBICACHIBATh
HEOOXOMUMBIH O00BEM MOJIOKA BBHJY TSKECTH COCTOSHHS, TIONYYarOT CIEKECHHOS
HEMacTEepHU30BaHHOE MATEPUHCKOE MOJIOKO M3 OYTHUIOYKH WJIM 4Yepe3 Ha30racTpalbHbIN
3oHA. Ilpm HemocTatoyHOW mNpuOaBKEe B Bece MOJIOKO 00OOramiarT J00aBICHHEM Ha
kaxaeie 100 Mi1 5 T cyXxoi cMecH Ha OCHOBE THApOJIN3aTa OelIKa CO CpeaHeIIeTOYCYHBIMHU
tpurnunepuaamu (CLT).

[Tpu CMEIIaHHOM/MCKYCCTBEHHOM BCKapMJIMBaHUU PEKOMEHTYIOTCS
BBICOKOKAJIOpUKHBIE cMmecu, conepxkamme CLHT wu  pacTuTenbHble  KUPBI B
AMYJIbIrMpOBaHHON (opme. VY neTeit, COXpaHSAIOINIUX YIAOBICTBOPUTEIHHBIE TEMIIbI



(U3HUECKOTO Pa3BUTHSA, MOTYT UCIIOJIB30BATHCS OOBIYHBIC Al TUPOBAHHBIC MOJOYHBIC
cmecu. s nereit ¢ MB He pekOMEHAYeTCsl UCIIOIb30BaTh 3aMEHUTENH ¢ HU3KUM (1,1 —
1,3 r/100 mi) comepkanueMm Oenka. [Ipu runorpodun Ha3zHAYAIOT CMECHM Ha OCHOBE
ruapoauzatoB Oenka ¢ BkiaroueHueM CLT ne menee 50% xupoBoro kommnonenta (Y[ —
B).

[Ipy MOBTOPHBIX KypcaxX aHTHOAKTEpUATLHON Teparmuu PEKOMEHIOBAHO BBECTHU
aIanTHPOBAHHYIO KHUCIIOMOJIOYHYIO CMECh HJIM CMECh, 0OOTAICHHYIO TIPOOMOTHKAMHU, B
KoJudecTBe 110 1/3 cyrouHoro oobema.

[Ipukopm BBOAUTCS B 4—5 Mec., Ipu HU3KOM MpubaBke B Macce paHblie (Tadu. 9)
[21, 32, 33, 42-45, 51, 59-61] (YA — B). [IlepBeiMu OirogaMu NpUKOpMA CIIyKatT
DHEPreTUYCCKN IIOTHBIC OJIF0Aa: Kalld Ha CIEKECHHOM MOJIOKE/MOJIOYHOW CMECH CO
CIIMBOYHBIM MacyioM, TBOpoOr 4,5-5% >KUPHOCTH, OBOIIHOE MIOPE C MSCHBIM IIOpE H
PaCTUTEIIBHBIM MAcCIIOM, KENTOK. VICIOJIb3yIOT BBICOKOKAJIOPUIHBIE MPOTYKTHI PUKOPMA,
oOoraiieHHbIe BUTAMHUHHO-MUHEPAIBHBIM KOMIUICKCOM: JETCKAE MOJIOYHBIC Kalllu
IPOMBIIIJICHHOTO MPOW3BOJICTBA C JI0OABJICHUEM CIMBOYHOI'O Maciia, OBOIIHBIC IOPE C
n00aBJIeCHUEM PaCTUTEIIBHOTO Maciia, Msca. BO3MOXHO BBEJCHHUE MSCHOTO IIOpE B
KauyecTBe NepBOro nprukopMa. KopoBbe 1 K03b€ MOJIOKO MOKHO UCITIOJIB30BaTh ¢ 8—9 mec.
B 3T ke CcpokH BBOJAT HEaJAANTHPOBAHHBIC KHUCIOMOJOYHBIC MPOAYKTH (Kedup,
HATypaJIbHBIA HOTYpPT), oOoraiieHHble XUBBIMH Oudumo- u jmaktoOakTepusmu. JleTsm
paHHEro BO3pacTa Ha3HA4YalOT TOJUMBUTAMHHHBIE J100aBKHM;, OJfofa TPUKOPMaA
noJicanuBaroT. J[OMOJHUTEIbHOE KOJIMYECTBO MOBAPEHHOM CONM B J€Hb cocTaBiseT 1/8
yaitHoi joxku (0,6 — 0,7 1) B mepBoM nostyrofauu u Y4 4. 1. (1,25 r) nns peGenka 6-12
MECSIIEB.

Taoauna 9. Oco0eHHOCTH BBeJAeHUS MPUKOPMA JeTSAM MepBOro roaa xu3uu ¢ MB:

IIpoaykTsl 1 6711012 Bo3pacrt (mec.)
DpyKTOBOE MIOpE 6
TBoOpor 4-45
Kenrtok 5
[Trope oBomiHOE 4,5-5
Macio pacTuTeIbHOE 45-5
Kamia 4 (Ha rpyJHOM MOJIOKE, MOJIOYHON CMECH HIIM THAPOIU3aTe Oelka)
Maco ciuBoYHOe 4
[Trope msicHOE 5-5,5
Monoxko 8 — 9 (s mpuroTOBIEHUS OJIIO])
Kedup, riorypr 8—-9
Cyxapwu, x71eb 7 — 8 (NIIeHNYHBIN, BHICHIETO COPTA)

IIuTanue TOMIKOJIBHUKOB, IIKOJbHIUKOB H B3POCJIbIX, 00abHbIX MB [1, 2,9, 12, 21,

32, 33, 42-45, 51, 59-61].
OCHOBHOW MNPUHIIMI — AKTUBHBIM MOAXOJ K MHUTaHUIO B Jt0OoM Bo3pacrte. [lutanue
JIOJKHO OBITh peryisipHbiM (6 pas/nenb, popmyna 3+3): 3 oCHOBHBIX (3aBTpak, 00ef,
y>KUH) ¥ 3 JIONOJIHUTENBHBIX NepeKyca (2-i 3aBTpak, MOJIHUK, HA HOYb).

[lutanue AOMKHO OBITh «IIOTHBIM»: B KaXIblii OCHOBHOW MPHUEM MUIIU JOJKHbI
BKJIIOYATHCS OJIF0J1a, COMIepIKallie KauyeCTBEHHBIE KMBOTHBIE O€NKH, ITMHK (MsICO, phiOa,



Si11a, MOJIOYHBIE MPOJYKTHI), KAYECTBEHHBIC JKUPHI (PACTUTEIILHOE MAacjio — parcoBoe,
COEBOE, JIbHSHOE, THIKBEHHOE, OJIMBKOBOE, B MEHBIIEH CTENEHH — TMOJCOJTHEYHOE,
KYKypy3HO€, CIIMBOYHOE Macjo, CMETaHa, CIIMBKU), CIOXKHBIE (KPYIbI, XJIe0, OBOIIU) U, B
MEHBIIIEH CTEeNeHU, MPOCThie (CIATOCTH, BApEHbE, M) YIieBOJbI. JOMOTHUTEIbHBIE
npuemMbl NOUIIM (2-H 3aBTpak, MOJJIHUK, IEped CHOM) OO0fA3aTeNbHbI; COCTOST U3
KHCJIOMOJIOUYHBIX MPOJIYKTOB, TBOPOTa, (DPYKTOB, BBIIIEUKH, YMEPEHHOTO KOJIUYECTBA
CIaOCTEN.

[Ipu OpOHXOJErOYHBIX OOOCTPEHHSX, 3HAYUTEIHLHOM OTCTaBaHUU B Bece s
MEePEKYCOB HCIOJIB3YIOT CHEIUATU3UPOBAHHBIE BBICOKOIHEPIreTHUECKUE KOKTEHIN WU
CMECH JIJIsl SHTEPATBLHOTO MMUTAHMUS.

[lokazaHnuem K JOMOJHUTEIBHOMY TMHTAHUIO SBIAETCS JI000€ CHIDKCHUE
HOPMAaJIBHBIX (BO3PACTHBIX) MPUOABOK MACCHI TeJla/pocTa; (hakTUueckas Macca Tejia HIKe
25-r0 NMEepUEeHTUIIA.

K BbICOKOKAIOpUIHBIM OTHOCSTCS cMecH, coaepskaliue oonee 70 kkan/100 mut nms
nereit 1o 12 mec, ot 100 mo 150 kkan — miis nereit 1-6 jet; ot 150 mo 200 kkan — 1st gerei
crapiie 7 JIeT v B3pocibiX. sl J0N0JHUTENbHOI0 MUTAHNS OJAPOCTKOB M B3POCIbIX
¢ MB He pekOMeHIYeTCH HCIOJb30BAHME CHECUMATbHBLIX NPOAYKTOB U _CMecei LI
CIIOPTHBHOI'O MUTAHMSI.

Juemonozuueckas npogunakmuxa accoyuupogannoii ¢ MB 6one3nu neuenu u
accoyuupoeannozo ¢ MB caxapnozo ouavema (21, 32, 33, 42-45, 51, 59-61]. Ilpu MB
1m0 10% x moapocTKOBOMY BO3pacTy MMEKT 1uppo3 nedenu; 10 50% x 30-metHemy
Bo3pacty caxapHsiM nuadberom (CFRD). HexxenarenbHbI TPOTYKTHI:
® YBEJIMYMBAIONIME HArpy3Ky Ha MEYEHb, JKEIUEBBIBOJAIIME ITYTH, MOIKEIYIOUYHYIO
Kenesy:  TpaHC-KUpbl  (KapeHble Odrofa, KOMYEHOCTH, KOJOacHble  U3/enus
IPOMBIIIJIEHHOTO MPOU3BOJCTBA, MSICHBIE JIEJIMKATECHI, KYJIUHAPHBIN KUp, MaprapuH, B
T.4. B COCTaBE MPOAYKTOB - BBIIIEYKHU, [I€UYEHbS, KOHAUTEPCKUX U3 );

e cojepkamue OOJBIIOE KOJIHMYECTBO CTAOMIM3aTOPOB, MCKYCCTBEHHBIX KpacHUTENeH,
KOHCEPBAHTOB: MalOHE3 TMPOMBIIUICHHOTO MPOU3BOJICTBA, (acTdyn, Tak HazbIBaeMas
«MycopHas nuiiay — junk food: UuMICel, CyxapukH, Jiariia MrHOBEHHOTO ITPUTOTOBIICHHUS,
TOTOBBIE CyXue MmoaypadbpuKaTel, CIaAKue ra3upOBaHHBIC HATUTKHU : IMMOHABI KOKa-KOJIa,
danTa, cmopaiit, Hepa3OaBieHHbIE ClaAKue (DPYKTOBbIE HANMUTKUA («HEKTAPhD»)
MIPOMBIIIJIEHHOT'O MPOU3BOICTBA B OOJIBILIOM KOJIMYECTBE U OTAEIBHO OT APYTUX MPUEMOB
MUIIH - padhUHUPOBAHHBIEC POCTHIC YTIAEBOBI (caxap, KOH(ETHI-JIeICHIIbI);

® TIpU COXPAHSIONIUXCS JTUCIENTHYCCKUX SBICHUAX (yBEIMYCHHUE >KMBOTA, OONHM B
KUBOTE, METEOPU3M, YAaCThIil CTyJ, BbINAJCHUE MPSMOWU KHUIIKK) - OOJbIINE OOBEMBI
MPOIYKTOB, YCHJIMBAIOIINX ra3000pa30BaHUE B KUIIIEYHUKE: 1IETTbHO3EPHOBOM U OTpyOHOMI
xJ1e0, CBekas W Kucjas OelloKoYaHHas, KpaCHOKOYaHHas KamycTa, O0OOBBIE, CBEKIA,
KOXHIIAa M CEMEYKH OT (PPYKTOB, OPEXH, TPHOBI, HEpa30aBICHHBIE COKH;

e 1pu GOPMHUPOBAHUHU CAXAPHOTO IUA0ETa, ACCOIMMHPOBAHHOTO C MYKOBHUCIIHI030M
(CFRD), xanopuitHOCTh palrioHa 1 COAepKaHUE KUPOB (B OTIUYHE OT quadeta 1-ro u 2-
ro TUIA) COXPAHSIOTCS MOBBIIIEHHBIMHU.

[Ipy MB BaxHO JOMOJHHUTENBHOE TMOJCAJIMBAHUE TMHIINH, OOOTaIleHue e
JUTMHHOLIETIOYEYHBIMU  TTOJIMHEHACHIIIIEHHBIMU  KUpHBIMU ~ KucioTtamu  (JILTTHXXK),
KaJIbLIUEM.




Just 0oabHBIX ¢ MB Ba:XHO ajeKBaTHOEe HAJIMYME MUKPOIJIEMEHTOB U BUTAMHUHOB
[21, 32, 33, 42-45, 51, 59-61, 90].
Ta6auna 10 - bazoBas NOTPeGHOCTH B J1EKTPOJIUTAX.

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

Jletu no roga 2-3 2-3 2-4

Jletn mnaamero Bozpacra | 2-3 1-2 2-3
[IIKOJIbHUKHU-B3POCIIBIE 1-3 1-2 2

CyTrouHasi MOTPEOHOCTh B HATPUM CKJIAJIbIBACTCS M3 (PU3UOJIOTHYECKON MOTPEOHOCTU U
neduurTa, BBI3BAaHHOTO MATOJIOTMYECKUM MTPOLIECCOM.
[Tatmenram ¢ MB pexoMeHa0BaHO AOMOJHUTENbHOE BBeaecHHEe Kanublus: 400-800 mr
netsaM; 800-1200 Mr mogpocTkaM U B3pOCIIBIM.
Bumamunomepanus.
PexomeH10BaHO Ha3HAYCHHE KUPOPACTBOPUMBIX BUTAMUHOB, HU3KUE YPOBHU KOTOPBIX
PETUCTPUPYIOTCS MPAKTUYECKH Y BCEX OOJIBHBIX. YMEPEHHO TMOBBIIIEHHBIE YPOBHU
petunona (o 110 Mr/mi) B CBIBOPOTKE KPOBHU TMOJIOKUTENIBHO KoppenupyroT ¢ ODBI
(ODB1>80%). YV mHeneueHnbix O0JbHBIX MB remopparuueckuii CHHIPOM MOKET
MaHU(ECTUPOBATh BUTAMUH-K HE0CTaTOYHOCTHIO. Y HOBOPOXKICHHBIX U TPYAHBIX JCTECH
OHa MOXXET MPOSBUTHCA HEOOBICHUMOM TeMOopparuiecKoi mypnypoi, MHTECTUHAIbHBIMHU
KpPOBOTEUYEHUSIMHM, JJINTEIIbHOM KPOBOTOYMBOCTBIO B MecTax uUHbeKIui. [lpu
MHTEHCUBHON aHTUOAKTEpHAIbHOW Tepanuu, MNP TOPAKEHUU T[E€YEHU HapyIICHbI
npouecchl koaryisiuuu. [Ipu MB nHemocratouno Butammna J[, Hapymen docdopHo-
KaJubllMeBbI OOMeH; Bce OonbHble MB ¢ maHKpeaTHYecKod HeIO0CTaTOYHOCTHIO
€KEeTHEBHO JOJIKHBI MOJIYYaTh JIOMOJIHUTEIHLHO KUPOPACTBOpUMBIE BUTaAaMUHBI (A, /I, E
K) u 6era-kapoTuH; ¢ coxpaHHOH (DYHKITUEH ITOKETYTOTHOM JKeJe3bl - BATaMUH E.
BomopacTBopuMbie BUTaMUHBI Ha3Ha4aroTCs OodbHBIM MB B OOBIYHBIX
J03UPOBKaX, 3a HCKIOYeHHeM BuTtamMuHa C, MOTPEOHOCTH B KOTOPOM Y OOJBHBIX
NOBBIILIEHA, U BUTaMHHa B12 ciyyasix pe3ekunu noaB3A0MIHON KUIIKH.

Tadauna 11 - Pexkomenayemble 03bl KHPOPACTBOPUMbIX BHTAMHMHOB U OeTa-
KapoOTHHA JJisl manueHToB ¢ MB.

Buramunbl XapaKTepHuCTHKa OOJbHBIX J1o3b1
A Bce c [TH* 4000-10000 ME/cyt**
I Bce c [TH* 400 - 2000 ME/cyT**
Bce: 0-6 mec 25 ME/cyt **
6-12 mec 50 ME/cyT
E 1-4 rona 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
IIPY NIATOJIOTMH NICYEHU 2-10 mr/cyT
Bce ¢ I[TH 0,5 — 1 mr/kr/cyT, makc. 50
bera-kapotun
MI/CyT
*TIH — MMaHKPCATHYCCKasd HCAOCTATOYHOCTh
**HepeBoz[ OJHHUX CANHUIL I/I3M€p€HI/Iﬁ 103 BUTAMHWHOB B IPYTUC:




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

ArpeccuBHbIC MeTOAbI HYyTPMTUBHON MOAJEPKKHU y manueHToB ¢ MB [21, 42-45, 59-
61, 90]:

IToka3aHus K MPUMEHEHUIO «arpECCUBHBIX» METOJIOB HYTPUTUBHON OAAEPKKHU:

Y oemeii:

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

e (pakTruueckas Macca Tena Huxke 3 mepueHtwis (wim Z-score UMT/Bo3pact, macca
TEJIa/BO3pacT, Macca Teja/pocT MeHee -2);

e (pakTHueckas Macca Tella HIKE JOJDKHOrO 3HaueHus Ha 15% wunum menee 25
nepIeHTU IS Ha (POHE TOTIOTHUTEIFHOTO TUTAHUSI CIIEIIUATIbEHBIMUA CMECSIMH.

Y eé3pocavix:

o UMT <18,5 unu cHU>KEHKE MacChl Tesia 6oJiee yeM Ha 5% 3a mepuo]; MeHee 2 MECSIICB,;
e HeB03MOXHOCTB yIy4IINTh HYTPUTUBHBIN CTATyC Ha (POHE TOTIOJIHUTEIILHOTO MprUeMa
BBICOKOKJIOPUMHBIX CMECEH.

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

1. 3on0oeoe Inmepanvnoe numanue B BHUAEC HOYHON THUIEpAIIMMEHTAIMU, YEpeE3
HA30racTpaibHbII 30H] WIM Yepe3 MepKyTaHHYIo racTtpoctoMy [21]. Mcnonp3ytoT cmecu
JUTSL SHTEPAIbHOTO MUTAHUS, BBOAAT KamlelbHO (C MOMOIIbI0 MH(PY3MOHHOTO Hacoca) B
HOYHOE BpeMsl B TeUeHHE 5-6 4acoB. MOryT UCIIOJI30BATHCS KaK MOJTY3JIEMEHTHBIE CMECH
(Ha ocHOBe THAPOIMU3ATOB Oe€liKa), TaK W TMOJUMEpHBIC (MOCIIETHUE MPEANOUYTUTEIbHBI
BBH1Y OTHOCUTEIBHO HU3KON OCMOJIIpHOCTH). HOUHYIO rUnepalMMEHTallui0 HAYMHAIOT C
1/3 paccunTaHHON OT CYTOYHOW MOTPEOHOCTH B KaJOPUSAX M YBEIWYUBAIOT MO MeEpe
npubaBku B Bece. OObEM CMECH 71 HOUHOU TUTepaIuMeHTaIH TOA0MPAETCS TaK, YTOOBI
HE CHHWXXAJCS amnmeTUT B JHEBHOE BpeMdA. 3aMecTuTenbHas (epMEeHTHas Tepamnus
IPOBOAUTCS MHUHHUMUKPOC(HEPUUYECKUMH TpernapaTaMu TaHKpeaThHa. ONTHMAaJbHA
YCTAHOBKA HHM3KONPO(QWILHOH TacTPOCTOMBI, KOTOpas IO3BOJIAET MOJANEPKUBATH
aKTUBHBIA 00pa3 JKH3HU, HE MEIIAET CHOPTUBHBIM 3aHATHUSM U TIPOBEICHUIO
KUHE3UTEPAIHH.

2. Ilapenmepanvnoe numanue:

e [lonHoe (UEHTpanbHBII BEHO3HBIN KaTETEP): MPHU COCTOSHUSX IOCIE OMNepaluy Ha
KHUIIIEYHHUKE; CHHAPOME KOPOTKOM KUIIKH; OCTPOM MMaHKPEATHUTE.

e YactuyHoe (C HENbI0 JOMOJHUTEIHHOTO MUTAHUA), UCTIOJIB3yeTCs Mepudepudeckas
BEHA: )KUPOBbBIEC IMYJIbCUHU; TJIFOKO30-aMUHOKUCIOTHBIE CMECH, BUTAMUHBI.

Tabaunma 12 - Buasl nuratesbHbIX cMeceld npu MB:

HaumenoBanue

e (CwmecH ISl NTApEHTEPAITBHOTO MUTAHUS

L4 Pacm@opbl amMuHoKuciaom

e (CwmecH WIS CENHATM3UPOBAHHOTO OCIIKOBOTO MUTAHUS

L4 Cwmecu JJIA OHTCPAJIbHOI'O TN TAHWA




JInd  [ONOJMHUTENBHOIO  DHTEPAIBHOIO IUTAHUA  PEKOMEHIYIOTCA IPUMEHEHUE
MUTATEIbHBIX CMECEH C Yy4eTOM BO3pacTa, CyTOYHBIX MOTPEOHOCTEH, OTKIOHEHHI B
HYTPUTUBHOM CTaTyce.

Pa3HOBUAHOCTH MUTATEIBHBIX CMECEN U1l DHTEPAIBHOIO ITUTAHUSA

® Ha OCHOBE LEJbHBIX OEJIKOB MOJIOKA WJIM YaCTUYHOTO TUAPOIN3a OenKa;

e Ha OCHOBE OEJIKOB MOJIOKA;

® Ha OCHOBE ITyOOKHMX T'HIpoau3aToB Oenka, ¢ BkioueHueMm CL[T B cocTaB >kHMpoOBOTO
KOMIIOHEHTA;

®  MOJIOYHBIEC KOKTEWIN U BBICOKOKAJIOPUMHBIE ITYAUHIH;

e Macia, CoAepIKallre CPEAHELEIIOUECYHbIE TPUTTTULIEPUIBI.

Pexum:

OyeHb BaXHO COOJIFOJICHWE  CAHUTAPHO-TUTHEHWYECKOro pexuma npu MB
(mpoBeTpUBaHKE TOMEIIEHUM, UCKIIOYEHUE KOHTAKTa ¢ WH(QEKIMOHHBIMU OOJILHBIMH,
YUCTOE HATEIILHOE U TIOCTENIbHOE Oelibe U JIp.).

OO0uue Mepbl NPOPUIAKTHKU: 0053aTEIHHO HMCIOJIB30BAHUE COOTBETCTBYIOIIUX MEP
npopuIakTUKU WHEQEKIMNA Kak y TMalueHTOB, TaK M MeApaOOTHUKOB INpu padore ¢
nanuentramu  MB. Konrtaktel Mmexnay mnamueHtamMmu MB  10mKHBI OBITH CBEJCHBI K
MHHUAMYMY.

Kune3utepanus (JeueHue ¢ MOMOIIbIO ABMXeHUs ) [2, 6, 9, 13-15, 17, 18].

[IpuHIUTIBI KHHE3UTEPATTUN:

® OT IPOCTOT0 YNPaXHEHUS K CIOKHOMY;

® aJanTUPOBATh METOJUKH JUIS TIAIIUCHTA, a HE HA000POT;

® OTCYTCTBUE PE3KHX JBHKCHUMN;

® 3aHATHE JIOJDKHO NMPUHOCHUTH MAIIUEHTY O00JerdYeHUe U yI0BOJbCTBHE.
Kunesutepanus BkiatoyaeT (PU3HYECKHE YIPAKHEHUsI, CICIHUAJbHBIC JIbIXaTeIbHBIC
MaHEBPHl W TIOJIOKEHHUS, BHOPAIIMOHHBIM Macca)k TPYAHOM KIIETKH, arrapaTHas
TUMHACTHKA, allllapaTHYI APCHAKHYI0 BHOpOTEpanuM TPYAHOM KIETKH, OOydYeHHE
TEXHHUKE UHTaJISIHNH.

- JlpeHaKHbIe MOJI0KEHM S

Pexxum no3upoBanwus: 1 u/unum 2 pasa B ieHb, 10 eabl/4epe3 |1 yac mocie eapl U 3a 2 yaca
o cHa, 1o 15-20 MuH; BO BpeMsl OJJHOM APEHAKHOW MO3UIUU AenaeTcss 6-7 BIOXOB;
gepenysich Ipyr ¢ ApyromM (Ha 1 3aHsTHE TpUXOAUTCA HE Oojee 3-X pasIuYHBIX
MOJIO’KEHUM ); B JI€4EOHBIN KOMIUIEKC Ka)K/10€ HOBOE YIIPAXKHEHUE BBOJUTCS MOCTENIEHHO,
He Oosiee 1-ro HOBOTO MOJIOKEHUS, 00yUasich 5-6 qTHEH.

- Knondgmaccax ¢ ucnonp3oBaHueM 8-12 Touek B MOCIEIOBATEIBHBIX JAPEHAXKHBIX
moJIOKeHMAX [51].

- AytoreHnblii apenaxxk (AJAP) - nns mamumeHToB OoJiee OCO3HAHHOTO BO3pacTa — C
COOJTIOJICHMEM COOTBETCBYIOMIUX (a3 M JbIXaTEIbHBIX MAHEBPOB



- ACCHCTHPOBAHHBIN ayTOreHHbl apeHak (AA/IP). ocHoBaH Ha mnpUHUMIIAX
ayTOr€HHOI'0 JpeHaka M UCIOJIb3YETCs y MalUeHTOB, KOTOPbIE HECTIOCOOHBI MMPOBOJIUTH
AJIP camocTtositensHo [58].

- IIlpumeHeHue cnenuaJbHBIX AbIXaTeJbHbIX TpeHa:xkepoB PEP (Positive Expiratory
Pressure, moyioKUTENbHOE JaBICHHME Ha BBIIOXE) cHcTeMaMHM (C  CO3JaHUEM
MOJIOKUTENbHOTO JaBiieHus B ycnoBusix JIITY u/unu camocrositensHoit PEP-Tepanuu; niis
BuOparmonnoit PEP-tepanuu; Harpy3ounble/mo0yIuTeabHbIe CIIMPOMETPHI, paboTaroI1e
1o 00bEMY U MOTOKY; (uarTepsl Ajs 00JeryeHrs oTKauuiuBanus u ap.) [13-15, 53, 59].

- AnnapatHble MeTO/bl KHHE3UTEPANMH, OCOOCHHO y JETEH MIIaJIIero Bo3pacta u
TSDKEJIBIX TMAIMEHTOB C TMOMOINbI0 BHOpammoHHoro Bo3aewctBus [13-15, 51]: B Bume
BHOPO-KMJIETOB Pa3JIMYHBIX Pa3MEPOB, B 3aBUCUMOCTH OT BO3pacTa U pazMepa rpyIHOU
KJIETKY NanueHTa; Buopoakycruyeckas repanusi (BAT): coderanue BUOpallmOHHOTO U
aKyCTUYECKOTO BO3JECHUCTBUS BOJTHAMM BBICOKOW MHTEHCUBHOCTH [52].

3.1.4 [dvixamensnovle ynpaxcuenusn [2, 6, 9, 13-15, 17, 18]: Hapsany ¢ KuHe3UTEpanuen
MPUMEHSIIOTCA bIXaTeJIbHbIE YIPAXKHECHUS:
1. «<bAHAH» mnonoxenue Ha cnuHe. Pyku BBITSIHYTHI BBEPX M HAIpPaBJICHBI B OJHY
CTOpOHY (BJIEBO WJIM BIIPaBo). TylIOBUIIE MAKCUMAIBHO N30THYTO. HOTH BBITSHYTHI IPSIMO
Y HampaBJI€HbI B TY>KE CTOPOHY, YTO U PYKH.
2. «BUHT» I'onoBa 1 BepXHsisi 4acTh TYJOBUIIA PUKATHI K MOJTY, KACASICh €T0 JIOMATKAMMU.
Pyku BBITAHYTHI BBepX. HIDKHSS 4acTh TyJOBHINA MMOBEpHYTa HAOOK B OJIHY CTOPOHY
(BneBo wim BrpaBo). HikHss HOra BhITSHYTa. BepxHssi HOra MakCMMalbHO COTHYTa B
KOJIEHE.
3. «kKKOBPA» nonoxenue Ha xuBoTe. Horu BBITAHYTHL. Pyku TSHYTCS Ha3zaj 10 ATOIUIL.
3atem, TOJ0Ba U BEPXHSA YaCTh TYJIOBUIIA MOJHUMAIOTCS BBEPX.
4. «Y3EJI» Ilonoxenune cund. IlpaBasg Hora corHyra B KOJIEHE, HalpaBJ€Ha BIIEBO U
IIOMENICHA 3a JIEBOM KOJICHKOW. BepXHss 4acTe TyJ0oBHIIA MOBEPHYTA BIpaBo. IIpaBas
pyKa, B BUJIE YyNOpa, MO3aqu STOJUI, KaK MOKHO Jaiblile BiIeBO. KOHUMKM MaliblLEB
HarpaBJieHbl Ha3al. JIOKOTh JIeBOW pyKM IpHKaT K MPaBOil KOJIEHKE. 3aTeEM B APYTYIO
CTOpPOHY.
5. «KYBBIPOK» M3 nonokeHusi CUIsd BpaliaThCs Ha CIMHE Haszal, J0 TeX IMOop, MOKa
KOJICHU HE KOCHYTCS yIIEH. Pykn noaiepxuBaroT Aroauibl.
6. «['OPKA» nonoxxenue cuas Ha naTkax. Pyku Ha3az, kak ynop. BapuaHTsl yripaKHEHUS:
- KOHYMKH MMAJIBIIEB HAIIPABIICHBI Ha3ald. [ pyap NpUNOHATH BBEPX.
- Y3 TIOJIOKEHUS «CHJISl HA TATKAX» MEJJICHHO JIBUTAThCS BIEPE C BBITSHYTHIMUA PYKaMH.
Slroaniiel mo3aau KOJIEHEH.
7. « KNP A®» CTost Ha KOJNEHSX, JI€Bas pPyKa BbITAHYTa BBEpX. TyIOBUIIE TIOBOPAYMBAETCS
BIIPABO BCJIEJ 3a MpaBOM PyKOH, KOTOpas JOJKHA KOCHYThCSl JIEBOM MSTKU. 3aTeM, B
IPYry0 CTOPOHY
8. «IITUYKA» B monoxeHuun Jiexxka Ha )KUBOTE BEPXHIOK YAaCTh TYJIOBHUINA U TOJIOBY
npunogHiaTe. OpHa pyka BeITAHYTa Bhoepen. [pyras pyka cxkumaer CTOIy
MPOTUBOMOJIOKHOW CTOPOHBL.

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




Jlns 6onee cTapinX U B3POCIBIX: «KOOpay, «y3em», «BUHT», «PbIOKa», «ITHYKAY,

«KYBBIPOK».
Tabdaumna 14 - Buasl cnopra, paspellieHHble W 3alpelieHHble y O0O0JbHBIX
MYKOBHCIIHI030M.
Paspemeno 3anpemeHo®
IInaBaHue Konbkn
ber Tspkeias aTineTuka
E3na na Benocunene dyT1Oon
JIbrKu XOKKEH
bagmunrron boxkc
bonbmon u Masiblii TEHHUC IIpeIKKH B BOIY
BepxoBase3na Perou
Wora 131010
Yy backetb6on
Bomneitbon Motocnopt
[onsd
Typusm

*[Ipumenanue: 3mu 6UObI CNOPMA 3aNpeujeHsl 8 CEA3U ¢ ONACHOCBIO, NOBLIUEHHOU MPABMAMU3AYUY, CIeOCTNEUEM KOTNOPOT
ABNACTNCA ONUMENbHBIU NepUod 0SPAHUYEHUA QUIUYECKOU aKMUBHOCMY, YMO KpaliHe HeOnazonpusimno CKa3vléaemcs Ha
OpPEeHAdCHOU (DYHKYULU Te2KUX.

Kucnopoxorepanus.

OnHuM W3 TSOKENbIX OCIoKHeHUM MB  daBnsieTcss XpoHWYecKas AbIXaTelbHasl
HenocrtarouHocTh (XJH). I'nmaBabiM npusznakoMm XJIH siBisieTcst TUIOKCEMUSI (CHM>KEHUE
COJIEpKaHMs KHCIIOPOJia B apTepuanbHON KpoBH). Koppekuus runokceMun npoOBOAUTCS
JUTUTENILHOW KuciopoaoTepanueit (He meHee 15 wacos/cytku (Y — B)). IIpoBogutcs B
JIOMAIIHUX YCJIOBUAX - JyuTeNnbHas kucaopoaotepanus (IKT); Haznauenue kucnopoaa (>
15 yacoB/CyTKHM) yBETUYMBAET BBDKUBAEMOCTh Y OOJIbHBIX ¢ Tunokcemuei B mokoe (Y /I —
B). Hcnonw3ytor koHueHTtpatopbl kuciopona. JKT Ha3zHauaeTcs mpu CTOMKOH
runokcemuu (Sp02<89% wu/umm Pa02<55 mm prt.ct.) He Menee 16 wac/cyr. Ilpm
TUTMIOKCEMUU TOJBKO Ha (poHe (M3MUECKHX HArpy30K ammapaT HUCIOIb3YETCs BO BpeMs
Harpy3o0K, IIp¥ HOYHOU TUIIOKCEMHHM - HOUbO. KOHTPOIb TPOBOAUTCS MYyJIBCOKCUMETPUEH
Y UCCIIEIOBAHUEM Ta30B apTepUaATbHON KPOBHU.

3amaga JIKT - noctmxkenune 3Haderuit Pa0,>60 mM pr.cT. 1 Sa0,>90%. He cnenyer
N00WBaThCS YBEIMUEHUS MMOKA3aTENEeH MyIbCOKCUMETPHUH BhIlie 94-95%, Tak Kak B 3TOM
CJIy4yae BO3MOXXHO Pa3BUTHE TMIIEPKAITHUH.

3.2 MeaukaMeHTO3HOe JIeYeHue:

Cpenn MeIMKaMeHTO3HOM Tepanuu HandoIbIIee 3HAUeHHe NMEKOT:

e MykonuTHnueckas Teparnus;

e bpOoHXOJUTHYECKAs TepaNus;

e 3aMecTUTeNIbHAS TEPANUS HEJOCTATOUHOCTH SK30KPUHHOU (PYHKIIUU MOKETYTOYHOM
KEJIe3bl;



e AnTubOaKTepHuanbHas Tepamnus;
e [IpotuBoBCHANUTENIbHAS TEPAINS,
e BuramuHoTepanus

MyxkoauTnyeckass tepanus [9, 17, 46]. Llens - HOpManu3anus BS3KOAIACTUYECKHUX
CBOMCTB CEKpeTa M ONTHUMHU3AIUs MYKOIWIMApHOro TpaHcnopra. OO0s3aTenbHbI
JocTaTouHas ruapaTanus ¢ KuHe3utTepanus. IIpuMeHeHMe TNPOTHBOKANLIEBBIX
NpenapaToB NPOTHBONOKA3aHo [9, 46].

[lyTe BBeAeHUS MNPEANOYTUTEIHFHO HHTANSIIMOHHBIN. OrieHka 3P GEeKTUBHOCTH
MPOBOJIUTCS KJIMHUYECKU (OIEHKAa CYTOYHOro je0eTa MOKpPOThI, HU3MEHEHUN ee
KOHCHUCTEHIIUH, OIICHKA CTETICHU JbIXaTeIbHOM HEIOCTATOYHOCTH ).

Kaaccebl MykoauTukos npu MB:

- JlopHa3a aabga - pacTBOp PEKOMOWHAHTHOM UYEIOBEUECKOU JE€30KCUPUOOHYKIICashl;
paspbiBaeT BoaopoaHbie cBs3u Mojiekyn JIHK, nelictByeT Ha Bce 3BEHBS «IIOPOYHOTO
kpyra» MB — oOctpykumio, uHpexuuto, Bocnanenue (Y A). Ilpumensercs
WHTAJSIITMOHHO B 703€ 2,5 Mr 1 pa3 B CyTKHU (B TSDKEIBIX CIydassX MOKET BBOJUTCS B JIBa
npuema). BoauTcs mnpu momoiu JpKeT-HeOymaizepa/KoMIipeccopa MHOTOPa30BOTO
MOJIb30BaHMsI, WJIM MelI-HeOynaizepa. SABnsercs 60a30BbIM MYKOJIMTUKOM U Ha3HA4aeTCs
BceM OoapHBIM MB cpa3y nociie mocranoBku nquarsosa [1, 2, 4, 6, 12, 13, 18, 24].

- 'unepronnyecknii pactBop NaCl 3—7%, uaransiinyu (MOBBIIIAET KOHIICHTPALIUIO COJIU
B OPOHXHMAJIBLHOM CEKpETe, MPUBOJUT K €ro YBIKHEHUIO, YIYUYIICHHIO MYKOLIUIHAPHOTO
tpancriopta (Yl B). Ilpy HeoOXOAMMOCTH NPUMEHSIOT OPOHXOAWUIATATOPHI O
runepToHndeckoro pacteopa [1, 2, 6, 12, 13, 47, 48]. Bo3moxHa KoMOWHaIUs
runepronndyeckoro NaCl c¢ 0,1% ruanyponoBoit kucioroit (I'K), uro Omnokupyer
BO3HMKHOBEHHE OpOHXOCMa3Ma, 00JierdyaeT BEHTHIISAIINIO B ra3o00MeH [1, 2, 6, 12, 13, 49].
— Maunnuton B dopme mopomka s wHramsiuid (Y B) [1, 2, 6, 12, 13, 50].
[IpumensieTcs Ipu OTCYTCTBUHU 3HAUUMOTO 3¢ (deKTa OT JeUeHUs IopHa30i anbha u/wim
MJI0OXOM MEePEHOCUMOCTH TMIIEPTOHNYECKOT0 pacTBopa. B mo3e 400 Mr ABaXK1bl ACHBb YEPE3
uHransTop. Ilepen npuMeHEeHHEM PEKOMEHIYETCS MPEIBAPUTEIBHOE HCIOJIb30BAHUE
OpOHXOIMJIATATOPOB.

- N-aneTuiiuucTeMH MHTATSIMOHHO, BHYTpPb, B/B. [IpuMensercs u3 pacuyera 30Mr/Kr/cyT
B 2-3 mpuema (Y1 B) [1, 2, 6, 12, 13].

bBpoHxoauTHYEeCKHE Npenaparsl pekoMeHaoBanbl nanuentam ¢ MB (V]I B) [1, 2, 6, 12,
13]:

- IPY BOBHUKHOBEHUH 3aTPYAHEHHOTO JbIXaHUS U OJIBIIIKH;

- TIepeJ] MPOBEICHUEM KUHE3UTEPAIUU;

- TIepeJ; MPOBEICHUEM MHTAISIIMOHHON Tepanuy MyKOJIUTHKOB.

f2-anpeHoMMMEeTMKM B  BUJAE  MOHOTepanuu  (canp0yTamon), a  TaKxke
KOMOMHHMPOBAaHHbIEC npenaparsl B COYETAaHUHU c M-XO0IMHOTUTHKOM
(penoTepontunparponuss OpOMHN). [Ipy HEOOXOAMMOCTH MOTYT TNPUMEHSITHCA

MIPOJIOHTUPOBaHHbIE P2-anpeHomumeTuku (caapMmerepoi, popmorepon) (Y B-C) [1, 2,
6, 12, 13].



3amMecTUTENIbHASA Tepanus HEI0CTATOYHOCTH IK30KPUHHOI dbyHkuMu
MO/IKeJTYI0YHOM Kesle3bl (MaHkpeaTudeckue pepmentsnl) (1, 2, 6, 12, 13]. Koppekius
MMAHKPEATUYECKOM HEAOCTAaTOYHOCTH npu MB mnpoBOAUTCA TOJNBKO IIpenapaTramu
MaHKpeaTuHa B MUKpochepuueckoil popme (Mukporpanynst ot 0,4 mo 2 mm) [1, 59, 60,
61]. AnekBaTHOCTh 3aMmeliaroniell maHkpearnuyeckue (EepMEHTHl TepauHu ONPEICsSIOT
KJIMHUYECKH, 10 AIMMEHTapHOMY cTaTtycy [1, 59, 60].

Jlo3upoBaHue MaHKpeaTHYeCKUX (PEpMEHTOB MpU MYKOBHCIHI03€. JIeTsIM C COXpaHHOM
byHKIMEH TOKENyA0UYHON jKejle3bl B MOMEHT ITOCTAaHOBKHM JMarHo3a Ha3HauYeHUE
mpenapaToB HE PEKOMEHIyeTCs, eclii (u3nyeckoe pa3BUTHE peOEHKa HE CTpajaer.
3aMeCTUTENbHYI0 TTAHKPEATHYECKYI0 TEpaInui0 Ha3HAYalT Cpa3y IOCe YCTaHOBIICHUS
JIMarHo3a, 1eJIeBble MOKa3aTeIn BCAChIBAHUSA JKUPOB COCTABIAOT OT 85 10 95% [1, 17, 19,
42, 45]. lo3a naHKpeaTHa UHANBUyaIbHA, TOJ00p HAYNHAIOT B 3ABUCUMOCTH OT MACCHI
tena (1000 EJI/kr no nunase Ha KaxAblid IpUEM MUK 11 AeTed mutaame 4-x aet u 500
EJl/xr - crapmie 4-x JeT W B3pOCHbIX), B JaJbHEWIIEM 1032 MOMET IMOCTENEHHO
MOBBIIIATHCS.

HoBoposxnenHsiM Ha Kax<pie 120 MiI TUTAHUS CTAPTOBAs /1032 PACCUUTHIBACTCS KaK
2500-3333 EJl nmunassl (1/4-1/3 xarncynsl mpenapara ¢ aktuBHOCThiO 10 000 EJI nmumaser B
karcyse). Jlo3sr coorBercTBYIOT puMepHo 600-800 EJI nunassl Ha 1 T MUIIEBBIX KUPOB
[1,17,19,42, 45]. PekoMeHnamnuu 1mo J03UpPOBaHUIO MaHKpeaTndeckux ¢hepmenton (Taom.
15) [45].

Taoauma 15. 3amecTuTesibHAsi NMaHKpeaTHUYecKasi Tepamnus, PACCYUTAHHAS 10
COJePKAHUIO JTUNA3BI:

Bospacrt Ilpensnaraemasi 103upoBKa

Hetu rpynnoro Bo3pacta | 2000-4000 EJI numnazer/120 M rpyTHOTO MOJIOKA MITM MOJIOYHOW CMECH,

(10 12 mecsitieB) yto puMepHo paBHo 2000 EJ] nunassl Ha 1 1 kupa B nuiie

Hetu ot 1 go 4 net 2000-4000 EJl nmuma3sel Ha 1 T Kupa B MHIIE, MTOBBIMIAS 0 HEOOXOMMOCTH
(makcumanbHas go3upoBka — 10 000 EJ] numa3el/kr Maccel Teia B CyTKH)

Hetu crapiue 4 net u Hauunas ¢ 500 EJI numna3sl/Kr Macchl Tela Ha MPUEM MUY, TIOBBIIIAS

B3pOCIIbIE MOCTENEHHO JI0 MaKCUMAaJIbHOM J103bI, KoTopast coctasisieT: - 1000-2500
EJI numa3el/Kr Maccel Tena Ha ouH npueM nuimu, wik - 10 000 EJI
JUna3bl/Kr Maccel Tena B cyTku, uiu - 2000-4000 EJl nunasel Ha 1 1 xupa
CO BCEMH COJIEPKAIUMU KUPBI TPUEMaMH MUIIH, IEPEKyCaMH,
HaTUTKaMu

depMeHTHas Tepanus IPU SHTEPAIBHOM NWTAHUM HA3HAYAETCA C YYETOM CTENEHHU
AK30KPUHHOW HEJOCTATOYHOCTH.

e Jlo3a pepmenTa mogbupaercs u3 pacyera: ot S00 EJ nunassl (1eTH ¢ OTHOCUTEIIBHOM
MaHKkpeaTHyeckod  HemoctaTouHocthto) g0 4000 EJ[  nunassel  (abcomroTHas
MaHKpeaTU4YecKasi HeJJOCTaTOYHOCTh) Ha | T JKupa B MHUIIIE.

e PekomeHayeTcs KOPPEKTUPOBKA B COOTBETCTBUHM C KUIICYHBIMH CUMIITOMAaMH,
cTeaTtopeei U yBEJIMUYECHHEM BeCa.

e Ha cpenneunenoueunsie tpurinuuepuasl (CLT) mOMOAHUTENBHOrO Ha3HAYCHUS
(dbepMeHTOB He TpeOyeTcs. [ MaApoan30BaHHbIE U 3JIEMEHTHBIE CMECH TPEOYIOT HA3HAUCHHUS
dbepmenToB u3 pacuera 2000-4000 EJI nunasel Ha 1 T xupa.



AHTHOAKTepuaJbHasi Tepanus [1-3, 6,9, 12, 15-19, 33, 36-38, 46, 51, 62-68] (ABT)
pecniupaTopHoil MHEKIUU omnpeaenseT nporuo3 3adonesanus. [lpu MB B oTMeuaeTcs
HocuTenbcTBO  Staphylococcus aureus, Haemophilus influenzae, Streptococcus
pneumoniae, Pseudomonas aeruginosa, Burkholderia cepacia complex. B nepBbie ronbl
*u3Hu JoMuHUpyroT St.aureus 1 Haemophilus influenzae, 3atem — Ps.aeruginosa. B 2/3
Clly4aeB XpOHMYECKas HMH(EKIMs BbI3BaHA acCOLMAIMell MUKpOOpPraHu3MoB. Beicoka
poab  Nontuberculous mycobacteria, HePEpMEHTHUPYIOUUX T'PaMOTPULATEIBHBIX
MUKpoOpraHu3MoB Stenotrophomonas maltophilia, Achromobacter (Alcaligenes) spp.,
Aspergillus spp. IIpogokUTeNbHOCTh KU3HU OOJIBHBIX MB 3aBHCUT OT 3THOJIOTHU
XPOHUYECKOM JISTOYHOU MH(EKITUH.

Ioka3zanus i Ha3HAYEHHUs AaHTHOMOTHKOB npu MB:

e ¢ npoUIAKTUYECKOU LETbIO;

® JUIg IEPBUYHOM dpauKalluy BO3OYAUTENS;

® JUIA JISYEHUS] XPOHUUECKOU JIErOYHON MH(PEKLINH;

® JUIg JIedeHUs] OOOCTPEHU JIErOYHON HH(PEKIUU.

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

- Ilpu npoBenenun ABT OpUEHTHPYIOTCS Ha YYBCTBUTEIBHOCTH BBIJCICHHOTO
MUKpPOOPTraHU3Ma/MUKPOOHOM accolalii, a TakkKe Ha IMOJOXKUTENbHBIA 3QdeKT npu
Tepanuu npeamecTryromiero odoctpenus. [Ipu BeieaeHUN 2-X MUKPOOPTaHU3MOB BBIOOD
ABII 3aBucHT OT CBOWCTB 0o0Jie€ PE3UCTEHTHOIrO BO30ymuTens. Pezucmenmuocms K
anmuoaxkmepuanvuvim npenapamam (ABII) ne asenaemcsa ocnosanuem 0 u3mMeHeHus
JleueHus 6 ciyyae noJ10MHCUme1bHO20 Omeema Ha nPOGOOUMYI0 MEPANUIO.

- HasznauaroTcsi MakCuMalibHbIE BO3PACTHBIE 103bI MpEnapara.

- IIpu obGoctpeHnu JneroyHol WHQEKIUKU TNPEANOYTUTEIHLHO HCIOJIB30BAThH
BHYTPUBEHHBIN IMYTh I0CTABKU, KOTOPbI HAaYMHAETCS B CTAlMOHAPE M MPOJOJIKAETCS B
aMOyJIaTOPHBIX YCIOBUSIX.

- OJIHOBpEMEHHOE Ha3HAYEHUE MPENapaToB ISl HHTAJSLUOHHOIO U BHYTPUBEHHOTO
yTel BBEJACHUS OJHOW (hapMaKOJIOTHUECKOMN TPYIIIBI HE PEKOMEHTYETCS.

- Pexomennyercsi ucnonp3oBaTh kKoMOuHaiuu ABIl ¢ pa3nuuHbIM MeEXaHU3MOM
nencTBus (Hampumep, B-IakTamMbl ¢ aMUHOTIIMKO3UIAMH).

- Jlnst 6a3ucHOM Tepanmuu XPOHUYECKOTO MHUKPOOHO-BOCTIATIUTEIHLHOTO MOPAXKEHUS
JETKUX UCHoib3yercs wuHramsuuonHas ABT; npu HemoctatouHOUW 3 (HEKTUBHOCTH
JOTIOJTHSIETCS] BHYTPUBEHHBIM BBEJCHUEM WJIM IPUEMOM BHYTPb.

- ABT HeoO0XoauMo coveTaTh C aKTHBHON KMHE3UTEPAITHCH.

- HmurensHocts ABT ompeznensieTcs Ha OCHOBaHUM KIMHUYECKUX, J1TAOOPATOPHBIX,
PEHTTCHONIOTHYECKUX W (YHKIMOHANBHBIX TMPU3HAKOB oOocTpenus. Kypc nedenus
cocrtaBigeT oT 14-21 nenn u OoJee.

- IIpumenenue ABII B Buae uHransiuii yepes HeOyaa3ep IPOBOJUTCS B CTALIMIOHAPE
Y B IOMAlIHUX YCJIOBHUSIX.

- Ilepen wnransumeit ABII 3a 15-30 MuH HEOOXOAMMO TPOBECTH HHTAISAIUAIO
OpOHXOJINTUKOB, MYKOJIUTUKOB, a TAK)KE MOCTYPaIbHbIN APEHAXK.

- Ilpu wnransmuu ABIl B gomamHMX YyCJIOBUAX HEOOXOIMMO HCIIOJb30BATh
HeOyaif3ep, OCHAIIEHHBIN (UIBTPOM /JIS BBIIBIXaEMOI'0 BO3AYyXa.



- Ilpu nmpoBenenum wunramsuuid B ycinoBuax JIIIY, OonbHble, MHOUUUPOBAHHBIE
P.aeruginosa u B.cepacia, 10/1KHBI IOJIB30BaThCA MHAUBUIYaTbHBIM HEOyaii3epom.

- Ilpumenenue ABII BHyTpp wHcmonb3yercs ais Tepanuu oOocTpenuii MB B
JOMAIIHUX YCJIOBUSAX WU JIsl TPOPUIIAKTUYECKOT0 JIEUEHHsI OOJBbHBIX, HHPULIUPOBAHHBIX
P.Aeruginosa.

Ilpumenenue ABII enympueenno nokazano:

e 1pu TsOKENIbIX o0ocTpenusx MB (neuenue B ycnosusx JIITY);

e g TOpoHUIAKTHYECKOro JieueHus Mpu uHPuIupoBaHnuu P.aeruginosa, Koraa
npumeHenue ADBIl BHyTpp Hed(ppexkTuBHO (BHYTpUBEHHas Tepanus B JOMAIIHUX
YCIIOBUSIX);

® [IpH YXYJALIEHUU TeYEHUs 3a00JI€BaHUS U MOSBICHUU HOBBIX CUMIITOMOB y OOJBHBIX,
nonydaomux ABII BHYyTps (BHyTpHBEHHAs Tepanus B JOMAIIHUX YCIOBUSX).

IpodnaakTuyeckoe Ha3HAYEHNE AHTUOMOTUKOB npu MB:

e (OcHOBaHO Ha JaHHBIX O OBICTPOM BO3HMKHOBEHHHM Pseudomonas aeruginosa-
uHdeKuu Ha POHE TEKYIIEro 0aKTEPHATIBLHOTO WM BUPYCHOTO IpoIiecca.

e [lIpu ocTphix pecnupaTOpHBIX MHGPEKIUAX Yy MarueHToB ¢ MB u cTadguiaoKOKKOBOM
uH(DEKIMe Ha3HAYal0TCs] aMOKCHUIIWIUTHH, aMOKCUITMJUTHH/KIJIaBYJIaHaT, 11e(arocmopruHb
2—3-ro MOK., a3UTPOMHUIIUH.

e Ilpu xpoHuueckoll cuHErHOWHOW wWHpEKIMU Tpu Bo3HUKHOBeHMH OPBU
peKoMeHyeTcs IUMPOQIOKCaIUH.

e PekoMeHayeTcsi TpoOBelleHHE MPOPUIAKTUYECKUX KypCOB aHTHOAaKTepUaIbHOU
TEpanuy MPU XPOHUUYECKOW KOJOHHW3ALMK HIKHUX JbIXaTeNbHBIX MyTel P.aeruginosa.
[Ipodpunakruueckuit nmpuem ADBT mnpakThuecku He CKas3bpIBaeTCs Ha YCTOMYMBOCTH
ITAMMOB MUKPOOPTaHU3MOB, HO TOJBKO IPU CBOEBPEMEHHOM cMmeHe mnpemnaparoB. [Ipu
94acThIX 00OCTPEHMUSIX MHPEKIIMOHHO-BOCTIAIMTEIBLHOTO MPOIecca CIENYeT YBEIUYUBATh
IIPOJIOJKUTENIBHOCTE KypcoB ABT 110 3 He, ucronb3yst BHYTPUBEHHBINM CITIOCOO BBEICHUS,
U (WIK) COKpallaTh MHTEPBAIbl MEXKAY Kypcamu, U (WIM) MEXAY KypcamMu IMPUHUMATh
BHYTpb numnpodiaokcarus [17-19,46,62-65].

Dapmakokunemuxa  aHMUOUOMUKO8 U  OCOOEHHOCMU  UX  NPOHUKHOBEHUS 8
pecnupamophbsiu cekpem npu MB.

AHTUOMOTHKY TIPOHUKAIOT B OpPOHXHMAIBHBIA CEKpeT M3 KpoBU myTeM auddy3um.
Amunornuko3uasl (AMI) mmoxo muddyHaupyroT B mpocBeT OponxoB [15, 16].
To0pamMuIMH MPOHUKAET B OpOHXHATBHBIN cekpeT myutie Apyrux AMI, nis noctikeHus
TEpaneBTUUYECKON KOHIIEHTpAlUU MPU BHYTPUBEHHOM BBEJICHUHM HEOOXOIUMBI BBHICOKHE
N03bl.  AHTUOMOTMKM  3TOM  rpynmbel  o0iianarT  JiauTenbHbIM — (3—4  yac)
MOCTAHTHOMOTHYECKUM  3(PGPEKTOM, HYTO TMOCTY)KMJIO OCHOBAHMEM pEXHMa UX
JIO3UPOBAaHUA - OJTHOPA30BOE BBEJICHUE CYTOUHOU 03bl. AMI' MpUMEHSIOTCA B KaUECTBE
6asucHoil unaransuonHon Teparmmu (Y A) [18-20]. Ilerummuinael 1 11eanocopuHbI
IJI0XO MPOHUKAIOT B OPOHXUATIbHBIN CEKPET, MX KOHIIEHTPAIUSI B MOKPOTE COCTaBIISIET 3—
15%. llpu TabneTMpOBAaHHOM MNPUMEHEHHHM LUMNPO(MIOKCAIIMHA €ro KOHIIEHTpalus B
OpoHxHanbHOM cekpete nocturaet 46-90% [1,2, 16, 17, 19, 38, 46].

Konucmumemam nampusn NpuMeHsIETCS 111 UHTAIALIMOHHON Tepanuu (¢ 00s3aTeabHON
MPEAIIECTBYIOECH MHTraIsue OPOHXOIUTUKOB, MYKOJIUTUYECKON U KHUHE3UTEpanueil)




Ipy TEPBOM BBICEBE M NpHU XpoHHUYecKo P.aeruginosa-undexnuu. BHyTpuBEeHHO
Konucmumemam Hampus IIPUMEHSAETCS pu uH(p ek, BBI3BAaHHOM
MyJIbTUpPE3UCTEeHTHOM  P.aeruginosa. C  NOpOTHBOBOCHAIUTENBHOW  LIENBIO  IpU
P.aeruginosa-uHdexuu ucnoiab3yoT Makpou bl (Yp.noka3.B) [66-69].

MuxkpoOuoJiornyeckuii craryc nauuenra ¢ MB:

Boigensitor 4 rpynmnbsl OOJIBHBIX MO pe3ysbTaTaM OaKTEPUOJIOTHYECKOTO HCCIEI0BAHUS
MUKPOQIIOPHI IbIXaTeIbHbIX MyTel 3a nociennue 12 mec [40]:

® C XPOHMYECKOM CHHETHOWMHOM WH(EKIMeH: MaueHThl, y KOTOphiXx P.aeruginosa
uaeHTuguIupoBanack 0osnee yuem B 50% 00pa3iioB MOKPOTHI WK (hapUHT€AIbHBIX CMbIBaX
B TEUECHHE MpeIIecTBYOmMUX 12 Mec;

® C MHTEPMUTTHPYIOLIUM BbiceBOM P.aeruginosa B ciiyuae CHHErHOMHOM MajJouKy MEHee
geMm u3 50% 01oo06pas3IoB B TEUCHHE MPEAIICCTBYIONUX 12 MeCSIIEeB;

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

e Hukorja He Obuth MHGUIMPOBaHbI P.aeruginosa.

B xnmHMYeckoll MpakTHUKE BBIJACISIOT MAIlMEHTOB C IEpPBbIM BbICEBOM P.aeruginosa.
Heo6xoauMpIM yclioBUEM JUIsl IPUMEHEHUSI 3TUX KPUTEPHUEB SIBISETCA PETYISPHBIN, HE
peke OJIHOTO pasa B 3 Mec, OAKTEpHUOIOTrHYECKUN KOHTPOJIb MUKPOQIIOPHI IbIXaTeIbHBIX
nyTeil. MuxkpoOuojoruueckuii crtaryc omnpeaenseT BbiOop ADBIl, mokazanus s
KOMOMHUPOBAHHOW Tepanuu, MyTh BBEIACHUS, MPOAODKHUTEIBHOCTh TEpaIvd, PEKUM
0aKTepHOJIOTHYECKOro KOHTpoJs [2, 6, 9, 13-15, 17, 18]

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

AHTHOMOTHK Jo3a B cyTKHU 1151 AeTei yTs KparHocTh
BBe/leHHs]| MpUeMa/ieHb

AMOKCULIMJUTHH+ 50-100 mr\kr B cyTku Buayrpy | 3-4
KnaBynanoBas kuciora
(pacueT Mo aMOKCHITMJLIMHY)
ABUTPOMULIH >6mec-10Mr\Kr B 1eHb BHYTPb 1 pa3
15-25kr-200mMr 7-10 guen
26-35kr-300mr
36-45kr-400mr
Hedaxmop Ho 1 roma 125mr 3 paza BHYTPb 3 paza
1-7ner 250mr 3 paza
>Tner 500mr 3 paza
Hedukcum 8Mr/Kr BHYTPb 1-2 pa3a
6Mec-1ronm 75Mmr
1-4roga-100Mr
5-10net-200mr
11-12ner-300mMr
Cynbdamerokcaszon u 6H.-5mec 120mr 2 paza Buytpp | 2 pasa
Tpumeronpum 6Mmec-SneT-240Mmr 2pasza
6-12net-480Mr 2pa3za

P TSHKETON MH(EKIUU BO3MOXKHO
yBesnueHue 10361 Ha 50%




15mr/kr

1-2 r-125 mr

3-6 netr-250 mr

7-9 ner-375 mMr

>10 net-500 mr

Heru ot 1 mec g0 12 net -80 mr/kr

o nedomnepazony

Juist Tsoxensix nHpeknwin 10 160 mr/kr

Kitaputpomunua BHYTPb 2 paza

edonepazon +Cynpbakram B/BEHHO | 2 pa3a

Cynbshamerokcazon u
Tpumeronpum

6-10 Mr\kr no TpuMeTonpumMy

o Smec 240 mr

6 mec-5neT-480 mr

6-12n1e1-480 —960 mr

Crapme 12 net -1920 mr

TIPH TSHKEJION MHPESKITUU BO3MOKHO
yBesm4aeHue 10361 Ha 50%

50-80 mr/kr

20 -30 mr

150- 200mr/xT

Buyrps | 2-3paza

B/B, B/M

Bnytpb
B/BEHHO

Iedrpuakcon

Hedypoxcum
edypoxcum Hatpus

1-2paza
2pa3a
3-4paza

AHTHOAKTepHAJIbHAS Tepanus NPHU BbIsiBJIeHUN B MoKkpoTe P.aeruginosa.
OHOBPEMEHHO Ha3HA4YalT 2—3 MPOTUBOMHUKPOOHBIX MpenapaTa W3 pPa3HbIX TPYIIIL.
OnTumanbHbl KOMOMHAIIMM aMHHOTJIMKO3UIOB ¢ IedanocnopuHaMu 3—4 TMOKOJICHUS.
Llenecoobpa3HO MEHATh KOMOMHAIIMM aHTHOMOTHUKOB, JTaOOpaTOPHOE OIpe/esieHHue
YyBCTBUTEJIIBHOCTH HE BCErJa IOJHOCTBIO COBHAJAeT C KIMHUYECKHMM OTBETOM Ha
npoBoAuMYyto Tepanuto [1,2,6,9,14,17,18].

Crparterns anTudunorukorepanuu P.aeruginosa unpexuuu npu MB

AKTHBHas aHTUMHUKPOOHAs TEparusl MO3BOJIAET MPEIyNPEIUTh WU OTCPOUYUTH PA3BUTHE
xponuueckoit P. Aeruginosa nundekuuu 6osee yem y 80% 6ompubix MB. Ecnu spanukarnus
P.Aeruginosa nocie nposenenHoro kypca AbT He npousonia, 1 y 60J5HOTO pa3BHIIaCh
XpOHUYECKass  CHHETHOWHas  MH(EeKuHus, TO  Ha3HAYCHHE  HMHTAJISIMOHHOM
IPOTUBOCUHETHOMHOM Tepanuu (ToOpaMUIIMH) MO3BOJISIET YMEHBIIUTH PUCK 000CTPEHUIN
U CTENECHb BBIPAXKEHHOCTH PECIIUPATOPHBIX IposiBieHui [1-18].

Taoauna 17. AuTuOuoTuku npu BbiceBe Ps.aeruginosa [1-3, 6, 9, 12, 15-19, 33, 46,
51, 62-68]:

AHTHOMOTHK Jo3a B cytku gisi | CyTodHbIe 103b1 yrs Yuciao
aerei JJIS1 B3POCJIBIX BBe/IeHH S NpueMoB

B JICHb

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

I'enramuniua 10 mr/kr 10 mr/kr B/ 1-2

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

Tobpamura 112 mr (4 kancynst | 112 mr (4 xkancynael | 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 4-6T B/B 2-3
[Tunepanumnua+Tas 100-200 mr/kr 13,51 B/B 3-4
o0akTam

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

Meponenem 60-120 mr/kr 3-6T B/B 3
Komuctumerar 50-75 teic EJl/xr 6 muH EJ] B/B 3
HaTpus

Komuctumerar 1-4 mua EJT 1-4 mua EJI VHT AN 2
HaTpus

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

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

Tobpamumma 300  Mr/5mn jyisi  WHTQISIMA, B WHCTPYKIUU  HMEETCS
NPOTUBOINOKA3aHUEe K MPUMEHEHUI0 TMpernapara 10 6-leTHero Bo3pacTa. Tak Kak
UHOUIIMPOBAaHUE CUHETHOWHOW MAJIOYKOW Yallle BCEro OTMEUAeTCs] B PaHHEM JETCKOM
Bo3pacte (varie 10 3-51eT) [1]. Tobpamuiuu pekoMeHxyeMast 103upoBKa cocTanisier 112
MT (4 xancyinel o 28 Mr) JBaKIbl B CYTKM B T€UeHUE 28 IHEH, 4TO COOTBETCTBYET, |
amrryse (300 mr TobpamuImHa) 2 pas3a B JIeHb B TeUeHHE 28 THEH ¢ 6-JeTHEro Bo3pacTa.
JlnmuTenbHOCTh JieueHus coctaBisieT 14 nueit u 6onee. Kpurepuem mpekpamenuss ABT
ABIIIETCS PErpecc KIMHUYECKUX CHUMITOMOB OOOCTPEHHSI OpOHXOJErOYHOro Ipoliecca
(YMeHbIIIEHUE XPUTIOB, YIIyYIlIeHHE JPeHAKHON (QYHKIIMU OPOHXOB, CaHAIUS MOKPOTHI).

Cxembl JIpaJiUKANMOHHON AHTHOAKTEPHAJLHOW Tepanuu NPH TEPBOM BbICeBe
Ps.aeruginosa [1-3, 16-19, 46, 62-65]: (BeiOpaTh OJHY W3 CXEM B 3aBHUCHUMOCTU OT
JIEKapCTBEHHOTO 00ECIIeUeHHs, PEeryJIIpHOCTH HAaOII0ICHHS U 00CIIeIOBaHMS TIAIlICHTA)

Tadauna 18 - Cxembl 3paIMKaMOHHON AHTHOAKTEPHAJIbHOM TEePaNnu MPHU MEPBOM
BbiceBe Ps.aeruginosa

1-9 cxema

[IpoBeneHrne caHUTaPHO-3MUIEMUIECKUX MEPOTTPUATUL

1. 1-it mecay — vuranauuu Toopamunina pactBop 300 Mr X 2 pasza B A€Hb WU
ToOpamuIinH mopomrok 112 mr x 2 pa3a B neHb B TeueHue 28 nueil. [loceB MOKpOTHI —
yepe3 7-10 gHer mociie OKOHYaHUS JICUCHUS.

2. 2-11 mecay — niepephIB COTJACHO CXEME JICUCHUS B CITydae OTPULIATEILHOTO BHICEBA.

3. 3-11 mecay — vHransuuu ToopamunuH pactsop 300 Mr x 2 pa3a B A€Hb WIN
ToOpamuIinH mopomiok 112 mr x 2 pa3a B neHb B TeueHue 28 nueil. [loceB MOKpOTHI —
yepe3 7-10 gHeu mociie OKOHYaHUS JICYEHHUS.

4. 4-11 mecay — iepepbIB COTIIACHO CXEME JICUEHUS B Cllydyae OTPULIATEIbHOTO BhICEBA.

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




6. OmpuyamenvHulii pe3yibmanm nOCeea MOKpOmuvl — CHON-MEPANUAL.

B ciaydae mOJIO)KHUTEJBHOrO BbICEBAa MOC/JAEe IMEPBOr0 MeCAla WHIAJSIUAN
TOOpAMUIIMHOM:

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

2. Nuransuu Toopamuiiud pactsop 300 mr x 2 pa3a B IeHb WIH TOOPAMUIIMH
nopowok 112 mr x 2 pa3a B neHb, 28 nHeit. [loceB MokpoThl — uepe3 7-10 qHel nmocne
OKOHYAHUS JICYEHUSI.

3. IIpu coxpansiromemcs BbiceBe Ps.aeruginosa — BHyTpuBeHHas
aHTUOaKTepUalibHas Tepanus B TeueHue 14 nHeit AByMs aHTUOAKTEpUATBLHBIMU
npenapaTaMy CUHEPTUIHOTO M0 YYBCTBUTEIIBHOCTH JICHCTBUS.

4. 3ateM Npoa0JKEHUE YePEeAOBAHUS UHTASIIUN KOoJIMCTUMETAT HaTpus 1-2 MuH X 2-3
paza B JieHb C HMHTamAnusMu TobpamuimHa pactBop 300 mMr x 2 pasa B JI€Hb WU
ToOpaMuIMH mopoIiok 112 Mr x 2 pa3a B JieHb B TeUEHUE 3 MeC.

5. Ilpu coxpausironieMcsi BbiceBe Ps.aeruginosa:
a. yHTaIsIMu Toopamuimaa pacteop 300 Mr x 2 pasa B A€Hb WJIH TOOpaMHITUH
nopomok 112 mr x 2 pa3a B IeHb ITUKJIaMU 110 28 JHEH 6 KypcoB B TOJI
b. WK UHTASIMYA KOJIMCTUMETATa HaTpus 1-2 MiH X 2-3 pas3a B ICHb MOCTOSHHO
C. WIM YepeIOBaHNE KOJIMCTUMETATa HAaTpus 1-2 MJIH X 2 pa3a B A€Hb C
ToOpamuImaoM 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.

2-9 cxeMa

[IpoBeneHrne cCaHUTaApPHO-3MUIEMUYECKUX MEPOITPUATUH

1. 1-ii mecsin

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

b. Konuctumerar Hatpus B HHTASIIUAX 1-2 MITH X 2 pa3a B JIeHb 1 MecsI]

c. IloceB moxkporel uyepe3 7-10 pgHeil mocie OKOHYaHMS JiedeHUs. B ciyuae
OTPHUIIATEIIBHOTO BBICEBA B Tpymme Jered 10 3 jeT 0e3 NMPU3HAKOB IMOpaKEHUS
OpOHXOJICTOYHOM CHCTEMBI TEPAalUI0 MOXHO IPEKPaTUTh. baKTepHoNIOrnyecKui
KOHTPOJIb MPOBOJAUTH €KEMECSIYHO 10 6 MECSIIEB.

2. 2-3-uii MecsIl — KOJTUCTUMETAT HaTpUs B MHTASALIMAX 1-2 MITH X 2 pa3a B JIeHb 2
mec. [Hunmpodmokcanun 30-40 mr/kr/cyT B 2 nmpuema 1 mec. [loceB MOKpOTHI — yepe3 7-
10 gHEM 1mocie OKOHYAaHUS JICUCHUS.

3. IIpu oTpUIIaTETBHOM BBICEBE — MPOAOJKEHUE HHTASIIAN KOJMCTUMETAaTa HATpuA |-
2 MJH X 2 pa3a B AeHb 3 Mec. [Ipu coxpaHsromemMcs: OTPULIATETBHOM BBICEBE — CTOII-
Tepanusi.




4. Ilpu coxpansiromemMcsi BbiceBe Ps.aeruginosa — BHyTprBeHHas: aHTUOAKTEpHATIbHAS
Tepanus B TeueHue 14 nHel 1BymMsl aHTUOAKTEpUATIbHBIMU MIpenapaTaMy CUHEPTUAHOTO
M0 YyBCTBUTEIBLHOCTH (PIIOPHI JEHUCTBHUS.

5. Ilocme kypca BHYTPHUBEHHOW TEpanvy MOPOJOKUTh YEPEAOBAHUE HHTAISIIUN
ToOpamuimHa pactBop 300 mr x 2 pasza B IeHb WJIM TOOpaMHUIIMH MOPOIIOoK 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 Kypca ToOpamMuiHa U 1 Kypc KOJIMCTUMETATa HATPHs).

6. IlIpu coxpanarowemcsa gvicese Ps.aeruginosa mepanus naznavaemcs no 00HoOMy

U3 HUJICENEPEeYUC/ICHHBIX 6APUAHINOE C YYUEenOM YYECHIEUMENbHOCIU:

[. Muransium ToOpamunmna pactsop 300 mr x 2 pasa B JIeHb WM TOOpaMULIMH
nopoiok 112 Mr x 2 pa3za B IeHb LIMKJIAMH 10 28 JTHEH, 6 KypcoB B T'O/I.

[I. MHransuuun xonuctuMmerara Hatpus 1-2 MitH X 2-3 pa3a B IeHb IOCTOSIHHO.

[I1. YepenoBanue KonucTUMETaTa HaTpUs 1-2 MIIH X 2 pa3a B IEHb C MHTAISALUASIMUA
TobpamuimHa pactBop 300 Mr X 2 pa3a B IeHb WJIM TOOpaMUIIMH TTOPOIIoK 112 Mr x
2 pasa B JIeHb, 110 6 KypcOB B ToJ Kaxkaoro. HazHauaercs npu nosiBieHuu
MYyKOUIHOU hopmbl P. Aeruginosa n/winu yBeTu4eHUH CTENEHN 00CEMEHEHHOCTH.

Tadauna 19 - Cxema anTHOAKTEPHATBLHON TePANIMU MPH XPOHUYECKOM CHHETHOMHOI
uHpexnmu [1-3, 6,9, 12, 15-19, 33, 46, 62-68]

Nuransuuu Tobpamuiimaa pactsop 300 mr x 2 pasza B IeHb WM TOOPaMUIIUH TTOPOIToK 112
MI 2 pa3a B CyTKH MHTEPMUTTUPYIOIIUMH Kypcamu 28 qHel mpuema, 28 nHEH mepepbiB,
BCEro 6 KypcoB B I'ol.

HJIN

pactBop Komucrtumerara Hatpus 1-4 mumH. EJI/24 4Wac moOCTOSHHO WM dYepeaoBaHUE
KOJIMCTUMETATa HATPUsSl U TOOpaMHIIMHA B MHTAISALUAX TTOCTOSHHO BCEM C XPOHUYECKOU
KoJoHu3anuei Ps.aeruginosa .

VY manueHToB ¢ MPOrpecCUpyoluM CHUKEHUEM (PYHKITUU JIETKUX U YaCThIX O0OCTPEHMUSIX,
a TaKXe MPU HEeJOCTATOUHOM 3P (PEeKTe OT MHTAIAIMOHHON aHTHOAKTEpUATIbHON Tepanuu
OCHOBHOM pEXHMM Tepalmud BKJIIOYAeT: 2-X HEACIbHbIM KypC BHYTPUBEHHOM
AHTUMUKPOOHOU Tepamnuu Kaxisle 3 Mecsia

[Ipemapats! quist BHyTpuBeHHOTO BBeneHus: ToOpamuiina 10-12 mr/kr unm Amukamnud 20
MI/Kr 1pa3 B JeHb (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 +
JIpYroil aHTUOMOTHK (a3TpeOHaM WJIM Jp.), aKTUBHBIN NpoTHUB Ps.aeruginosa.

[Tpu KIMHIYECKOW HECTAOMIFHOCTH: YBEITMUEHUE TIPOJOIKUTEIIHPHOCTH KYPCOB B/B
aHTHOAKTepHUaNIbHAS Teparnus 10 3 He/A. W/ WM COKpaIIeHHEe HHTEPBATIOB MEKy KypCaMH,
u/vmm  npueMm [lunpodnokcarmmua 20-40Mr/Kr/CyTkKu BHYTPh MEXAY KypcamMu B/B
aHTHOAKTEpHUATTbHON Tepanum, a TaKKe HeIpepbIBHAS WHTAIAIIMOHHAS
aHTHOAKTepHUalibHas Tepanus TOOpaMUIIMHA W KOJMCTUMETAaTa HAaTpus Kypcamu 1o 28
JTHEW YepeIOBAaHUEM JUIMTEIBHOCTBIO J10 2 JIET.

AHTHOaKTepHaJIbHAS Tepanus NPHU BbIABJIEeHUU B MOKpoTe B. cepacia [1-3,6, 9, 12,
15-19, 33, 46, 51, 62-68]. Pexomennyetrcsa npu unpunuposanuu Burkholderia cepacia
complex HemeIeHHOE TepaneBTUUECKOE BMEMIATENIbCTBO BCIEJICTBUE €€ BBICOKOM



BupyneHtHoctu. (Y B). HWudumupoBanue B.cepacia gocToBepHO yXyaIIaeT
KIIMHUYECKOE COCTOSIHUE U MTPOTHO3.

Pekomennauun no ABT (kak mpu NEpBUYHOM BBICEBE, TaK WU JJs JICUCHUS
o0ocTpeHns OpPOHXOJIETOUYHOIr0 MpOoIecca):
1. KomOunauus u3 tpex npenapatoB. Kypc ot 3 Hegens u Ooee.
2. llenecooOpa3Ha KOMOHMHALMS BHYTPUBEHHOIO M HWHIAISLMOHHOTO NyTeH W/WiH
NepPOpaIbHOrO BBEACHUS aHTUOAKTEPUAIBHBIX MPENapaToB.
3. Haubonee sdpdextuBub ledrazunum, IMunepanunnun+Tazobakram, MeporneHewm,
Nmunenem, Cynbdamerokcazon u Tpumeronpum u TeTpatukiauHbl (TOKCUIUKINH). J{s
ONTUMM3AIMHU UCXOJIOB «cepacia syndrome» peKoMeHyeTCsl BKIIFOUEHHUE B CXEMY JIEUEHUS
Cynbdpamerokcazon u Tpumeronpuma. IPQPEeKTUBHO MPUMEHEHHUE TPEXKOMIIOHEHTHOM
cxeMmbl B/B BBelleHus MeponeHema, ToOGpamununa c lleprazunumom B TeueHue 2-x
Henenb u 6omee (Tabdi.20).
4. DddextuBHa anurenpHas (3-12 Henenw) Tepanus nepopaibHbIMU npenaparamMu. Ko—
TPUMAaKCO30JI0M W/Win JIOKCUITMKIMHOM 1/uin XitopaMm@peHuKoiaoM (Ha (hoHe B/B Tepanuu
win nocie Hee). [Ipu xponumueckoit mHpexkunu Burkholderia cepacia pexomenmyercs
npuemM TadaeTupoBaHHbIX GpopMm CynbhameTokcazon u TpumeTonpuma.
5. Ilpu kpaiiHe TsHKeJIOM TE€YEHUH J0MTYCTUMO COYETaHUE IBYX JJAKTAMHBIX aHTUOMOTHKOB
(/B m wuHramsuuonHo). Jus neredt crapuie 12 5eT M B3pOCHBIX PEKOMEHIOBAHO
UHTaSUOHHOE  npuMeHeHue ToOpamuumHa, Meponenema u  lledrasunuma,
npeJHa3HaueHHbIX 114 B/B ucnonb3oBanus. (Y C).

06 »pangukanun Burkholderia cepacia MOXHO CyiUTh Yepe3 Toj] OCJIE MOCISTHETOo
BbICEBA IPU YCJIOBHUH, KaK MHHHMMYM, TpPEX OTPULATENIBHBIX OaKTEPHOIOrMUECKHX
aHAJIM30B.

AHTHOAKTepHAJIbHAS Tepamusi MNpH 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 ciaeayronmux npasuia AbT:

1. Ilpu mepBOM BBICEBE HCIIOJIB3YIOT BHYTPUBEHHBIC aHTUOMOTHUKH Kypcom 14-21
nenb: Komuctumerat HaTpuss Ha 3 Mecsiua (B/B M B MHTaISIIUAX), BO3MOXKHO, C
MEepOPATIbHBIMA aHTUOMOTUKAaMHU. M0XHO AMOKCHUIIMIUTMHFKIIABYJIAaHOBAsI KUCJIOTa (MU
Cynbdamerokcaszon u TpumeronpuM) B TeueHrne 1 mecsna u unransanuu Konucrumerara
HATpus B TEUCHHE 3 MECSIIEB.

2. Ilpu xporuveckoit nupexmu amutenbHo nHransnuu Komuctumerara Hatpus (1-
s TUHUS ), TpA OTCYTCTBUM (D PekrTa nHramsun Meponenema (2-s THHUSA).

3. llemecoobpa3Ha KoMOWHANMS JBYX AaHTUCHHETHOWHBIX aHTHOMOTHKOB
pasznuuHbIX knaccoB (tadin. 17). (Y — C).

Tadamma — 20. AxTHOMOTMKHM, mnpuMeHsieMble npu BbiceBe Burkholderia
cepaciacomplex, Achromobacter xylosoxidans [1-3, 6, 9, 12, 15-19, 33, 36, 38, 46, 51,
62-68]:

AHTHOMOTHK Mo3a B cyTku aas aereii | CyTouHble 103b1 Iyrs Yucio
JJIS1 B3POCJIBIX BBe/JIeHUs | INPHEMOB
B JICHb




Hedrazuaum 300 Mr/kr 9-12r B/B 3
Hedrazuaum B Bo3pacte no 2 mec: 25- 2r VHTaJSLIU 2
50 mr/kr/cyT, crapuie 2
Mmec: 50-100 mr/kr/cyT
Mepornienem 120 mr/kr 6r B/B 3
Mepornienem 250 mr -500 mr 250 mr -500 mr | MHransauumn 2
[Munepanunmun+ 400-500 mr/kr 13,5 B/B 3
Tazobakram
CynbshameTokcazo 20mr/kr (110 2880mr B/Bu 3
1 u Tpumeronpum TPUMETOIIPUMY ) BHYTDb
JIOKCULIMKIIVNH 100-200 mr 1 nenp-200 mr BuyTtps 1
(crapmie 12 ner) 3atem 100 mr
XnopambpeHuKon 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
oboctpenuii nerounoi nadexuuu [70].

Taoauna 21. AHTUOMOTHKY, MPUMeHsieMble IIPHU BbiceBe Stenotrophomonas spp.

AHTHOMOTHK Jo3a B cyTKH 1J1s neTeil CyTo4HbIe 103bI yTs Yucao
I B3POCJIBIX BBeJleHUsI | MPHEMOB B
JeHb
Cynbdamerokcazon | 20 mr/kr (1o TPUMETONIPUMY) 2880 mr B/B, BHYTpB 2-3
u Tpumetonpum
XmopampeHUKOI 50-100 mr/kr 2-4r BuyTtpn 3-4
Hedrazuaum 150 mr/kr Or B/B 3
Hedrazuaum 2 r/cyt 2r HNuaramsimun 2
[Munepanumnun/Ta3 400 Mr/kr 13,51 B/B 4
obakTam
Hunpodaokcanux 30 mr/kr 800 mr B/ 2
Hunpodaokcanux 50 Mr/kr 1,52r Buytps 2

1) Stenotrophomonas maltophilia xapakTepu3yercsi OTCYTCTBUEM YyBCTBUTEIBHOCTH K
KapOameHeMaM, BBICOKOM PE3UCTEHTHOCTHhIO K a3TpeoHamy, AMI, Ta3zobaktamy,
KOJIUCTUMETATy HATpHUs.

2) HaubGonee aktuBen Cynbhamerokcazon u Tpumeronpum.

3) Ilpu J5erkux NOpOSIBICHUSX BO3MOXKHO IepopaibHoe HaszHaueHue ABII
(Cynbhamerokcazon u TpumeTonpum, xiopaMmOEHUKOI).

4) PanmonansHa komOuHaiust CynbhameTokcazon u Tpumeronpuma ¢ neQpTa3uanMom.
5) Kypc tepanum coctaBiseT 2-4 HeaAeu.

HpOTI/IBOBOCl'[a.H HTCJIbHAsI TCPpalnus.




Haubonplee BausHME Ha MPOJOJKUTEIBHOCTh XKU3HU O0NbHBIX MB oka3biBaroT
MH(EKIUOHHBIE OCJOKHEHUS CO CTOPOHBI OPraHoB  JIbIXaHHs. XapaKTEepHOU
0COOEHHOCTBIO JIErOYHOM Oosie3Hu npu MB sBnsieTcst OypHas BocHalUTeNbHAs peaKLus,
COMPOBOXK/JIAIOIIASACS TOBBIIIEHHOW MNPOAYKUMEH NPOBOCHAIUTENbHBIX LUTOKUHOB U
BBIPAKEHHON HEUTPOPMIbHOM MH(UIbTpalueil. B cBA3U ¢ 3TUM IPOTUBOBOCHIATUTEIbHAS
Tepanus npu MB akryanbHa [78-86].

B kadecTBe MpOTUBOBOCTIAIUTENbHBIX MPENAPATOB MPUMEHSIOTCS:

®  MaKpOJIUJHbIE AHTHOUOTUKHU (A3UTPOMULIMH WU KJIAPUTPOMUIIMH );
® HECTepOUIHbIE MPOTHUBOBOCHIAIUTEIbHBIC MpenapaThl (MOynpodeH);
® CHUCTEMHBIEC U UHTASIIMOHHBIE KOPTUKOCTEPOUIBI.

MakpoauaHbie AaHTHOMOTHUKH UCIIOJIB3YIOTCS C MPOTUBOBOCTIATUTEIBHOM LEBIO
npu MB B coderanuum ¢ xpoHuueckoil cuHerHoiHou uHpexkumeit [80-82, 86, 87].
Makponu/ibl CHUKal0T 00pa30BaHue MPOBOCHAIUTEIbHBIX IUTOKUHOB, TIPU JUTUTEITLHOM
NPUMEHEHUH B CyOTEpaneBTHUECKUX J03aX 00Ja4at0T MPSMbIM MPOTUBOBOCHATUTEIBHBIM
sdexToM, YMEHBIIAIOT MPOAYKIMIO MPOBOCHATUTENbHBIX HUTOKMHOB TNF-o u IL-8;
MOJIaBJIIIOT ~ BHYTPWIETOYHBI  BBIOpOC ~ HEHUTpOoQUIOB U HEHTPODUIBHYIO
XEMOTAKCUYECKYI0 aKTHBHOCTb, 3aTPYIHSAIOT aare3uto P.aeruginosa K CIU3UCTON
opouxoB [80-82]. B komOunaruu ¢ gropxuHosoHAMH (LMIPO]IIOKCAIIMH) YCUITUBAIOT
JIEUCTBUE TIOCIIETHUX 33 CUET YJIYYIIEHHs] MPOHUKHOBEHHS BHYTPb MUKPOOHOM KIIETKH;
OKa3bIBalOT MpsIMOE BO3JAeiicTBUE Ha P.aeruginosa B BHUAE YMEHBIICHUS €€
KU3HECIIOCOOHOCTH,. braromapss cUCTEMHOMY MPOTHBOBOCIHAIUTENBHOMY 3 (eKTy
JUIMTETTFHBIN TIPUEM MAaKpOJIMJIOB CYIIECTBEHHO CHHXKAET 4YacTOTy TIenaToOMIMapHBIX
ocinoxkHenud (Y[ B) [86, 87]. B kauecTBe CHCTEMHBIX NPOTUBOBOCHAIUTEIbLHBIX
npenapaToB IPUMEHSAIOT a3UTPOMHUIIMH U KJIIAPUTPOMULIKH.

OCHOBHBIM MOKa3aHUEM K MPUMEHEHUIO MaKpOJIHIHBIX aHTHOUOTUKOB SIBISICTCS
HaJIM4YMe XPOHUYECKOW CHHETHOMHOW HH(EKITUH.

MeTtoauka Ha3HAYEHHA:
®  A3UTPOMHMIIMH Ha3zHaudaeTcs B o3¢ 250 mr (6onbHBIM ¢ Becom MeHee 40 kr) u 500 mr
(6ompHBIM ¢ BecoMm 40 Kr u Oosiee) uepe3 aABa JHA Ha TPETHH MEXIy NMpHEMaMU IHIIH;
JUTUTEIBHOCTh TE€PAUU UHIUBHUIYaJIbHA;

e KJIapuTPOMUIUH B 103€ 125 mr (O6ombpHBIM ¢ BecoMm MeHee 40 kr) u 250 mr (601pHBIM
c Becom 40 kxr u 6osee) yepe3 AeHb HE3aBUCUMO OT MpueMa muiu [86].

Hectepouanbie mnporuBoBocnaauTe]bHble mpenaparsl (HIIBII) npu MB
paccmatpuBatoTcs kak anbrepHaTBa [ KC (Tompko wubOympoden). Bricokme m03b1
noymnpodena (konmentpanus B mwiazMe 50-100 r/Mi1) mpoaeMOHCTPUPOBATN COXPAHCHHE
(GYHKIIMU JIETKUX, 3aMeJICHHE TPOTrPecCUpPOBaHUS MOpakeHus Jerkux npu MB, [83],
puck T000YHBIX J((PEKTOB CBS3aH B OCHOBHOM C  JKEIYJOYHO-KHIIICUYHBIMHU
paccTpoiicTBaMH U KPOBOTEUEHHUEM, IIPU ATOM MOJIb3a peBaaupyeT HaJ puckamu (Y] B)
[83, 89].

MeTtoauka HazHauyenusi: uOynpoden B no3ze 20-30 mr Ha 1 Kr Maccel Tena 2 pas3a B JICHb
JETAM B BO3pacTe OT 6 JET M B3pOCIbIM; MAaKCUMaJIbHAsl CYTOYHAS /1034 JJI1 B3POCIHBIX
cocrasiisieT 1,2 r; mist gered u noApoCTKOB B Bo3pacte ot 12 o 17 mer — 1,0 r.



I'110KOKOPTHKOCTEPOUIBI (I'KC) oOnagaroT BBICOKOU CUCTEMHOU
MIPOTUBOBOCIIAIUTENILHON aKTUBHOCTHIO. Mcnions3oBanue ['KC B psne cimydaes siBisieTcst
HEOOXOIMMBIM, €IMHCTBeHHbIM permieHueM npu MB. Ilepopanbabie I'KC ynyumator
(GyHKIUIO JIETKUX (IIPU 103€ MPEIHNU30J0Ha -2 MI/KT ¢ JIUTEIbHOCTHIO IPUMEHEHUS 10
4-5 ner), ux wHcHonb3oBaHuWE MNpu MB orpaHuumuBaeTCsi CEpPbE3HBIMU MOOOYHBIMU
s dexramu [84]:
® YacTble, HEOMACHBbIE JUIsl 3J0pPOBbS M JKU3HHU, J10303aBHCHMBIC: 3K30T€HHBIM
TUIEPKOPTULM3M  (YBEJIMYEHHME ammneTtuta, npubaBka Beca, KOXKHO-Tpoduueckue
M3MEHEHUs], UICTOHYEHUE, CYXOCTh KOXKHU, CTPUH, YTPH, YCUIIEHUE KaUJUIIPHOTO PUCYHKA),
JEUKOIUTO3, TUIIOKAJIMEMHUS], TeMIaTOMET IS,
® HeyacTble, 3aBUCAT OT MHAMBHAYAJIbHBIX OCOOEHHOCTEW, TIE€HETUYECKOH U
KOHCTUTYLIMOHAJIBHOM  MPEeapacrlojiOKeHHOCTU:  MoAaBieHHue  (YHKUMHU  KOpBI
HajanoueyHukoB u npoaykuuun AKTIL, uHdpekimoHHble OClIOX)HEHUs, ToBbImeHHE A]l,
OCTEONOPO3, SA3BEHHBIM MPOIECC B KEIYJOUYHO-KUIIEYHOM TPAKTE, TUNEPrIUKEMHUs U
TJIMKO3YpHsl, ICUXHUYECKUE PacCTPOMCTBA, MUOIIATHS, KaTapaKTa, 3a/Iep’KKa pocTa.

JIns  MUHMMU3AaIMU  AaHHBIX  9(PQGEKTOB  UCMOIB3YIOTCS  MHTAISIIMOHHBIC
koptukoctepoubl (UI'KC) [84, 86, 87].
Ilokazanus k npumenenuro UI'KC: coueranue MB ¢ OponxuanbHON acTMoii,
TUNEPPEaKTUBHOCTBIO OPOHXOB, HAJIMYMUE AJJIEPTUYEcKOro puHuTa. [IpuMeHstoT
OeKJIoMeTa30Ha AUMNPONUOHAT, OynecoHua, ¢IyTMKazoHa MpomuoHaT B  (opme
MOHOTEpaNyu WU B KOMOMHAIMY C 2-arOHUCTaAMU Pa3IN4YHON ITTUTEIBHOCTH EHCTBUS
(bopmotepoin, caMeTepod, caar0yTamot). Mcrons3yroTcs 10361, PEKOMEHI0BaHHBIC MPU
JTAHHBIX 3200JIEBAHUSX B PA3JIMYHBIX BUJAX MHTATSIUOHHOTO TPUMEHEHUSI.
IlepopanbHoe npumenenune I'KC npu nerounoit u cmeniannoi popmax MB MoxeT ObITH
pexkomeH1oBaHo 1ipu [84, 86, 87]:
e TsKkenmoe TeueHMe MB ¢ dacThiMM O0OCTPEHHSIMH, BBIPAKEHHOW JbIXaTECIIBHOM
HEJOCTATOYHOCTHIO;
® OOCTPYKTHUBHBIN CHHJIPOM, pedpaKkTepHBIN K JCHCTBUIO 32-arOHUCTOB;
® IpU BOCIAJICHUU C 00pa30BaHUE aTEICKTAa30B B JIETKUX;
e aepruyueckuii Oponxosierounsii acnepruiuie3 (ABJIA).
MeToanka Ha3HaYeHHUs MpeAHU30J0HA: U3 pacuera 1 (1-2) Mr/kr gakTuyeckoro Beca,
BHYTpPb B TeueHue 15-20 gHel; CKopoCTh CHUKEHUS ONPEEAeTCS UCXOHOM 0301  Mpu
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 nHe#l; mpu HEOOXOAUMOCTH OoJiee UIMTEIBHON Tepanuu -
aNbTEPHUPYIOIINHN KypC IPUEMa MPEHU30JIOHA.

Tadauna 22. IlepeyeHb OCHOBHBIX JEKAPCTBEHHBIX cpeacTB (umerowux 100%
8epOSIMHOCIb NPUMEHEHU )

®apmakorepaneBTuye | MekIyHapoaHOe HEMATEHTOBAHHOE Cnocod YpoBeHb
cKasi rpynna HanMeHoBaHue JIC NpUMEHEHHs | 10Ka3aTeJbHOCTH
Ledanocnopun Hedenum Ir B/B C
Hedrazumum 11 B/B C
Hedrpuakconl r B/B C
DTOPXUHOJIOH Hunpodgnokcarmu 200 mr/100 mi, B/B, per 0s C
250-500 mr




Cynbhanunamua Cynbdamerokcazon u B/B, per 0s C
Tpumeronpum120 mr, 480 mMr
Maxkpoaua 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
[TeHnnIuHEL [Munepaunmiuy u Tazabaktam 2,5 © B/B C
KOMOHMHHPOBAaHHbBIE
AMMHOTJIMKO3U ] Tobpamuniuua pacTBOp 1A C
300mr/5Mn WHT AU
ToOpamuuux MOPOILOK IS C
112 mr (4 kancynel o 28 mr) VHTJSIUI
AnTHOaKTEpUAIbHBIN Komuctumerar natpus 2000 000 ME | pactBop asns C
rpernapar APyrux TPy WHT ST
MyKOJIUTHKH
ALETHIIUCTENH 400 mr/2 min pacTBOp st C
HHT AN
JopHaza— anbda 2,5 mr/2,5 mn JUTST C
WHT TSN
3-5-7%NaCl 100,0mn TS C
WHT TSN
DepMeHTbI
[Tankpeatun 10 000E[; Per os C
25000 EX;
IIpoTruBorpunOKoBbIE MpenapaTbl
®dykoHa301 2mr/m, per os C
50 mr, 100 mr, 150 M
Bopukonazoun 200 mr, per os, C
50 mr pacTBoOp ISt
nH}y3mit
Kacnodgynrun 50 mr JUTst HHQY3Ui C
Amdorepuniua B 50mr, 10Ma JUIst THQY3Ui C
MukadyHrus 50 mMr JUIst THQY3Ui C
[Tozakonazon 40 mr/mi per os C
bponxoanTuku
CanpbyTamon 100 MKr/mo3a; Anp030Jib, C
5 mr/mi; pacTBop A
UHT AN
HnpoTponus Gpomua 0,025%, 250MKr/mi A3p03011b, C
pacTBop A
UHT AN
®enotepon/unporponus | 0,5/0,25 mr B 1 M Adpo30Ib, C
opomua 0,5/0,2 mr B 103€ pacTBOp s
HHT AN
I'J1II0KOKOPTHKOCTEPOUbI
[Ipenunuszonon 30 Mr/mm, per os, C
5wMr B/M,B/B
byneconunp 0,25-0,5 mr/mn pacTBOp I C
HHT AN

Taoauna 23. [lepeyeHb JOMOJTHUTEIBHBIX JIEKAPCTBEHHBIX CPEICTB (UMerowue MmeHee

100% seposmuocmu npumenenust):




dapmakorepaneBTH Me:kayHapoaHoe Cnocod YpoBenb
YyecKkasi rpynmna HENATEeHTOBAHHOEe HAUMEHOBAHUE | MPUMMEHEHMs | 10Ka3aTeJbHOCTH
JIC
Mono6akTam Asrpeonam 500 mr, 1000 mr B/B C
Kapb6anenem B Nmvunenem+ B/B C
KOMOWHALINHT [unacratin
TeTpaunKIuHbI Joxcunukiaua 50 mr, 100 mr BHYTPb C
AMpenukon Xnopampenukoin 250 mr, 500 mr; BHYTPb C
05r,1,0r B/B
nedanocrnopun+oera- Hedonepazon+ B/B B
JJaKTaMa3 UHTUOUTOP Cynp0akram 1,0 T
Buramunbl
Toxkodepon 100 mr AJI mpueMa C
BHYTPb
Xonexanpuudeposn 15000 ME/mm; AJ IpuemMa C
BHYTPb
Dproxanbiudepost 0,125 % AJIs1 mpHemMa C
BHYTpPb
PeTuHon aueTat 5000 ME, 33000 ME. JIA IpUemMa C
BHYTPb

4. IIOKA3ZAHUA JJA TOCIHUTAIUSAIIUN C VYKAZAHUEM THIIA
TI'OCIIMTAJIM3ALINMA [1-21]:

4.1 Iloxa3anus AJ1 IVIAHOBOM NOCIIMTAJIHU3ANMH € KPYTJIOCYTOYHBIM NpeObIBaHUEM
® YacTO MOBTOPSAIOUIMECS CUHAPOM HAPYIIEHHOTI'O KHUIIEYHOTO BCACBHIBAHUS HESCHOTO
reHe3a B T€YEHHUE Mecsla u Oolee;

e HEoOXOIWMOCTh TIPOBENCHUA [OO0OCJIEAOBaHMUS B Cllydae HEBO3MOXKHOCTH B
aMOyJIaTOPHBIX YCIOBUSIX;

e 110100p U KOPPEKIIUS TEpaInu;

® HeoOXOJIMMOCTh IPOBEICHHUS IJIAHOBOU WJIH, TIPU PA3BUTHH HETSIKETIOTO O0OOCTPEHUS,
BHYTPUBEHHOW aHTHUOAKTEPUAIbHON TEPANUU MTPU OTCYTCTBUU BO3MOXKHOCTHU IIPOBEACHUS
€€ B YCJIOBUSIX JHEBHOI'O CTAlIMOHAPA WM CTALIMOHAPA HA IOMY;

e HEoOXOIUMOCTH TUTAHOBOT'O ONIEPATHBHOTO BMEIIATEIbCTBA;

® YCTaHOBKAa BEHO3HBIX TOPTOB, TACTPOCTOMBI;

® HEoOXOIWMOCTh  OINEPATUBHOTO  JICUCHHS]  OCJOKHEHUH  MYKOBHCIHI032
(MoNMMIOTOMUSA, paJMKajIbHas TallMOPOTOMHMS, CIJIEHOKTOMHMS, CKJIEPO3HpPOBAHUE BEH
MUIIEeBOAA U T.1.);

® TpaHCIUIAHTALMS JIETKUX, [IEYCHH.

4.2 Iloxa3anus AJ51 IKCTPEHHOU rOCIUTAIN3ANMU:

e BIICPBbIC BISIBIICHHBIM MB;

e 00oCTpeHHe MYKOBHUCIIHI03a;

® pa3BUTUE OCTPOM W/MIM OBICTPOE MPOTPECCUPOBAHUE XPOHUUYECKOU bIXaTEIbHOU
HEJIOCTATOYHOCTH;

® JIErOYHOE KPOBOTEUYEHHUE, KPOBOXapPKaHbE HEKYIHUPYIOIIEECS;

® [IHEBMOTOpPAKC;



® KpOBOTEUEHHE M3 BAapUKO3HO-pacmivpeHHbIXx BeH (BPB) numesona, BPB BepxnHux
OTIEIIOB XKEIyIKa,;

® [IPU3HAKU KUIIEYHOU HEMPOXOAUMOCTH;

e cuHApoM 1notrepu coned  (mceBmo-baprrepa  cUHApPOM:  TUIIOKATUEMUS,
TUMIOHATPUEMUS,  TUIOXJIOPEMUsS,  alKajlo3)  TSKENIOW  CTENEHH,  TPeOyrolui
KPYIJIOCYTOYHOIO ~ MOHUTOPUHIA  DJIEKTPOJIMTOB,  BHYTPUBEHHOI'O  BBEICHHUS
JJIEKTPOJIUTOB;

®  OCTpBI MAHKPEATUT U 0OOCTPEHUE XPOHUUECKOTO;

® yyalleHHue )KUPHOTO CTyJia, HoTeps B Bece Oonee 5%.

4.3 [lokazanus sl TOCHMTAIM3ANMU 1O TPUHIHUINY CTANUOHAPO3aMelaloeil
MOMOIIHU «THEBHOMH CTALIMOHAP):

e HeoOXOJIMMOCTh IPOBEICHNS] BHYTPUBEHHON aHTUOAKTEPUAILHON TEparuu;

e JierovyHasi peaOuInTaIus;

® YCTaHOBKAa BEHO3HBIX MMOPTOB, FACTPOCTOMBI.

S. TAKTHUKA JIEYEHUS HA CTAIIMOHAPHOM YPOBHE:
5.1 HemeaukaMeHTO3HOeE JIeYeHHe: CM. TyHKT 3.1

5.2 MeaukamMeHTO3HOe JIe4eHHe: CM. IMyHKT 3.2

Oci10:kHeHNsI MPU MYKOBUCIUA03€: OCTEOIIOPO3, CaXapHbIN JTUAOET.

Octeonopo3 npu MB [1, 71] HocuT BTOpUYHBIA XapakTep. OCHOBHBIM KIMHUYECKUM
MPOSIBJIEHUEM OCTEONOpo3a npu MB, SBISIOTCS OCTEONOPOTUYECKUE NEPEIIOMbI KOCTEU
IpY HE3HAYUTENIHHOW TPABME WIIM CIOHTAHHO; JTFOOOM JIOKATU3aIlMH, YaCThI IEPETIOMBI TEJ
MTO3BOHKOB, MPOKCHUMAJIBHBIX OTJEJIOB OCAPCHHOM M IUICYEBOM KOCTEH, IUCTAIHLHOTO
OTJieJIa MPEeIICUbsl.

JIuarHoCTMKa OCTEOINOopo3a MPOBOAUTCA IO KIMHUYECKOW KapTHHE, a TakKkKe
JOTIOJTHUTEIIBHBIM JTA00PAaTOPHO-UHCTPYMEHTAIBHBIM JIaHHBIM [ 1, 24, 26-28,71]:

- OcTeoieHCUTOMETPHSA - «30JI0TOM cTanaapT™. B Bo3pacte 10 20 neT 30HbI U3MEPEHUS -
MOSICHUYHBIN OT/EJ] MO3BOHOYHUKA U BCE TEJO, UCKIII0Yasi FOJIOBY.

IIepBoe pyTHHHOE HCCIIEIOBAaHUE KOCTHOM INIOTHOCTH y JE€TEW PEKOMEH0BAHO B BO3PACTE
8-10 net, HO MOXeT OBITh paHbIIEe MPU HaTU4IUKU (PAKTOPOB pucKa octeomoposa [71].
[ToBTropHBIe U3Mepenus MIIK npoBoast: * kaxable 5 net (eciu Z-kputepuit Beiie -1 SD),
Kaxable 2 roja (Z-xkputepuit Mexay -1 u -2 SD) unm exeronno (Z-xkputepuit < -2 SD).

- Pentrenorpadgus xoctei ckenera. Y AeTeld W MOAPOCTKOB OCHOBHOE MOKa3aHHWE IS
MPOBENICHUS PEHTTeHOoTpaduu TPYAHOTO W TOSICHUYHOTO OTJEIOB IMO3BOHOYHHKA -
JUTUTENbHAS Teparusi NepopajbHbIMU TTIIOKOKOPTUKOUAaMu [25-28]. ¥V B3pocibIX - 6onH
B CIIMHE, IJIUTENbHBIN TprueM cucteMHbIx ' KC, rpynHoi kudo3.

- JlabopaTopHbIE METOABI UCCICAOBAHUS, B KPOBH: OOITUI M MOHU3UPOBAHHBIN KaJIbITHMH,
docdop, KpeaTuHuHA, ETOUYHYIO (ocdarazy, coaepxkanus ButamuHa D (25(OH)D).
Mapkepbl KocTHOro oOmena: PINP (mapkep kocteooOpazoBanusi) u CTX (mapkep
pe30pOIMHU KOCTH)

[Ipodpunaktrika ocreonopo3a mnpu MB: cOanancupoBaHHOe mNHUTaHUE, QuU3MUECKas
aKTUBHOCTH, JICUCHHE OCHOBHOTO W COMYTCTBYIOIIUX (HAmpUMep, caxapHbI auadeT)



3aboneBanuii, Hopmanuzaiuss UMT, agexkBaTHoe cojepkaHue BUTaMHuHa D, Kanbius U
JIPYTUX TUTATEIbHBIX BellecTB (OeNKu, Kaaui, MarHuii, mMeab, kene3o, GTop, LUHK,
Butamunsl A, C u K).

Jleyenue ocreornoposa npu MB NpoBoaAUTCS COINIACHO CYLIECTBYIOIUM PEKOMEHAALUIM
(B T.u. ¢ mpumeHeHueM OudocdoHaToB M Ap. CyOCTaHIUH, PEKOMEHIOBAaHHBIX IpU
OCTEOIOopo3e).

MyKkoBHCIHM/I03-aCCOMUPOBAHHBIN caXapHbIi 1uadeT:

Caxapublii  nuabet, oOycioBieHHbIH MykoBucuugozom (M3CJl) pa3BuBaercs
NOCTENEHHO, OCHOBHBIE CHUMIITOMBI: TOJWYPHUS, THOJUIUIICHS, HEBO3MOMKHOCTh
YBEJIMUYEHUSA/TIOIJIEPKAHNS MACCHI TEJIA, HECMOTPS HA YBEJIMUYEHNE NTUTAHUs, HapyIICHUE
pocrta, 3aiepxKa mydepraTa, yxXyaeHue JIerouHoi pyHkuuu [2].

Huarnoctuka M3CJ/l: rmroko3a, riaukupoBaHHbId remoriodun (HbAlc), opanbHbIi
riroko3otosepanTHbii TecT (OI'TT)

Jleuenne M3CJl: uHCynuHOTeparnusi B 3aBUCUMOCTH OT MOTPEOHOCTENW M KIMHUYECKOM
KapTuHbl. [lepopanbHble caxapOCHUKAIOIINE IpenapaTbl HE PEKOMEHAOBAHBI.

Huppo3 neuenn npu MB. Yacrora BcTpeuaemocTtu 3a0oneBanuil neuenu npu MB ot 27
10 35%. Y 5-10% nauuentoB ¢ MB B TeueHue NepBOro AECATUIIETUS KU3HU Pa3BUBACTCS
Uppo3 nevenu [ 1, 72]. bonpMHCTBY NaliMEHTOB ¢ IIUPPO30M neueHu npu MB tpedyeTcs
TPAHCIUIAHTALMs NE€YEHW IIPU MPOTrPECCUPOBAHMM IOPTAIBHOM runepreHsuu [72, 73].
[IpoBeneHue paHHel TpaHCIJIAHTALMM NEYEHU NMPUBOAUT K CTAOMIM3ALUU/YITyqILIEHUIO
(GyHKIHMM JIETKUX MOocie onepaiuu [74].

5.4 Xupyprudeckoe BMelIaTeJbCTBO [2]:

- IPU HEOOXOJUMOCTH YCTAaHOBKH T'aCTPOCTOMBI;

- yCTaHOBKa BEHO3HOrO TMoOpTa [UIA JJIMTEIBbHOW TMOBTOPHOM BHYTPHUBEHHOM
aHTHOAKTEpUAJIBHOW TEepaIlny;

- IPU OCJIOKHEHHUSIX CO CTOPOHBI JABIXaTEJIbHOW CHUCTEMBI (IHEBMOTOPAKC, JIETOYHOE
KPOBOTEYEHUE U JIP.), CO CTOPOHBI KEITYT0YHO-KUIIEYHOTO TPAKTA;

- [Ipu nmexommeHcaru pecnupaTopHO QPYHKIIUU (XpOHHYECKAs! TUIIEPKAITHIS, BHICOKAS
JIerO4YHas TUIMEPTEH3Ms) - pEIIEHHE BOIpoca O mpancnaanmauuu aezkux [75-77],
TpaHcruiaHTanus JETKUX MoKa3aHa Py TEPMUHAIBHOM MOPaKEHUEM JIETKHUX, C TSAKEIOU
JBIXaTEIbHOW HEAOCTATOYHOCTHIO, BEIPAKEHHBIX (DYHKITMOHATBHBIX OTpaHuYeHUsX (3-4-
it ®K mo NYHA), ¢ puckom cmeptu B Ommkaiiue 2 rona 6omee 50%.

Iloka3aHus K TpaHCIUIAHTALMK Jerkux npu MB:

* camkenue ODPB1<30% oT na.B., HECMOTPS Ha MPOBOAMMYIO B TOJHOM OOBEME
MEIUKAaMEHTO3HYI0 Tepalvio, € HAJIUYUEeM HWH()UIUPOBAHUSA AbIXaTEIbHBIX MyTel
HETYOEpKYJIE3HbIMH MHKOOAaKTepusiMHu (B ocobeHHocTtu Mycobacterium abscessus) win
Burkholderia cepacia complex w/vnv Haau4reM caxapHOTro nradeTa;

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

e JleroyHas THUNEPTEH3UsT B OTCYTCTBHUE THIIOKCEMUYECKOW  JbIXaTeIbHOU
HEJIOCTATOYHOCTH;

* yyalleHus 3MHU30J0B 000CTpeHHUs 3a00JIeBaHUS, ACCOIMUPOBAHHBIX C JIIOOBIM W3
CIEAYIOLINX COCTOSIHUMN:




— OCTpast AbIXaTeIbHAsl HEI0CTaTOYHOCTh, TpeOytomas HUBJI;

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

— YXyJILIEHUE HyTPUTUBHOI'O CTAaTyCca, 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.);

* IuTeNbHas (aMOynaTopHasi) HSMHBa3UBHAS! BEHTUIISIIUS JIETKHUX;

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

Tpancnaanmayua neweHyu PU pa3BUTUU LUPPO3a NEYEHU y NaueHToB ¢ MB.
Dakmopul, enuaouue Ha OUEHKY CPOKO8 mpancnianmayuu neyenu [74]:
e (CreneHb BAPUKO3HOI'O PACIIMPEHUS BEH MUILEBOA;
e Hanuuue B aHaMHE3€ 3MU30/10B KEIYI0YHO-KUIIIEYHOTO KPOBOTCUCHUS;
e bakTepuoIOruyecKuil 1UarHos;
e [IporpeccupoBanue yxyamenuss @ynknuun Jgerkux (OOBI/OXEI  <50%),
PELUANBUPYIOIINE PECTUPATOPHBIE MYIbTUPE3UCTEHTHBIE OaKTepUaIbHbIe MHPEKIINUN
CrerneHb TPOMOOIIMTOTICHUH, JIEHKOTIEHUH;
CrerneHpb HapyleHUs O0EIKOBO-CHHTETHUYECKON (PYHKIIUU TICUCHH, KOATyJIONaTHs;
YPpOBEHB LUTOJIN3A U XOJIECTA3a;
ApTepuanbpHas JIErOUYHAasi TUIIEPTEH3NUS;
Hannure noTeHumManbHOro poJACTBEHHOIO JOHOPA NICYEHH;
[IporpeccupoBanue yxyaueHus HyTPUTUBHOTO CTaTyca.
Hlokazanun onsa mpancnaaumayuu nevenu npu MB:
e [luTonu3 u/mnu xonectas B OMOXMMHYECKUX MMOKA3ATENSIX KPOBU;
e CHmKeHUe ypOBHS JIEHKOIIMTOB, TPOMOOIIMTOB B KPOBH HUKE HOPMBI;
o lsmenenuss mpu Y3U opraHoB OpromHON TOJOCTH (M3MEHEHHE SXOT€HHOCTH U
pa3sMepoB ME€YEHU, YBEIMYEHUE pPa3MEpPOB CEJIE3€HKH, NPU3HAKU MOPTAIBHOU
TUNIEPTEH3UN );
e Hamuuue BPBII mo manueim D1'JIC;
e Hanuuue koarymonatuu, JUCIPOTEUHEMUM.

Baxknunanusa nanuenTron ¢ MB.

MyKOBHCIIU03 - TPSAMOE TOKa3aHUe Uil NMPOPUIAKTHYCCKUX IPUBHBOK B paMKax
HanmonaneHoro kanenmapss 0e3 Kakux-JMOO OTBOJAOB M OTcpouek. MB He sBiseTcs
MPOTHUBONOKA3aHUEM JIJIsI IPUBHBOK.

JononuurenbHo aereit ¢ MB nienecooOpa3Ho NpUBUBAaTH OT MEHMHIOKOKKOBOH (C 2 JieT),
a Takke OT rematuta A uW BeTpsAsHOM ocmbl (¢ 12 Mec), pecnupaTOpHOU
CHHIIUTHAJIBHOBHUPYCHOM MH(EKIINH, pOTaBUPYCHOM WH(EKINH, €XKETOTHO
MPOTHUBOTPHUITIIO3HAS BaKIIMHAIIMS.



B3pocasix ¢ MB npusuBatoT no HaunonaneHOMY KajeHaapro oT AU Tepuu, CTONOHSIKA,
KOpH, KpaCHYXH, renatura B; mo snuaeMHUoI0ru4eckuM IOKa3aHusM - IPOTUB I'elaTuTa
A, BeTpsHOM OCIbl, MEHUHTOKOKKOBOM HH(pekuuu, nonuomuenura. OOs3aTenbHa
ITHEBMOKOKKOBAsi BAaKLMHALMA C HCIOJIB30BAHUEM ITHEBMOKOKKOBOW MOJIMCAXapUIHOU
KOHBIOTUPOBAHHON TPUHAALATUBAJICHTHAs BaKLWHBI OJHOKPAaTHO, & TAKXKE €XKErOJAHO
IIPOTUB TPUIIIA.

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

5.5 anbHeiimee Beaenue [31]:

OkazaHue MeJUIMHCKOW MOMOIIM ManueHTaM ¢ MB ocylecTBisieTcst Ha BCEX YPOBHSX:

e VYporeHb nepBudHON Meauko-canutapHoi nomomu (IIMCIT) mo mecTy >KuTenbcTBa
nalMeHTa y4yacTKoBbiM BpauoMm BOII, neauwatp, TepamneBT: KOHTPOJL 3a OOLIUM
COCTOSIHMEM, BBITTUCKA PEIENTOB, CBOEBPEMEHHOE HAMPABJICHUE B TOPOCKON/001aCcTHOM
IEHTPBI, PECIyOJIMKAHCKHE LIEHTPbhl MYKOBHUCIIM03a, MPU HEOOXOJUMOCTU SKCTPEHHAs
TOCIIUTAIU3ALIMS 10 IPEBATUPYIOIIEMY TOPAKEHHUIO.

® TOpPOJCKOW/00JaCTHON IEHTPhI: KOHCYJIbTAIIMKM CIEIUAIUCTOB MO HEOOXOIUMOCTH
(TyJIBMOHOJIOT, TACTPOIHTEPOJIOT U JIP. ), OpraHu3aIvs JHEBHOTO CTal[MOHapa, CTalluoHapa
HAa JIOMY, KpYIJIOCYTOYHOTO CTallMoHapa, JIWHAMHU4YHAs OIIEHKa J1abopaTOpHO-
WHCTPYMEHTAJbHBIX  HCCJIEAOBAHMM,  KOpPpPEKIMs  Tepanuu,  HalmpaBlICHUE B
pecnyOIMKaHCKUI IIEHTP MYKOBHCIIHI03a.

® pecrmyOJMKAaHCKHUI IIEHTP MYKOBHUCIMI03a (KaK caMOCTOATENbHAas €IMHMIIA, Ha Oa3e
MHOTONPOMUIBHOTO CTAallMOHApa C KOHCYJbTaTUBHO-TUATHOCTUYECKUM LIEHTPOM)
OKa3bIBa€T CIEIUAIU3UPOBAHHYIO, B T.4. BBICOKOTEXHOJIOTUYHYIO, MEIULUHCKYIO
noMmouis (Ha aMmOyJlIaTOpHOM M CTallMOHAPHOM YpPOBHE), MOAOOpP U MPOBEACHUE
peadMIUTAlMOHHBIX TPOTPAMM H JIp.

[TepuognuHocTh HaOMOACHUE TTalIMeHTOB ¢ MB:

e JIeTH 10 3-X MeC — KaKable 2 He,

e 3-6 Mec — 1 pa3 B Mec;

e 06-12 mec — 1 pa3 B 2 mec;

e Ttocne 12 Mec — exKeKBapTaIbHO, IPU HEOOXOAMMOCTH YaIllle.

Taoauna 24. Kapra nmHamu4veckoro Hatéawaenus nanuentos ¢ MB [31].

IIMCII, 06;1acTHOIl YPOBEHb

Ne HaumeHoBaHUe McC/IeI0OBAHUS KparnocTh Mpumeuanue
HCCIeI0BAHMSA

1 AnTtponomerpus (pocT, Macca Tena, pacueT Macco- | 1 pa3 B 3 mecsina | JluHamuueckoe
poctoBoro cootHouienus MPC) HaOJIro/1eHNe

2 Knunndeckuii aHanu3 KpoBU 1 pazB 3 JnHamuueckoe
Mecsia HaOJIr0/1eHNe

3 bakrepuonornyeckoe uccieaoBanue MOKpoTsl (ipu | 1 pa3 B 3 mecsia | JluHamudeckoe
HEBO3MOXKHOCTH cOOpaTh MOKPOTY - Ma30K C 3a7HeH HabroieHne

CTEHKH TJIOTKH) Ha MUKPO(DIOpYy U
YYBCTBUTEIBHOCTh K AHTUOMOTHKAM

4 @DyHKIMS BHELIHETO JbIXaHUs (CIIUPOMETPHs) C 5 1 pazB3 JnHamuueckoe

JIETHETO BO3pacTa Mecsia HaOr01eHNEe




5 Ormpezenenue caTypalud KHUCJIOPOJia I pazB3 Junamuueckoe
(IyIbCOKCUMETPHUSI) MecsAna HabIroIeHNE

6 PenTtrenorpamma opraoB rpyAHOM KJIETKU 1 pa3 BTOI JnHamuueckoe
HaOJIIOICHHE

7 buoxumuueckoe uccineaoBanne KpoBU (aKTUBHOCTD 1 pa3B 6 JnHamuuaeckoe
MEYCHOYHBIX )EPMEHTOB, COOTHOIIEHUE OCITKOBBIX MECSIICB HaOJII0ICHUE

(bpakuuit, >IEKTPOIUTHBIN cocTas, 25(0OH)D3,
TJII0KO3a U JIp.)

8 KomnbrotepHas ToMmorpadusi OpranoB rpyJHOM 1 paz3 BrOJI JnHamuueckoe
KJICTKU HaOJII0ICHUE

9 VYapTpa3ByKoBOE€ UCCIEAOBAHUE OPTaHOB OPIOIITHOM 1 paz BTON Junamuueckoe
MTOJIOCTH HaOJI0ICHNE

10 OKTI’ 1 pa3 BTOI JnHamuueckoe
HaOJTI0ICHUE

11 Ox0-KT" 1 pa3 BTOI JnHamuugeckoe
HaOJTI0ICHUE

12 Komnposornyeckoe wuccienoBaHue I pa3z B 3 mecsima|  /IluHamuyeckoe
HaOJIFOIeHIE

13 ®ubpo330daroracTpoayoI€HOCKONIHS (mo mnokazanusiM) JuHamMuyeckoe
HaOJIFOIEeHIE

14 KomnbrotepHas Tomorpadus na3zyx Hoca 1 pa3 BTOI JnHamnueckoe
HaOJIFOIeHIE

15 dubpockaHUPOBAHHIE (mo moxkazaHusM) JlmHamm4ueckoe
HaOJIFOIEHIE

16 Koncynperamusa JIOP - Bpaua 1 pa3z B rog Jnnamuueckoe
HaOJIFOIEHIE

17 Koncynpramus nyasMoHoJI0ra 2 pa3a B roj Jnnamuueckoe
HaOJIFOIEHIE

18 Koncynpramusa ractposHTeposiora 1 paz3 BrOAI Jnnamuueckoe
HaOJIFOIEHE

19 OO0t aHaaIu3 MOYHU I pa3z B 3 mecsina|  JluHamuyeckoe
HaOJIFOIEHE

20 Koncynpramus sH10KprHOJIOTa (o mokazanmsaM)| JnHAMHYECKOE
HaOJIFOIEHE

21 KoncynbTanus kapauosora 1 paz BrOI JlmHaMuyeckoe
HaOJIFOIEHIE

22 KoHcynbTanus TopakaibHOrO XHUpypra (o mokazanusM)| JluHamuueckoe
HaOJIFOICHUE

23 Koncynpranus abqoMHUHATBEHOTO XUpPYpra (o mokazanmsaM)| JIuHAMHYECKOE
HaOJIFOIEHUE

24 | KoHTpOJb HaBBIKOB KMHE3UTEpAInU, UCNIOJIb30BaHus | | pa3 B 3 Mecsiia|  JluHamuueckoe
JIBIXaTeIbHBIX TPEHAXKEPOB U MPUOOPOB HaOJIOICHHE

Pecny0/iMKaHCKHI YPOBEHb
Koncynbranms 1 pa3 BTOI JlmHaMuyeckoe
KOOpAMHATOpA 10 [ToBTOpHO - NpU U3MEHEHNH TAKTUKU HaOJII0IeHUE
MYKOBHCITUA03Y Tepanuu Koppekuus tepanuu
Onpenenenne XaopuaoB 1 pa3 Broz Bepudukarus
moTa JHrarLosa
TecT Ha TONEPAHTHOCTD K 1 paz3 BTON Bepudukanus
TJIIOK03€ JHrarLosa




JnHamuueckoe
HaOJIr0/IeHNE
AXTUBHOCTb 3J1acTa3bl B 1 pa3 B ron** Bepudukanus
Kaje JMarsosa
JnHamuueckoe
HaOJII0ICHUH
MonekynsapHo- 1 paz BTON Bepuduxkanus
TEHETUYECKUM aHaIu3 — JAarLosa
OTIpeJIeNIEHNE Ha I'eH
MYKOBHCITH03a

S.6 Unpukaropsbl 3pGPeKTUBHOCTH JIeYeHUA:

e VYiydmieHue/cTabUIbHOCTh OOLIEr0 COCTOSIHUE OOJIBHOIO;

e VYMmeHblIeHHE (CTa0MIbHAS YacTOTA) YaCTOThl 00OCTPEHMIA;

e ViyudmieHue/cTaOUIBLHOCTH JIAOOPATOPHBIX TTOKa3aTesei;

e Hopmanuzanus/cTabuIbHOCTD MTOKa3aTesiel Beca U pocTa;

OTCyTCTBHE OCIOXHEHHI/OTCYTCTBHE MTPOT'PECCUPOBAHNUS OCIIOKHEHUH;
CoxpallleHue 9acTOThl SKCTPEHHBIX TOCIIHTATN3AINH;

e (CoxpaHeHHE KayecTBa KU3HU MAI[CHTOB.

6. OPTAHU3ALIMOHHBIE ACITIEKTBI ITPOTOKOJIA:

6.1 Cnincok pa3padoTYNKOB MPOTOKOJIA ¢ YKa3aHNEM KBATU(PUKANNOHHBIX JAHHbIX:
1) BbopanbaeBa Pusza 3ynkapHaeBHa — JOKTOp MEIMIMHCKUX Hayk, aupektop AO
«Hay4HbIN HEHTp NeAUaTPUU U IETCKON XUPYPTUK».

2) HaypsizanueBa Illammaryns TynenoBHa — KaHAWIAT MEIMIIMHCKUX HAYK,
3aBeNyroIlas oraeieHueM MyiabMoHosioru AO «HayuHbli LIEHTp neAUaTpUu U JETCKOM
XUPYPTUMY.

3) CanubGekoBa Jleitna JlanuramueBHa — KaHIWIAT MEIUIIMHCKUX HAyK, KOHCYJIBTaHT
otaena neauatpun KO «UMC» «HamumoHanbHbIM Hay4dHBIA IIEHTP MaTEpUHCTBA U
JETCTBAY.

4) CmsaroBa ['ympHapa CanaBaToBHA — JOKTOpP MEIUIIMHCKUX HayK, Mpodeccop,
3aBenytomas PecnyOnmkaHnckol Menuko-renetndeckoi koHcynbranueid AO «HayuHbiid
LEHTP aKyllIEepPCTBA, TMHEKOJIOTUU U IEPUHATOIOTUI.

5) MykaroBa Hpuna FOpreBHa — HOKTOp MEIMIIMHCKUX HayK, mpodeccop kadeapbl
KapJAuoJIoruu, BHYyTpeHHUX Oosiesneit MCD u peadbwnmuraniun HAO «MeaunuHCKkuit
YHuBepcUTeT AcTaHay.

6) KammeBa Mwupa MapaToBHa — KaHAWAAT MEAWIMHCKUX HAYK, JOLEHT Kadeapbl
KuHuYeckol apmakonoruu AO «HarmonanbHbIi MeaUITMHCKHNA Y HUBEPCUTET.

7.2 Yka3aHue Ha OTCYTCTBHE KOH()JIUKTA MHTEPECOB: HET.
7.3 PenieH3eHTHI:
1) KypmanbexoBa Cayne KacmakoBHa — mpodeccop kadenpsl neauatpun No2 AO

«HanmoHnanbHbIi MeTUIIUHCKUNA Y HUBEPCUTETY.

7.4 YcaoBus nepecMOTpa MPOTOKOJIA: IIEPECMOTP MPOTOKOJIA Yepe3 S JIET MOCIE €ro



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