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Beenenne

MyxkoBucuuno3 (MB) — ayTocoMHO-peliecCMBHOE HAcleACTBEHHOE 3a0ojeBaHue, Haubolee
pacrnpocTpaHEHHOE B MOMYJISIUU E€BPOINEOUI0B, O€3 a/JleKBaTHOIO JIEYCHHs] PE3KO COKpallaroliee
MPOJIOJDKUTENbHOCT, W KadectBo xku3HM (KJK) mamumentoB. Kimuamueckm MB  mposiBisercs
NOPaXEHUEM JIbIXaTEJIIbHONM CUCTEMBI, 3K30KPUHHOW HEJOCTaTOYHOCTHIO IMOJKEIYIOYHOM >KEIe3bl,
rernaToOMINAPHBIMA  OCJIO)KHEHUSIMH, HAapyILICHHEM IPOIIECCOB MHILIEBAPEHUS W BCACBIBAHUS B
KHILIEYHHKE, a TAKXKE CHIDKEHUEM PerpoayKTUBHOM pyHkuuu. [Ipornos 3a0oneBanus B MogaBIisiomeM
OOJIBIIMHCTBE CIY4YacB OMNPEIENSICTCS BBIPAKEHHOCTHIO IMOPAXKEHUS OpPOHXOJETOYHON CHCTEMBI.
VIMEeHHO TIOTOMY HM3YYEHHIO HOBBIX METOJIOB Tepamuy OpPOHXOJIETOYHON CHCTEMBI YJENSETCS camoe
IPUCTAJIbHOE BHUMAHUE.

Kucro3nbiii  ¢ubpoz (MykoBucummos - MB) —  ayTOCOMHO-pPELIECCHBHOE  MOHOTCHHOE
HaCJIEICTBEHHOE 3a00JIeBaHNE, XapaKTEPU3YIOLIEECs TOPAKEHUEM BCEX IK30KPHUHHBIX HKEJE3, a TAKKE

KU3HEHHO BaKHBIX OPraHOB U CUCTEM.

Kox mo MKB-10

E84 Kucro3zHsrii pudpos.

E84.0 Kucroznbiit pubOpo3 ¢ JIEroOuYHBIMU TPOSBICHUSIMHU.
E84.1 Kucro3usiit prOpo3 ¢ KUIIEUHBIMU POSBICHUSMHU.
E84.8 Kucto3nslii prubpo3 ¢ Apyrumu mposiBICHUASIMU.

E84.9 Kucto3Hblii (pubpo3 HEeyTOUHCHHBIH.

DNUaeMHu0JIOTus

Yacrora MB konebnetcst cpenu npeacraBurteneit eBporneonioB oT 1:600 mo 1:17000 HOBOpOKICHHBIX.
B P® uacrora mykoBucnmao3a cocrasiser 1o JaHHbIM PI'BY Menuko- reHeTM4eckoro Hay4yHOro
nertpa 1:10000 HoBOpokAeHHBIX. Ob1ee uncio 60npHBIX MB B Mupe npubmusurensuo 80000, u3
Hux B CIIA — 28000, B Benmukobputanuu — 9500, Bo ®@pannuun — 5900, B ABctpanuu — 3200, B
Wpnanguun — 1100, B Kanmame — 4000, B Poccum — 2800. B MockBe MennaHa BBEDKHBACMOCTH

cocrasiseT 39,5 mer.



ITHOJIOTHS U MATOreHe3

I'en MB 0b11 u3omupoBan B 1989 1., OH pacmonoxeH B CepeluHe IMHHOTO Iuieda 7 ayTOCOMBI,
conepkutT 27 3k30HOB U oxBarbiBaeT 250 000 map HykieotuaoB. OH KOHTPOJIUPYET CTPYKTYpy H
bynkuuio 6enka, HazBanHHoro MBTP - tpancmemOpanusblii perynstrop MB. Ha cerogusuiauii neHb
BhiZicieHo okojo 2 000 wMyranmuii TeHa - TPaHCMEMOPAHHOTO PETyJsiTopa IMPOBOAMMOCTH
mykoBucuuaoza (MBTP), orBerctBeHHBIX 3a pa3Butue cumntomoB MB. Cpenu HUX, cOriacHO
JTAHHBIM HAIIMOHAJILHOIO PErucTpa, HauboJiee YacTo BCTpevaroTcs cieayromme myTanuu: F508del
(52,79%), CFTRdele (2,3-6,32%), E92K(2,65%), 2184insA (2,02%), 3849+10kbC>T (1,65%),
2143delT (1,65%), G542X (1,33%), N1303K (1,33%), W1282X (1,11%), L138ins (1,06%).

MBTP noxanusyercsi B alMKalbHON 4aCTH MEMOPaHBI SMUTEIHATBHBIX KJIETOK, BRICTUIAIOIINX
BBIBOJIHBIE TIPOTOKHM KeJie3 BHEIIHEeW cekpenuu (TMOTOBBIX, CIIOHHBIX, JKele3 B OpoHXax,
MOJDKEIYAOYHON JKele3e, KHUIIEYHUKE, YPOIeHUTAIbHOM TpPaKTE€), OH PEryJupyeT TPaHCHOPT
AJIEKTPOJINTOB (TJIaBHBIM OOpa3oM XJIOpa) MEXIY ATHUMH KJIETKAaMH U MEXKJIETOYHOU KUIKOCTbIO.
[Tocnennue wuccinenoBanus mnokasanu, yro MBTP sBnsercss coOCTBEHHO XJIOPUAHBIM KaHAJIOM.
Myrtanuun rena MB HapymaloT He TOJIBKO TpaHCIOPT, HO W CEKpeluro HOHOB xjopa. [lpu
3aTPYJHEHUU MX HPOXOXKICHUS 4epe3 KIETOUYHYI0 MeMOpaHy yBeIWYHMBAaeTCs peadcopOIust HaTpus
JKEJIEe3UCTBIMU  KJIETKaMH, HapylIaeTcsl 5SJEKTPUYECKHM MOTEHIMal MpPOCBETa, YTO BbI3BIBAET
M3MEHEHHE DJIEKTPOJUTHOIO COCTaBa M JErHJpaTalldio CeKpeTa »Xeje3 BHelIHel cekpeuuu. B
pe3yJbTaTe BbLAEISEMbI CEKpeT CTAaHOBMUTCS UYPE3MEPHO T'YyCThIM M BsA3KUM. llpum sTOoM cTpanmator
JIETKHUE, eIy I0YHO-KUIIEYHBIN TPAKT, I€UYEHb, OKEyT0UHas kKelle3a, MOYeIoIoBas CUCTEMA.

[TporpeccupoBanne JEroYHOM U CEpPACUYHOM HEAOCTATOYHOCTH SABIIETCS HauboJiee YacTon
npuanHON cMeptH OonbHBIX (95%). Cpenu Apyrux NMPHYHH B SKOHOMHYECKH Pa3BUTHIX CTpaHax
BBIJICJIAIOT: OCJIOKHEHUS MPU TPAHCIUIAHTAlMK opraHoB — 12%; 3abojeBaHMs MEYEHU U TMEYCHOYHas

HEJ0CTaTOYHOCTS - 2,3% ciy4aeB; TpaBMbI — 2,1%; cyummn — 0,8%; npyrue — 1,3%.

Kaaccnduxanus.

Knaccudukanms, mnpuastas BO3, MexayHaponnoit Acconmanumet MyKoBUCIIHI03a,
EBpomnelickoit Acconmanueit MykoBucuuaosa:

Krnaccuueckunif MyKOBHCHH03 C TaHKPEATHYECKOM HENOCTaTOYHOCTHIO (CMEIlaHHas WU
JeroyHo-KumieyHas ¢popma 3adoneBanusl ).

Knaccuuecknii MyKOBHCIMAO03 C HEHApyIIEHHOW (YHKIMEH MMOHKETyA0YHON IKeIe3bl
(mpeumMyIeCTBEHHO JierouHasi popma 3aboneBanusl ).

HeonpeneneHHbI AMarHo3 Mpyu NOJIOKUTEIBHOM HEOHATATbHOM CKPUHUHI€ HA MYKOBHUCIIUA03.

3aboneBanus, accouunpoBannbie ¢ reHoM CFTR(MBTP)



* U30JIMPOBaHHAst 0OCTPYKTUBHAS a300CTIEPMUST;

* XpOHMYECKUI ITAaHKPEATUT;

* IUCCEMHUHUPOBAHHBIC 6pOHX03KT33BI

Kimmanyeckas Kiaaccupukanusi MyKOBHCIHI032

®dopma XapakTepruCTHKa OPOHXOJIETOTHBIX [Iposieerns | OclIOXHEHUS

HW3MEHEHUI

Knunnueckas ®daza n Crenen

aKTHUBHOCTh p JIH
rporecca

Knaccuuec kuit | XpoHundeckuit Bre I.ct. II. | Xponuuecku | Abcuecchl, aTeJIeKTas3bl,
MYKOBHCIIH 00CTPYKTUBHBIN obocTpeHwms cr. I1L. i (THOWHBIN, | THEBMOIHMOITHEBMOTOPAKC,
no3l OpOHXUT ObocTtperHne | CT MOJIMIO3HO- KPOBOXAapKAaHUE, KPOBOTEUCHUE
Cwmemnianna s Bbponxoskraszbl Tun THOMHEBIN) (tlerounoe, XXKeIyI09HOE),
WM JIETOYHO- (;moxanmm3oBaHHBIE | OOOCTPEHHS: PUHOCHUHYCUT | aJUIeprUYeCcKUid
KUILIEYHAs u O6ocTpenue Cunnpom OpOHXOIIETOYHBIH acrepruiies3
dopma JIMCCEMUHUPOBAaH | XPOHUYECKOT MCEeBJO- (ABJIA), neroynas TunepTEH3MUA,
3a00JeBaH! A H BI€) C 0 OponxwuTa Baprrepa MOJINI03 HOca. MEeKOHHUEBBII
(MyKoOBHCIT YKa3aHueM [TneBMOHMS A3zoocrniepMusi | Uieyc, 3KBUBAJICHTHI
Ua03 C JIOKaJu3alun (c yxazanueM PeuunuBupy | MEKOHMEBOTO MiEyca,
MaHKpeaTu [TueBMouoOpo3 JIOKaTU3aluu 10 IIUH BBITIAJICHUE TPSIMON KUIIKH
YECKOH ) MaHKPEaTUT Huppo3 neuenu (6e3 u ¢
HEJ0CTATOY CwMelanHbIi MOPTATBHOM TUTIEpTEH3UEH )
HOCTBIO — THUI JKKB OtcraBanue B pu3nyeckoM
E84.8) pa3BUTHH.
Jlerounas BenkoBosHepreruueckas
¢dopma HenocTatoyHocTh Hapyimenue
3a00JIeBaHy s TOJIEPAaHTHOCTH K yTJIEBOJaM
(MyKoBHCIT MyKOBHCIIHI03aCCOLIUUPOBAHHBI
HUJI03 C i caxapusblil muader CHIKeHne
HEHApYyLIEH HOM MHUHEPAIBHOM TJIOTHOCTH
byHKIHEH KOCTHOM TKaHU BTopuuHsbIil
MOKETY I0YHO 0CTEONOpo3 AMUIONI03 NOYEK
M JKene3bl — Cuanoanenut Burtamun K-
E84.0) Ne(UIUTHBIC COCTOSHUS

(reMopparuyeckas 00JI€3Hb)

I'enotun (myrtanuu resa CFTR (MBTP))

CornacHo 6a3ze manubrx CFTR2.
org u KoHceHcycy no
KIuHIYecKuM 3 dekram
TeHeTUYECKIX BapuaHTOB (0a3a
nanabix SeqDBhttp:/
seqdb.med-gen.ru/)

MuxkpoOuonorudeckuii craryc (yka3plBaeTcs jara
MIEPBUYHOTO BHICEBA (BBISBICHHUS) MUKPOOHOTO MaTOreHa
(TIaTOTEHOB) U, €CJIH €CTh, TIOCIIECTHETO)

Cra¢ninokoKkkoBast UHPEKITHS.
CunerHoitHast uH(EKIUS.
Wudexnus, Bpi3BanHas B.
cepacia complex Jlpyrue
nHpekan. MuKpoOHbIe
aCCOIHAIIH

Hpyrue dbopmel: HeonpeneaeHHbIH 1UarHo3 npu
MOJIOKUTEIBHOM HEOHATAILHOM CKPUHUHTE Ha

MykoBucIH033 — E84.9.
3aboneBanus, acconuupoBanubie ¢ reHoM CFTR (MBTP): —
M30JIUPOBAHHAS OOCTPYKTHBHAS a300CIEPMUST; —
XPOHUYECKUN TAHKPEATHUT; TUCCEMHUHUPOBAHHBIC

OpPOHXO0IKTA3BI




Kinnuyeckasi kapTuHa

Y 6071bIIMHCTBA NAIIMEHTOB NIEPBbIE CUMITOMBI MB BBIABIISAIOTCA YK€ HA IEPBOM TOAY KU3HU, XOTSI

HU3BCCTHEHI ClIydan Ooiee IO3HCT'O pa3BUTUSA 3a00JIeBaHus - BILIOTH A0 3p€JIOTro BO3pacTa.

Bospacr

CUMITOMBI H CHUHAPOMBI

I'pynnoi

PCHI/I,I[I/IBI/IPYIOH_[I/IG HIIN XPOHUYCCKHUE PECITUPATOPHBIC CUMIITOMBI, TAKHUEC

KaK KallleJdb WIKA OJbIIIKA
PeunnuBupytoias uiam XpoHuueckasi THEBMOHUS

OtcraBanue B (pU3NIECKOM Pa3BUTUU

HeodopmiienHblii, 00UIBHBINA, MACTSTHUCTBINA U 3JI0BOHHBIN CTYII
XpoHHuecKas nuapest

Brinagenue npsamoi KUIKu

3aTsKHAs HEOHATAJIbHAS KENTyXa

CorneHblil BKyC KOXKU

TennoBoil yaap uinu AerupaTaius IpH KapKou Moroae
XpoHUYECKask TUTIOIEKTPOIIUTEMHUS

JlaHHBIE CEMENHOro aHamMHe3a O CMEPTH JETEH Ha MEPBOM TOJY >KM3HU
WIA HaJlu4ue CUOCOB CO CXOJIHBIMU KIMHHYECKUMH MPOSBICHUSIMU

FI/IHOHpOTeI/IHCMI/IH / OTeKu

JIOMIKOIBHBIN

Croiikuii Kamienb ¢ uiau 0e3 THOWHOM MOKPOTBI

I[I/IaFHOCTI/I‘{eCKI/I HEACHAasA peiuauBUpYOIias WM XpOHUYCCKad OAbIIIKa

OrtcraBaHue B BECE U pOCTE

Brinagenue npsmoin KUIKu

NuBarnnamus

XpoHHnueckas auapest

CuMmnToM «O6apabaHHBIX MATOYEK»

Kpucrannsl conu Ha Koxe

['unoronuueckas neruaparamus
['unosnexkTponuTeMust 1 METabOJIMYECKHI aJIKaio3

['emaromeranusi WM AMArHOCTUYECKU HESCHOE HapylIeHHe (QYHKIINH

INCYCHU




[IIkonpHBIN XpOHUYECKHE  PECHUPATOPHBIE  CUMITOMBI  HESICHOM  JTHOJIOTMM

Pseudomonasaeruginosa B MOKpoTe

XPpOHUYECKUI CUHYCUT

HazanpHbIH 10I11103

bponxoskTaszsl

CumnToM «ObapabaHHBIX MATOYEK»

XpoHuueckas auapest

CHHIIpOM IMCTaNbHON MHTECTUHAIBHON 00CTPYKIIUU
[Tankpeatur

Brinagenue npsamoi KUIKu

CaXapHLIﬁ I[I/Ia6eT B COYCTAHHUU C pCCIIUPATOPHBIMHU CUMIITOMaAMH

I'enaTomeranus

3aboiieBaHue MeYEHU HESICHOI ITUOJIOTHUHU

[TogpocTku u B3pocCIbIe ['HoiiHOE 3a00JIeBaHME JIETKUX HESICHOM 3TUOJIOTHUU

Cumnrom «OapabaHHBIX MATOYEK»

ITankpearur

CuHApOM AUCTAIBHOW MHTECTHUHAIBHON 00CTPYKIIUH

Caxaphblit TuabeT B COYETaHUU C PECIUPATOPHBIMU CUMIITOMaMHU
IIpu3Haky nuppo3a MeYyeHn U NOPTaIbHON TUIIEPTEH3UH
OrcraBaHue B pocTe

3azeprKKa MoJI0BOTO Pa3BUTHS

NudepTunbHOCTS ¢ a300cTiepMueii y U1l MYKCKOTO TT0J1a

CHmxeHue QpepTUIbHOCTH Y JIULL KEHCKOTO IMoJIa

Jns MB  CBOWCTBEHHO MpOTPECCHpYIOIee TEUYCHHUE, YacTble OOOCTpeHHs, O0OYCIOBICHHbIC
aKTUBHOCThIO HMH(pekimoHHbx arentoB: Haemophilus influenzae (H. influenzae), P. aeruginosa,

Staphylococcus aureus (S. aureus), Burkholderia cepacia (B. cepacia).




Kannudeckue MPOABJCHUSA, XaPAKTECPHbIC 1JId MYKOBUCIIUI03a

Boicokocneunduunnie 1 MB

Menee cneunduunbie 1 MB

Co cTOpOHBI cUCTEMbI NULLEBAPEHHUS
e MeKOHUEBBIN WiIeyC

® DK30KpUHHAs! HEJAOCTATO

Co cTOpOHBI cUCTEMbI IHIIEBAPEHUS

e OTcTaBanue (GU3UICCKOTO Pa3BUTHI

¢ ['unonporenHeMus

o Jlepuuut >KUpOpacTBOPUMBIX BUTAMUHOB

o CHHAPOM IUCTaTHHON MHTECTUHAIEHOW OOCTPYKIINU
e PexTanbHbIN MTpoJiarc

e bunuapHsiil HUppo3

e [JopranbpHas runepTeH3us

¢ )XKB y nereii 6€3 reMOTMTHYECKOTO CHHIPOMA

o [IepBUUHBIN CKIEPO3UPYIOLIUI XOIAHTUT

® DK30KpUHHAsl HEJOCTATOYHOCTh MO KEITYAOYHOM
JKeJe3bl Y B3POCIIBIX

e PelluMBHPYIOIINI TAHKPEATHUT

Co cTOpPOHBI JbIXaTeIbHBIX MYTeil:

o XpoHnyeckast ”H()EKIHs, BbI3BaHHAS MYKOUIHON
¢dopmoii Ps. aeruginosa

¢ BpOHX09KTa3bl B BEPXHHX J0JIIX 000X JIETKUX

e [Iepcuctupyromnias undeknus, BezBannas B. Cepacia

o XpOHUUECKUI THONHBINH/TTOTUITO3HO-THOWHBIA CHHYCUT

Co cTOPOHBI AbIXaTeNbHbIX yTeH:

e XpoHHUECKas WIN PEUUIUBUPYOLIas HHPEKIHS,
BBI3BaHHas S. aureus, s. aeruginosa, A. xilosoxidans, H.
Influenzae

e PeHTreHonornyeckre Npu3Haku OPOHX03KTA30B,
aTeNeKTa30B, TUNEePHUHOISINY HIIH XPOHUYECKas
WHQWIBTPAIHS Ha PEHTT€HOTpaMMe OPTaHOB TPYIHOM
MOJIOCTH

o KpoBoxapkanbe, cBs3anHOe ¢ qudPy3HBIM
MOpPa)KEHUEM JIETKHUX, OTJIMYHBIM OT TyOepKyJie3a UiH
BaCKyJHTa

o XPOHUYECKHUI U/WIIM IPOAYKTUBHBIH Kallelb

e AJutepruuecKiii OpOHXOJIETOUHBIN acliepruiuie3

o XpOHUYECKUI THONHBIN/TTOTUIIO3HO-THOWHBIA CHHYCUT
¢ PeHTreHONOrnuecKre MPU3HAKH XPOHHYECKOTO

MMaHCUHYCHUTAa

Hpyroe:

e CUHAPOM BNIEKTPOJIUTHBIX HAPYIIEHUN
e BpoxieHHOE ABYCTOPOHHEE OTCYTCTBUE

CEMABBIHOCAIIUX ITPOTOKOB

Hpyroe:

o VTONIIEHUE KOHIEBBIX (PajlaHT

° OCTGOHCHI/I?I/OCTCOHOPO3 B BO3pacTe




JIlmarHoctuka

Juarno3 MB noareep:kaeTcs Ipy HATMYUK OJJHOTO MIIK O0Jiee XapaKTepPHbBIX (DeHOTUITHYECKUX
nposiBiieHu MB B codeTanuu ¢ nokasarenbcTBaMu Hanuuus mytanuu rena MBTP, takumu kak:
BbIsBJICHHE MyTanuii reHa MBTP npu reHOTUNIMpOBaHUY WK yBEJIMYEHUE YPOBHS XJIOPUIOB B CEKPETE

MMOTOBEIX JKeJjie3 OOJIBLHOIO.

Knaccuueckuili Meton ompeneneHus: 3JEKTPOJUTHOIO cOCTaBa MOTa (XJopa WIM HATpHSs)
METOJOM IMHJIOKApIMUHOBOTO AyekTpodopesa mo I'mbcony m Kyky (1959r.) sBisercst «30J0ThIM
CTaHJApTOM JAMArHOCTHKIY, IIPOBOAMTCS TpoekpaTHO. Hopma — 1o 30 MMOJIB/11, MOrpaHUYHbIE 3HAUCHHUS
30-59 MMOIB/11, TOJIOKUTEIBHBINA pe3yabTaT - 60 MMOJIB/T M BBIIIE (MIPH HaBecke mota He Menee 100 mr)

[1,2,4,31,]. [lokazarenu xi10puaoB Beimie 150 MMOIB/1T JOHKHBI OBITH MOABEPTHYTH COMHEHHUIO.

IloTOBBINF TECT C TOMOIIBIO CIEHMAIBHBLIX ITIOTOBBIX AHAJIU3aTOPOB IIO3BOJIACT IIOJYYHUTHb

pe3yJabTaT EKTPOIUTOB B TeueHre 30 MMHYT, ¢ MUHUMaJIbHOW HaBeckoi B 3-10 MKT.

[lpu ompeneneHUH NPOBOIUMOCTH MOJOKUTEIBHBIM PE3YyJIbTaTOM JUIS MYKOBUCIHI03a
CUUTAaeTCs TMOKa3aTesb: Bbilie 80 MMOJIB/IT; TOrpaHUYHBIM 3HaYeHueM: 50-80 MMOJIB/JI; HOPMAJIBHBIM —
no 50 mmonsw/n. Ilokazarenun mnpoBoaumocTH Bbimie 170 MMOdB/T [0MKHBI OBITH MOABEPIHYTHI

COMHCHMUIO.

[Ipu oTcyTcTBUN (DEHOTUNMYECKUX MPOSBICHUN TuarHo3 MB Mo)keT cuuTaTbes yCTaHOBICHHBIM

B TEX ClIydasx, Korga:

-y 06cnenyeMor0 BbIABJICHA MYTalHs TI'CHA MBTP wu/umu moJIOKUTEIbHBIC PE3yJIbTaThl

MOTOBOI MPOOBI, a y POJHBIX OpaTheB UITU cecTep 00CiIeyeMOro NoATBEpKAeH nuarao3 MB;
- myTanus reda MBTP u/unmu
- TMIOJIOKUTETLHBIE PE3YIbTAThI TIOTOBOU MPOOBI OBLITN BHISIBJICHBI Y HOBOPOKIEHHOTO.

PexomeHn1oBaHO IPOBEACHNE MOJIEKYJIIPHO-TEHETHUECKOT0 UCCIeIOBaHMS I NACHTU(DUKALUT
mytanuii rena MBTP (CFTR) (MonekynsipHO-reHeTHUYeckoe uccienaoanue myranuii B rene CFTR
(MyKOBHCLIM/I03) B KPOBH, KOMIUIEKC UCCIIENOBAHNUMN Ul IMarHOCTUKU MYKOBHMCIIM103a) 110

IIOKa3aHUsIM:

1) HoBoposkieHHbIM ¢ 1o10XKuTeNbHbIM P T 1 MO10KUTENbHBIMU HIIM TOTPAHUYHBIMU 3HAYEHUSMU

MIOTOBOM MPOOBI, MEKOHUEBHIM HIIEYCOM
2) JIromsim ¢ morpaHUYHBIMU 3HAYCHHUSIMU TTOTOBOM MPOOBI
3) [ManmenTaM ¢ KIMHUYECKUMU MPOSBICHUSIMH KJIACCHYECKOTO MJIM MOHOcMMNToMHOTO MB

4) Tlpu CFTR-acconmupoBaHHBIX 3a00J1€BaHUAX (TAHKPEATUT, BPOXKICHHOE IBYCTOPOHHEE OTCYTCTBHE



CEMSIBBIHOCSIILIETO TPOTOKA/00CTPYKTUBHAS a300CTIEPMHUS )
5) Poacreennukam narueHToB ¢ MB (11 onpenieneHus craryca HOCUTEIbCTBA 0 YKEIaHHIO)

6) JKeHmuHaM TOCNE pOXJIEHUS NEpPBOro pebeHKa ¢ MYKOBUCIUIO30M, a TakKe BO BpeMs

MOCIEAYIOMNUX OepEMEHHOCTEN MPH HATMYUH peOeHKa ¢ MyKOBHUCIIHI030M

7) Inmox na 10-12-it Hepene npu noxo3peHuu Ha MB (mpu Haymmuuu cubca ¢ MB) unu oO6HapyxeHuu

TUIEPIXOreHHOr0 KUIIeYHUKa pu Y 3-00cae10BaHuN
8) Honopam ramer u smOpuoHoB B nporpammax KO (OKO-UKCH), BHyTpUMaTOYHONH WHCEMUHAILIUN

9) Cynpy»eckuM MapaMm C BBICOKUM reHeTHYeckuM puckom MB, xenaromum npoittu OKO-III'T MB

JUIA IpeAOTBpAIleHHsl pokaeHust pedbenka ¢ MB (mpu oTCyTCTBHM MPOTUBONOKA3aHUHI 1 OTPaHUYCHHI)

Juarnocruyeckue kpurepuu MB

Jna peuieHuss nmpobiemM OuarHocTukd MB, B TOM uucie U ero aTtunu4Hblx (opm, ObuH
pa3paboTaHbl KPUTEPUH, COTJIACHO KOTOPBIM 00s13aTeNbHbIM A1 MB siBIsieTcsl Hanu4ue XapakTepHoro

KIIMHUYCCKOI'0o CMHJAPOMaA IJIFOC NOKA3aTCILCTBO KaKoro-moo HapyHICHUA (I)YHKI_[I/II/I XJIOPHOT'O KaHaJ1a.

B Hacrosmee Bpems CyHIECTBYET HECKOJIbKO BAapHAHTOB JMATHOCTUYECKHUX KpuUTepueB MB,
KOTOPBIMH IIOJIB3YIOTCS CIENUAINUCTBI. 11 IMOATBEPKIEHHUsSI JIHArHo3a JOCTATOYHO HMETh JiBa

IIprU3HAaKa, Mo OAHOMY U3 KaXKI0T'0 CTOJ'I6IIa.

XapakTepHble KIMHMUYecKue ImpossieHus MB | I1omoxuTenbHbIN IOTOBBINA TECT
(marosiorusi OpraHoB JAbIXaHWSI U HPUIATOYHBIX
na3yx HOCa, KEIyI0YHO-KUIIIEUYHbIE HAPYILIEHUS U
HapylLIECHUs MUTaHWs, CUHAPOM IIOTEPU COJIEH,

00CTpYKTHUBHAsI a300CTIEPMUSI)

MB y cubcos [TonoxwnrenpHas Pa3HOCTh Ha3aJIbHBIX
MTOTEHIIMAJIOB
[TonoxkuTenbHBIN HEOHATAIBHBIA CKPUHHUHT JIBe 3HaunMeble myTannuu B rene MBTP

JAuarHocTuyeckue KpuTepun, yreep:kaenubie EBponeiickumu cranaapramu 2014 roaa

[TonoxuTtenpHass motoBasi npoda w/mmu JIse mytanmmu MBTP, Bei3bBatomue MB (cormacHo 6ase

CFTR-2 http://www.cftr2.org)




n

HeonaranpHas TUTICPTPUIICUHOT'CHEMHU A
HJIN

XapakTepHble KIMHUYSCKUE MPOSBICHUS, TaKue Kak AUQQy3HbIe OPOHX0IKTA3bI, BEICEB U3 MOKPOTHI
3HauuMou 1 MB maroreHHoit MUKPO]IIOps! (0COOEHHO CHHETHOMHOW TMAaJI0uKH), SK30KPHHHAS

IMMaHKpPEaTU4ICCKasd HEAO0CTaTOYHOCTh, CHHAPOM IIOTEPU COHCﬁ, O6Cpr1(TI/IBHa$I a300CIepMuUs

CKpUHHUHT

[IpoBomuTes y Bcex HOBOpPOXACHHBIX. Ha mepBom drare B BBICYLIEHHOM IISITHE KPOBHM OLICHUBAIOT
cofep;kanue uMMmyHopeaktuBHoro tpuncuHa (MPT). O6pasupl ¢ moBbimieHHBIM coaepxkanuem MPT
HanpasisaoT Ha JJHK-tunupoBanue ¢ nenpio ooHapyskenus myranuii B rede MBTP. Ilpu Besinenunl
WIK 2 MyTauui pe3yJbTaTbl CKPUHMHIA CUMTAIOTCS MOJOKUTEIbHBIMH, M OOJBHOW HAaIpaBisieTcs B
Hentp wmykoBucuumoza (b0 mpoduabHOE OTACNeHUEe [UIsl JaHHOW KaTeroOpuu IAaldeHTOB)
BepuduKaluu aquarno3a. Ecnu MmyTtaiiuu He BbIsSIBICHBI, a coaepkanue NPT B kpoBu BbICOKOE, MPOBOAAT
MoTOBYIO MpoOy. [103UTHBHBIN MOTOBBIN TECT y TAKUX JIUI TAK)KE PACIEHUBAIOT KaK TMOJIOKUTEIbHBIN
pe3ysibTaT CKpUHUHTA, M OoJbHBIE Hampamistorcss B LleHTp MykoBucuugoza (mmubo mnpoduiibHOE

OT/ICJICHUE).

IIporokona ckpununra Ha MB B Poccun Bkirouaer 4 ytana:
- UPT,

- noBTOpHBIN NPT,

- IOTOBBIN TECT U

- JHK-auarnoctuky,

IIPU ATOM TOJIBKO MEPBBIE TPU SABISAIOTCS 0053aTEIbHBIMU.

JTanbl HEOHATAJIBLHOI0 CKPpUHUHTA B Poccuiickoiit @egepannu

| aTan Ha 3-4 nenp y moHomeHHoro (Ha 7-8 —if — y HEJJOHOIIEHHOTO) HOBOPOXICHHOTO —

ornpezeneHne UMMyHopeakTuBHoro tpuncuna (MPT) B BbICylIeHHON Karljie KpOBU

Il 3Tan [Tpu momoxutensHOM pesynbraTe (O6omee 70 Hr/mu) Ha 21-28-if IeHb MOBTOPHBIN

TecT Ha UPT

111 3Tan [Ipu nonoxurensHoM pe3ynbrate (6onee 40 Hr/mir) — moToBas mpoda

IV sTan [Ipu norpannunom pesynbrate — JIHK - nnarnoctuka
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Jleuenue

Lenun neuenmns:
e OGecneunBaTh MAaKCUMAJIBHO BRICOKOE KQ4€CTBO YKU3HHM IMAIIMCHTA,

o Hpez[ynpen(z[aTb " JICYUTH O6OCTpeHI/I${ XPOHHUYECKOI'O I/IH(l)eKI_II/IOHHO' BOCIIAJIMTCIIBLHOI'O ITpo1ecca B

OpOHXOJICTOYHOMN CHUCTEME;

e O0ecnieunBaTh aJI€KBATHBIN PAIlOH U PEXKUM MUTAHUS.

O0s13aTeNbHBIE COCTABIISIIOIINE JICUCHUS:

e MeToauKu IpeHUpOBaHU OPOHXHALHOTO JIepeBa U JiedeOHast GU3KyIbTypa;

o J[uerorepanus;

o MyKoJIUTHYECKasl TepaIusi;

o AnTHbaKkTepualibHas Tepanus;

e 3aMecTUTENbHAS TepaIus HeJOCTATOYHOCTH SK30KPUHHON (PYHKITUHU TIOKETYIOUHOMN HKEJIE3HI,

° BI/ITaMI/IHOTepaHI/IH.

Metoauku ApeHUpOBaHUs OPOHXUATBHOTO JIepeBa U jieueOHas GU3KyIbTypa:

Kunesurepanus

['maBHas 11e1h MPOBEICHUS KHHE3UTEPANIUU — OYHUIIICHUE OPOHXHAIBHOTO JIEPEBA OT CKOTUIEHUM BSI3KOM
MOKPOTBI, OJIOKUPYIONIUX OPOHXH M MPEAPACTIONararoliuX K pa3BUTHIO WH(EKIIMOHHBIX 3a00JIeBaHUI

OpPOHXOJIETOYHON CHCTEMBI.

HanOosnee yacTo CHONb3YIOT CIEAYIOUIME METOIUKHA KHHE3UTEPAIIHU:
- IOCTYPAJIbHBIN APEHAK;

- IEPKYCCUOHHBIN MacCaX IPyIHOMN KIIETKH;

- aKTMBHBIN [IVKJI JbIXaHMSI,

- KOHTPOJIMPYEMOE OTKAIIMBaHUE.

KunesuTepanus mokazaHa BceM HOBOPOXICHHBIM M JIETSIM MEPBBIX MECSIEB XKU3HU, 00nbHBIM MB. ¥V

IPYAHBIX J€Te 0OBIYHO MPUMEHSIOT TACCUBHYIO TEXHUKY KHHE3UTEPAINH, BKIIOYAIOIIYIO:
- TIOJIOKEHMSI, B KOTOPBIX YJIYUIIIAeTCs IBaKyalusi CIM3U U3 JIETKUX;
- KOHTAKTHOE JIbIXaHUE;
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- Maccax C JICTKOM BHOpaIen U moriakKuBaHUEM;
- 3aHATHSA HA MS4E;

- Jp€HAXX C IMOMOINBIO CICHHUAJIBHOI'O BI/I6paHI/IOHHOFO XKUJI€Ta: y INaluCHTOB C MYKOBHCHHUIO30M B

m000M Bo3pacTe (0T HOBOPOKIECHHOTO JIO B3POCIIOTO).
MykoJuTHYecKas Tepanus

L4 PeKOMeHIIOBaHO BceM TIraimeHTaM ¢ MB (33 HUCKIIFOYCHHUEM HUMCHOIUX  MCEIHUIHMHCKHEC
HpOTI/IBOHOKaSaHI/IH) IIPOBEACHUC aKTHUBHOU MYKOHHTHHGCKOﬁ TEpanru € UCJIbKO YMCHBIICHUA BA3KOCTH
MOKpPOTBI H o0yerycHUS €e 9BaKyalluu. HpeI[HOLITCHI/IC OTAACTCAd HWHIAJKIOMOHHOMY BBCICHHIO

MYKOJIMTUKOB.

OHeHKa 3(1)(1)CKTI/IBHOCTI/I JICYCHUS: KIIMHUYCCKHU - OICHKA CYTOUYHOT'O KOJIMUCCTBA MOKPOTHI, W3MEHEHUM

€€ KOHCUCTCHIIMH, OLICHKAa CTCIICHU Z[BIX&TGHBHOﬁ HEAOCTAaTOYHOCTH.
B knuHMYeckoit IIPAaKTUKE IJIA MYKOHHTHHGCKOﬁ TEparnu UCIOJIb3YIOTCA:

JopHa3a anbga - paspeiBaeT BogoponaHble cBsi3u Moiekyd JIHK, xoropelie sBIsiOTCS OCHOBHOM
COCTaBJISAIOLIEH THOMHON MOKpOTBI, U sABIsETCA 0a3MCHOM MYKOJIMTHYECKOH Tepamuei, obecrieunBaeT
3¢ deKT B TeueHue CyTok. [IpuMeHseTcss MHraIAUMOHHO B 103€ 2,5 MI' B CYTKH; IIpU HEOOXOAUMOCTH
(pactipocTpaHeHHBIE OpPOHXO’KTa3bl- 5 Mr B CcyTku (mo 2,5 mMr x 2 p/aH uepe3 HeOymainzep);
XPOHUYECKUM MOJUNO3HBIA CHUHYCUT - 5 Mr B cyTku (2,5 mr — uepe3 HeOynaiizep, 2,5 mr - ¢
HCMOJIb30BAHUEM YHHBEpPCAJIbHOW HWHTASIIMOHHOM cUCTeMbl ¢ (YHKIMEH MyJIbCUPYIOLIeH Mojaun

aspo3oiis o 1.25mr=1.25M11 B KaK/Iblif HOCOBOH XOJ).

7% runepToHUYECKUM pacTBop HaTpus xjopuna ¢ 0,1% HaTpuem ruanrypoHaToOM NpUMEHSETCS
MHTAISIMOHHO 4epe3 HeOynaizep 1o 5 miu 2 pas3a B J€Hb, YJIy4llIaeT KIUPEHC IbIXaTeNIbHbIX MyTeH U
ABIgeTCs Oa3UCHOW MYKOJIUTHYECKOW Tepamnueld ¢ ObICTppIM MyKouuTHYeckuM s¢dexrom. Takxke
MOKET MPUMEHATHCS 3% THIEPTOHMYECKUI pacTBOp HATPUs XJIOPHZA, OCOOEHHO y JeTed MIaJIiero

BO3pacTa.

Manuauton B ¢opMe TMOpOIIKa Il HWHTAIANMA YIydllaeT KIUPEHC [bIXaTeIbHBIX ITyTeH,
CIOCOOCTBYET THIpaTanuu ciu3d. ManHuTON TpuMmeHsiercs B o3¢ 400 Mr IBaKIel B JIEHb uepe3
crielMalbHbIl  uHTaIsATOp. Ilepen Ha3HaueHWEM MaHHUTOJNA MAIMEHT JOJDKEH MPOMTH TECT Ha
OpOHXHMATBHYIO THIIEPPEAKTUBHOCTH MTPH HA3HAUYCHUH HAYAJLHOMN JT03bI B COOTBETCTBUU C MHCTPYKITUEH

K npenaparty. [IporuBonokaszan gersMm 10 6 net. [IoBbIIaeT KOMINIAEHTHOCTD IIOJIPOCTKOB.

Mannuton n 7% runeproHudeckuil pactBop HaTtpusa xjopuaa ¢ 0,1% HaTpuem ruamypoHaToM

SBIISIIOTCS] MyKOJTUTUKAMU OBICTPOTO ACHCTBUS M COYETAIOTCS C JOPHA30H anbga.

BpouxoauTuku
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ITokazaunus:

- OonbHBIE € JerkuM TedeHueM MB, y KOTOpbIX ©IpHU MPOBEIECHUH CIUPOMETPUHU BBIABIICHA
OpoHX000CTpYKLUS (OJBIIIKA, CyXHE XPUIIBI MPH ayCKyJbTaluu, cHkeHue BeauunHbl ODB1 menee

85% oT HOMmKHOTO 3HAYEHUS);

[Tpr BO3HMKHOBEHHMH 3aTPYJAHEHHOTO JIBIXaHWS W OJBIIIKH Ha3HAYACTCS CAbOyTaMoOJI B PEXKUME «IIO
TpeOOBaHUIOY»; TIEpe/l MPOBECHUEM KHHE3UTEPAITUH TAaKKe HA3HAYACTCS CaabOyTaMoll ; MPH HATHYUU
oOparumoit O6ponxooOcTpykuuu (mpupoct ypoBHs O®PBI1 mnocne unramsnuum Oponxonutuka> 15%)
Ha3Ha4yaeTcs [2-aipeHOCTUMYIISATOP (CalbOyTaMoi) B COYCTAHHH ¢ M-XOJUHOJIUTUKAM (UIIPATPOIHUs
OpOMHJI WJIM TMPOJIOHTUPOBAHHBIC IMPEnapaThl — CAIMETEpos, (HOPMOTEPONT , THOTPOIHUS OPOMU;, Y
OOJIBHBIX C HOYHBIMH SMH30JIaMH YAYIIbS U IPU HEBO3MOXXHOCTH PETYJIIPHON MHTAIISIIUOHHOW TEparuu

HA3HAYaIOTCs MPOJIOHIMPOBAHHBIE TEO(DUIIIMHBI BHYTPb.
AnTHOaKTepuanbHble npenapatbl (ABII)

Bce OGomnbHbIE ¢ JeroyHBIMH TposiBieHHsIME MB, y KOTOpbIX oTMewaercss oboctpenne MB wim
BBIABJIAIOTCS BO3OYAMUTENN PECIIMpPaTOpHO MH(EKIME B KommdecTBe Gonee 10° KoMOHHEOOpa3yrommx
€lMHUI] TpPU IUIAHOBOM MHKPOOMOJIIOTHYECKOM HCCIEAOBAaHUM, HJIM IpPU XPOHHUYECKOM BBHICEBE
P.aeruginosa (miaHOBbIE KypChl Kaxble 3 Mecsllda, HE 3aBUCHMO OT HaJM4Hs WIH OTCYTCTBHS

obocTpeHwus).

1. Tllpu nHasHauenun ABDBII cnexgyer ucnonb3oBate koMOuMHaiuu JIC ¢ pa3snIuyHBIM MEXaHU3MOM
necTBus (Hampumep, f-JakTaMHble AHTHUOMOTHMKM B KOMOMHAIMM C aMUHOINIMKO3uaamu). I[lpum
BBIIEJICHUM B MOKpOTE OOJIbBHOTO OAHOBPEMEHHO JBYX MHKpoopranum3moB BbiOOp ABII 3aBucutr ot

CBOMCTB 00Jiee Pe3UCTEHTHOTO BO3OYAUTEIIA.

2. [Tpumenenne ABII B Bune wHTanmsAIMiA 4epe3 HeOymai3ep: - MOKET MPOBOAUTHCS KaK B CTallMOHApe,

TaK ¥ B JIOMAIIHUX YCJIOBUAX (IIPH HAIUYUU HeOyrai3epa 1 COOTBETCTBYIOIINUX HABBIKOB Y OOJBHOTO

win ero Omu3kux). Ecium HeT ycnoBWil A7 peryispHOro MPOBEACHUS HHTASIIMM B JOMAIIHUX

YCIOBUSX, Jy4ine nepeit k npuemy ABII BHyTpb;

- nepen unramsiiued ABII Heo6XonuMO NPOBECTH MHTANSALMI0 OPOHXOJUMTHKOB (caimpOyTamon 2,5 mr
yepe3 HeOymaifzep 3a 15-30 MUHYT 10 MHTANIAIUN aHTUOMOTHKA), MyKOJTUTHKOB, a TAKXKE MOCTYPATIbHBIN
JpEeHAXK;

[Tpumenenne ABII BHYTpb HcCHONB3yeTCs ISl Tepanuu o0ocTpeHui MB B noMamiHux yciaoBUSX WIH

1St TPOGUIIAKTHYECKOTO JIeYCHUs OOJIBHBIX, MHPUIIUPOBAHHBIX P. 8eruginosa;

[Tpumenenne ABIl BHYTpHBEHHO MOKa3aHO: - MPH TSDKEIBIX o0ocTpeHusix MB (jieueHue B ycnoBusix
JITY); - nast npopuiIakTHYECKOTro JeUeHus1 OOJIbHBIX, MHQUIIMPOBaHHBIX P. 8eruginosa, B Tex ciyuasx,

korna npumenenue ABII BHyTpr okazanoch Hed(h(eKTHUBHBIM (BHYTPUMBEHHAs Tepamnus B JAOMAITHHX
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YCIIOBHSIX);

- IpHU YXyAUICHUU TCUCHUA 3a001€BaHNs U MOSBJIEHUM HOBBIX CHMIITOMOB y 6OJ'ILHBIX, IoJTydaromux

ABII BHyTpb (BHYTpUBEHHAs Tepalvs B JOMAITHUX yCIOBHSIX);

- TaﬁJmua. AHTI/I6I/IOTI/IKI/I, IIPUMCHACMBIC Yy MAallUCHTOB C MYKOBHUCHHUOIO030M, IIPU BBICCBC U3
MOKpOTHI/ OponxuanbpHoro cexkpera Staphylococcus aureus (MSSA)

AHTHOHOTHK CyTouHble CyTo4HbIe 103bI Cnoco0 BBenenusi| Kparnocr
AO3BLLJIA AeTell 1151 B3POCJIbIX b
BBe/ICHUSI
Amoxkcunmina+Knasymnan| 60-90 mr/kr 15-2r BuyTpb 2-3
oBas KucioTa** (pacuet o
(IPOTHBOIIOKA3aH IETSAM 0| aMOKCHIIVJUTUH
2 11eT) y)
90-120 mr/kr 3,6-4,8 1 B/B 34
Oxcarumma** 100 mr/kr 2T BHYTpB 4
200-300 mr/kr 4-12 v B/ 4-6
Hedanexcun™* (kamcynasr | 25-50-100 mr/kr  2-4 1 BayTpb 3-4

250 Mr npoTHBOIMOKA3aHBI
netsm o 10 mer,
tabnetku 250 Mr —
IIPOTUBOIIOKA3AHBIACTAM

1o 7 er)

Hedazonuu™* 100-150 mr/kr 4-6 T B/ 2-3
Hedypoxcum™* 20 -30 mr/kr 05-1r BayTpb 2
(cycrnieH3us as npuema

BHYTpPb — 150-200mr/kr 3-9r B/B 3-4
HPOTHBOIOKa3aHa

JIeTsIM 10 3 Mec., TaONeTKH
—IIPOTUBOIIOKA3aHbI ACTAM

10

3 jeT)

AzutpoMuLIUH** >6 mec.-10 mr/kr 500 Mr BryTtpn 1

(Tabnerxu 125 mr Kypc 7-10 nneii

IPOTUBOIOKA3aHbl 10 3
JIEeT,CyCIICH3Hs JUT IpreMa
BHYTPb —
IPOTHBONOKAa3aHa

JieTsiM 1o 6 mec.)
Knapurpomumma** 15 mr/kr It BryT1pn 2
(Tabnerku —
HPOTUBOIIOKA3aHbI AETSIM
1012 ser)
Jbxozamunun™** 40-50 mr/kr 1-3r BryTtps 2-3
(mpoTHBOIIOKAa3aHUE -
npu

Macce tena 6ozaee 10 kr)

14



Knunpamuua™* 20-40 mr/xr 1,8-2,4r BryTpb 3-4
(p-p ans B/B 1 B/M Hetsm crapiiie 2,4-27T B/B 3-4
BBEICHUANIPOTUBOIIOKA3aH | 3xyer 40Mr/Kkr
JIETSIM JI0 3J1eT, KaTCyIIbl
MPOTHUBOIMOKA3aHbI IETSIM
108 JeT ¢ Maccou Tena A0
25kT)
Joxenmmkmaa™®* Hetsm ¢ maccoit |1 aern-200 mr Baytps 1-2
(TIpOTHUBOIIOKA3aH JETAM tena MeHee 45 kr  Batem 100 mMr onuH
108 ner) BIIEPBBIN JCHb pa3 B CyTKH
JeyeHus 4 MI/Kr,
BITOCJIETYFOIIINE
JTHU
- 2-4 mr/kr.
Jetsm ¢
Maccourena
Oonee
45 kr -
KaK
B3pOCIIBI
M
Cynbdamerokcazon+Tpume| 6-10 mr/kr mo 320 mr mo Buytps 2-3
TonpumM** TPUMETOTIPUMY  (TPUMETOIIPUMY
(IpoTUBOITIOKA3aH AETAM MIPH TSDKENOH
103 ser) WHpEKIIH
BO3MOXKHO
yBEIUYEHHE
JI03bI
Ha 50%
Tuamdennkona 250 mr (B 500mr Wuransmun 2
TJIMIAHAT mepBbie2-3 g |(B mepBble 2-3 QHA
AleTHIIUCTEHHAT JIEYSHUS 7032 NeYeHUs 032

MOXET OBITH
yBEJIMYCHA B 2

pasa)

MOJKET OBLITE
YBEITMYCHA B 2 pa3a)
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AHTI/I6I/IOTI/IKI/I, MMPUMCHACMBIC Y MMALITUCHTOB C MYKOBUCHUAO30M, ITPH BBICCBEC I/I3MOKpOTBI/6pOHXI/IaHBHOI‘O
cekpera Haemophilus influenzae

AHTHOMOTHK CyTrouHble CyTo4HbIe 103bI Cnoco0 BBenenusi Kparnocr

HO3BIAJISA AeTeil  |1JIsl B3POC/IbIX b

BBeJIeHUS

AMOKCULIWIUTHAH * * 40-60 mr/kr 15-2r BHyTpb 2-3
AwmoxcunmunatKnasynan | 60-90 mr/xr 15-2r BuyTpb 2-3
oBas Kuciora** (pacuer o
(TIpoTHBOITOKA3aH AETAM /10 | AMOKCHLIMILIMHY
2 niet) )

90-120 Mr/kr 3,6-4,8 B/B 3-4
Ledypoxcum™* 20 -30 Mr/kr 05-1r BHyTpb 2
(cycrnieH3us ajis mpuemMa 150- 200mr/kr 3-9r B/B 3-4
BHYTpPb —
MPOTHUBOIOKA3aHa
IETSIM 10 3 Mec., TaOJIETKH
— MPOTHUBOMOKA3aHbl JICTSIM
1103 J1eT)
Hedukcum 8Mr/KT 400 mMr BuyTpb 1-2
(ITporuBormokasan y
Jeteino 3 et u npu
Macce Tenaao 25 Kr)
Hedorakcum™* 100-150 mr/kr 2-8 1 B/B 2-4
Joxcuukmua* * Jletu ¢ Maccoii 1 neus-200 Mr BayTpb 1-2
(IPOTHBOIIOKA3aH JETAM JI0 | tenano 45 Kr B 3aTteM 100 Mr oguH
8 sier) nepBblil eHs - 4 P43 B CYTKH

MI/KT, B

MOCJEYIONIHE JTHU

- 2-4 Mr/KT.

Hetsm ¢

Maccourena

Oonee

45 Kr - KaK

B3pOCIBIM
Tuamdpenukona ruumHat 500 -1000 mMr 1000Mr Wuransmum 2
AleTUILMCTENHAT
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AHTHOHOTHKH, TPUMEHSIEMBIC Y TTAI[MEHTOB ¢ MyKOBHCIIHI030M, IIPH BBICEBE M3 MOKPOTHI/OPOHXHAIBHOTO
cekpera MeTuIunHpesucteHTHoro Staphylococcus aureus (MRSA).

Haszpanue npenapara Ho3a nas Cyrtounas no3a | Cnoco0 KpatHocTh
nerei s BBe/leHI BBeIeHUS
B3POCJIBIX a1
Pudammunun** 20 mr/kr/cyT 600-1200 mr BHyTpb 2
(B MoHOTepanuu  He
Ha3HAYaAIOT) (MaxcumansHO 600 MT B
(mpoTHBOTIOKAa3aH AETIM CYTKH)
1o 1 rona)
Cynbdamerorcaszon 6-10 mr/kr/cyT 320 mr o BuyTps 2-3
+Tpumeronpum ** 1o TPUMETONPUM
(IpOTUBOIIOKA3aH JICTSIM | TPUMETOIIPHMY, y
1o 3 meT) TIPU TSKETON
MH(DEKIIMIBO3MOXKHO
yBeJUYEHHUE 03I Ha
50%

®dy3uaoBas KHCIOTA 40-60 mr/kr 2250mr BuyTpb 3
(npotuBomnokazana getsim| #<1 roma: 15mr/kr 3
1o 3 ner) pasa B JIeHb

#(mo 3 ner) 1-4

roja:

250 mr 3 pasa B 1eHb

5-12 ner: 500 mr 3

pasas JieHb

> 12 ner: 750 mr 3

pasza
Kinuanamurms * * 20-40 mr/kr/cyT 1,8-2,4r Baytps 3-4
(mpoTHuBOMIOKa3aH

JIETAMIIO 3 JIeT)

Kinuanamurms * * 40Mr/Kkr/CyT 1,8-2,7r B/B 3-4
Joxcnmukmua™®* Hetsm ¢ maccoit Tena 1 newp-200 mr | BHYTpH 1-2
(TTpoTHUBOTIOKA3aH MEHee 45 KT B IEePBBIi 3atem 100 mMr

JETAMIIO 8 JIeT)

JleHb JedeHus 4
MI/KT/CYT, B
MOCJICAYIOIIUE JHU - 2-
4dmr/kr/cyT.

Hetsm ¢ maccoi
Tenabosee

45 Kr - KaK B3pOCIbIM

oMHpa3 B
CYTKH
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Turermkmng**
(TIpOTHUBOIIOKA3aH JETAM
1o 8 1eT)

B Bo3pacre 8-11 ner
-2,4 Mr/kr/cyT
MaKCHMaJbHasl 1032
-100 mr

Jozac 12 no 17 ner
coctarisier 100 mr.

Hauanbnasa
mo3a -200 mr,
nmanee 100mr

B/B B Teuenue 30-
60 muH.

Junezomum** 1o 12 ner — 20-40 1200 mr Buytps, B/B 3 —mo 12 ner, 2 -
(TabneTupoBaHHBIC MI/KT/CYT crapie 12
(hopMeI (MakcumansH0600 Mr).
npoTuBoIToKa3anbineTsiM | Crapmre 12 et
1o 12 mer) - 1200 mr
Bankomunma** 45 mr/kr/cyT 2-41p B/B 3-4
#Bankomura™*(hopmsel | 4 Mr/Kr/cyT (MakCUMyM 800 mr Wnransumonno  3-4
11 UHBEKIIMOHHOTO 200 mr) 4 pa3a B I€Hb.
npuMenenus )’ KormepeHHo# 1103€e

N00aBHUTh XJIOpUAA

Hatpus 0,9% no 4 mir.
TelikoruiaHny >1 mecsma - 10mr/kr 800 mr B/B 1-2

(maxkc. 400 mr)

BBOIATCSA3 TO3bI

Kaxnele 12 yacos

(marpy3ouHas 103a).

[Tocnemyromtue 249aca

10 mr/kr (Makc.

400 mr)

OJIHOKPATHO/CYT.
Hedraponuna 2 mec-2 roya 24 Mr/KT. 600 mr B/B 2-3
docammr** Ot 2-128 ner 36 mr/xr,

(mpoTHBOMIOKa3aH JETSIM

IIo 2 Mec)

12-18 et 36 Mr/kr. —
pasoBas o3a
(PazoBass jmo3a He
JIOJDKHA

npeBbimath 400 mr)
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TenaBannua**

nanueHTaMm crapiie 18
Jer

10 Mr/kr

B/B (1e menee 60
MHH.)

[
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AnTHOaKTEepUaNbHAs Tepanus MPH BbISIBJICHUH B MOKpoTe P. aeruginosa

OnHOBpEMEHHO Ha3HA4alT 2-3 MPOTHBOMUKPOOHBIX TMpemapara W3 pPa3HBIX T[PYON, YTO
IpesoTBpalaeT pa3BUTHE YCTOMUMBOCTH P. aeruginosa u ciocoOCTBYET TOCTHKEHHUIO MAaKCHUMAIILHOTO
kauHMYeckoro 3¢ ¢dekra. Haumbomee dYacto NpUMEHSIOT KOMOWHAIMKM aMHUHOTJIMKO3UAOB C
nedanocnopunamu  3—4 mokonenus. LlemecooOpasHO TEpPUOAMYECKH MEHSATh KOMOWHAIMH
AQHTUOMOTUKOB, S(PQPEKTUBHBIX B OTHOIICHWM CHHETHOMHOW mnamouku. ClieayeT MOMHHTB, YTO
7a00paTOpPHOE OIpeesieHHe YyBCTBUTEIFHOCTH MHKPOOPraHM3Ma K aHTUOMOTHKAM HE BCeria

IMMOJIHOCTBIO COBIIAAACT C KIIMHUYCCKUM OTBCTOM Ha IIPOBOJHUMYIO TCPAIIUIO.

ITpu gacTeix 00OCTpeHUsAX MH(EKIHOHHO-BOCHAIUTENBHOIO Ipolecca B OpPOHXOJCTOUYHOW cUcTeMe
CIIEZlyeT YyBEIUYMBATH IPOJODKUTEIBHOCTh KYpPCOB AaHTHOAKTEPHANbHOW Tepamuu 10 3 Hel.,
UCIOJIb3YSl BHYTPUBEHHBIM CHOcOO BBEAECHMS, M (MJIM) COKpallaTb MHTEPBAIbl MEXAY KypcamH, U

(unm) MeXIy KypcaMu IPUHUMATh BHYTPh HUIPOQIOKCALIKH.

Cxema aHTHOAKTEPHAIBLHON TEPANINH IPH XPOHNYECKON CHHErHOMHON MH(EKIUH.

Wuransuun ToOpamunuua B pactBope 300mr winum ToOpamunmua B myape - 112 mr (4 karcyibl)
JBAXKJbl B CyTKM UHTEPMUTTUPYIOIIMMU Kypcamu 28 NHeW npuemMa, 28 THeW nepepsiB, BCEro 6 KypcoB

B TOJ

NN

pactBop Konmuctumerara narpus 1-4 mmn. EJI/24 dac mocTossHHO Wid Apyrod aHTHOMOTHK B

HHTAJIAOUAX ITOCTOAHHO BCEM ACTAM C XpOHH‘lCCKOﬁ KOJIOHHM3AIIUEH CUHETHOMHOMN MaJ04YKu

VY G0NBHBIX € MPOrPECCUPYIONIUM CHUKEHHEM (PYHKIIMH JIETKUX M YaCThIX 00OCTPEHUSX, a TAKXKe MpU
HEIOCTaTOYHOM »H(PQeKTe OT HHTAIAIUOHHOW aHTHMOAKTEpUANIbHOM Teparnuu OCHOBHOM pEXHUM

TEpanuy BKJIIOYAET: 2-X HE/IEIbHbIN Kypc BHYTPUBEHHOW aHTUMUKPOOHOH Teparuu Kaxkple 3 Mecsia

[Ipenaparsl ayis BHyTpuBeHHOTO BBeAeHHs: ToOpamutiua 10 mr/kr wim Amukanua2(0 mr/kr 1pa3 B
nenb uian ToOpamunuH 10-12 Mr/kr B eHb (10 TOCTHXKEHUS B CHIBOPOTKE KPOBM KOHIIEHTpauuu 1-
2mkr/min) +edTazuaum 150-200 mr/kr B neHs B/Buu + Meponenem 60-120mr/kr/244ac B/B unm +

JIPYTOil aHTHOMOTHK, aKTUBHBIN MPOTHUB CHHETHOWHOW MaTIOUKH

[lpy  kIWHWYECKOW  HECTAOWIBHOCTH:  YBENIWYCHHWE  MPOAODKUTEIBHOCTH  KypcOB  B/B
aHTHOaKTepuaNbHas Tepanusi 10 3 Hel. W/WIM COKpAIIeHHWE WHTEPBAIOB MEXAY KypcaMmu, W/WiIn
npueM [umnpodnokcammua/Odaokcanmaa 20-40mMr/ Kr /CyTKM BHYTPh MEXAy KypcaMu B/B
aHTHOAKTEpUAIFHON TEpanuy, a Tak)Ke HE MPEphIBHAS MHTASIIMUOHHAS aHTHOAKTEpHAIbHAS TEPAITHs

kypcamu ToOpamuninaa u Konuctumerara HaTpwsl.
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AHTHOAaKTepHaIbHAsA Tepanus NpH BbisiBJIeHNH B Mokpote B. Cepacia

HpI/I BbI60pe aHTI/I6I/IOTI/IKa, KakK ITpU IIEPBUYHOM BBICEBEC, TaK U JJIA JICYCHHUA O6OCTpCHI/IH

OpOHXOJIETOYHOT'O MPOIIecca HEOOXOAMMO PYKOBOICTBOBATHCS CIICTYFOLIHM:
1.KoMOuHamwmst u3 TpeX mpemapaToB sBisieTcs: 6onee addexruBHOU. Kype ot 3 Henenb u 6onee.

2. LenecooOpa3HbIM sBsieTCSl KOMOWHAILMS BHYTPUBEHHOIO M MHTAISALMOHHOTO IyTeH W/Wiu

MEPOpaIbHOTO BBCACHUA aHTI/I6aKTCpI/IaJ'II)HBIX ImperaparoB.

3. HawubGonbmyto aktuBHOCTB IN Vitro coxpansitor lledrasumum, IMunepaummnuat+Tazobakram,
Meponienem, HMmunenem, Ko-tpumoxcazon u Terpamukinabel. B KIMHUYECKHX HMCCIEHOBAHUIX
HaubOonee 3pdextuBabl MeporeneM, ToOpamunun, Ko- Tpumokcason, [Tumepanmima+Tazobaktam,
Hoxcunuknua u Ledrtazuaum. Jlns onTUMH3aMu UCXOIOB «cepacia syndrome» pexkoMeHAyeTcs
o0s3aTenpHOE BKIIOYEHHE B cxeMy JjeueHusi Ko- Tpumokcazona. D¢ddekTuBHO mpuUMEHEHUe Tpex-
KOMITOHCHTHOM CXeMBbI B/BEHHOTO BBeieHUs MeporieHema, Toopamunuaa ¢ Lledrazuaumom B TeueHme

2 -X Henelb U 0onee

4. DddextuBHa mMTENnBHasA, oT 3 1m0 12 Hemenb, Tepamus NepoOpalibHBIME TpernaparamMu Ko—
TPUMAKCO30JI0M W /win JlokcHuukianHOM H /unu XjopamdenukonoMm (Ha (oHE BHYTPUBEHHOM
Tepanuu win nociue Hee). [Ipu xponuueckoit nHpexnuu Burkholderia cepacia pekomenayetcs: npuem

TabneTupoBaHHbIX GopMm Ko-Tpumokcazona.

5. bompmmHcTBO MuKpoopranm3moB Burkholderia cepacia neMOHCTpHUPYIOT pPE3MCTEHTHOCTh K
AQHTUIICEBJIOMOHAIHBIM AaHTHOMOTHKAM, BKIIIOYAs MPUPOIHYIO pPE3UCTEHTHOCTh K Kommctumerary
HaTpus M AMMHOIIIMKO3MJaM. B To jxe BpeMs, HakomuieHa WHpopMamus 00 3PQPeKTHBHOCTH

npuMeHeHus ToOpamMuIHa.

6. B pAaAac CiiydacB Mpu KpaﬁHC TSDKEJIIOM TCYCHUU OOJIC3HHU A0IMYCTUMO COUYCTAHUC NBYX JIAKTAMHBIX

AHTHOMOTHKOB (BHYTpI/IBCHHO u I/IHFaHHLII/IOHHO).

Jns nereii crapiie 12 €T ¥ B3pOCIBIX PEKOMEHIOBAHO MHTAISIIMOHHOE puMeHeHue ToOpamulinHa,
Meponema u ledrasunauma, npeqHazHaYeHHBIX U1 BHYTPUBEHHOTO UCTIOIH30BAHUS.

06 spanukanmu Burkholderia cepacia MokHO CyauTh TOJNBKO Yepe3 Toj MOCIE MOCIEIHEr0 BhICEBa
IpU YCJIOBUU, KaK MHHMMYM, TPEX OTPHUIATEIbHBIX OAKTEPUOJIIOTMYECKUX AaHAIU30B MOKPOTHL. B

oTHoUIeHUH OONBHBIX, BbiceBatommx Burkholderia cepacia, mpoBoaWTCS TMOJUTHKA CTPOKAMIIETO

UHQEKIIMOHHOTO KOHTPOJIS U TUTHEHUYECKUX MEp.
AnTHOaKTEepUaNbHas Tepanus Npy BbIceBe U3 OPOHXMATIBHOTO CEKpPETa

Achromobacter xylosoxidans
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OO6ue npaBuIa aHTUMUKPOOHOHU Teparnuu:

1. Ilpu mepBoM BBICEBE W/HIIM CBSI3U €r0 ¢ 00OCTPEHHEM OPOHXOJETOYHOIO IPOLECca MCHOIb3YIOT
BHYTPHBEHHbIE aHTHOMOTUKU KypcoMm 14-21 nens. Hasnauaercs Komuctumerat Hatpus Ha 3 Mecsma
(BHyTpUBEHHAsl Tepanus W B MHTAIAIMAX), BO3MOXHO, C MEPOPATBHBIMH aHTHUOMOTHKAMH. MOKHO
UCIOJIb30BaTh AMOKCUIIWIIIMHKIIaByJ1aHOBas kucinoTa (mnu Ko- Tpumokcasoin) B TeueHue 1 mecsna u

narasmy Koauctumerara HaTpuA B TCUCHUC 3 MecHIIeB.

2. Ilpu xpoHudeckoil MHPEKIUU HUCIONIb3YyeTCs AauTensbHo uHransuuu Komuctumerara Hatpus (1-s

JIMHHUSA), IPH OTCYTCTBUH 3(eKTa Ha3HAYAIOT HHTAIAIHH Meporenema (2-s JTHHU).

3. Achromobacter xylosoxidans xapaktepusyercs MYJbTHPE3UCTCHTHOCTBIO, CIIOCOOHOCTHIO
¢dopmupoBath OMOMMIBEM, YTO OOBACHSAET HEyAa4d aHTHOAKTEPHAIBHON AIPaAMKAIIMOHHON Teparnun

MUKPOOPTraHu3Ma MPH XPOHUUECKON NH(PEKIINU.

4. CoriacHO MEXJIyHAapOJHBIM PEKOMEHIAIUAM, Ui JIEYeHUS OOOCTPEeHHH, 00YyCIOBIEHHBIX
Achromobacter xylosoxidans, ucnonap3yr0T KOMOWHAIMIO JBYX AHTHCHUHETHOMHBIX aHTHOMOTHKOB

Pa3JINIHBIX KJIACCOB.
CucremMHble ITIOKOKOPTHKOU/ABI

-B MallbIX J103aX MOMOTAIOT HE TOJIbKO CTa0MIIM3MPOBATH COCTOSHHE MAIlMeHTa, HO M YIYYIIHUTh
GbyHKIIMOHATbHBIE M KJIMHUYECKHE TMOKa3aTtenu. Yaie Bcero i MOAIEPKUBAOIICH Tepamnuu
Ha3HA4aroT mpeaHn30Ji0H 1o 0,3—0,5 Mr/Kr Maccel Tejia MalKueHTa B CyTKH alIbTEPHUPYIOIINM KYPCOM.
Ero crnenyer mpuHUMaTh BHYTPH 4Yepe3 CYTKH (IIOCTOSHHO). [Ipu MCIONB30BaHWU WHTASIIMOHHBIX

(G opM IIIOKOKOPTUKOMIOB MEJIEHHEE M B MEHbBILIEM KOJIMUYECTBE Pa3BUBAIOTCA NOOOUYHBIE (D (DEKTHI.
IToxa3zanus 11l HA3HAYEHUSI TITIOKOKOPTUKOCTEPOUTHON TEPAITHH:

- TAXKEI0C TCUCHUC, 06YCJ'IOBJ'ICHHOG 4aCTbIMU 06OCTpCHI/IHMI/I C ABJIICHHUAMU BLIpaH(CHHOﬁ

JbIXaTelIbHOM HEAOCTATOYHOCTH,
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- I[J'II/ITGJ'IBHHﬁ BOCITATUTEILHBIN Impornecc, OCJIO’KHECHHBIM 06p330BaHI/IeM ATCJICKTaTHYCCKUX

U3MEHEHHH B JICTKUX;
- BBIP@KCHHBINA U CTOWKHIA OOCTPYKTHBHBIN CHHAPOM, pePpaKkTEPHBIA K ACHCTBUIO 32- arOHUCTOB.
Oco0eHHoCTH Tepanuu 00JbHBIX € MOPa’KeHHeM MeYeHn

B mnacrosmee Bpemss HeT 3(G(GEKTUBHOIO JICUEHHs, KOTOpPOE MOIJo Obl MPeAOTBPATHUTH
porpeccupoBaHie MOpaKeHHs TedeHn y OosnpHbix MB. B mocnennee necsitunerue Uit Teparnuu

OOJILHBIX C MOPAXKEHHEM MEYSHH TPUMEHSIOTCS MpenapaTsl ypcoae3okcuxoneBoi Kuciaotsl (Y IXK).

[Tokasanus: Bce OONBHBIE C TeIAaTOMErajveil, CHHIPOMOM XOJecTa3a, IMPPO3OM IICYCHH,
HN3MCHCHUAMHU HAPCHXUMbBI ICUYCHU W JKCIYHBIX IMPOTOKOB IO JaHHBIM YJIbBTPA3BYKOBOTO MCETOJA

HUCCIICAOBAaHU.
TpaHCl'I.]'IaHTaIII/IH MNeYecHHU

Pa,I[I/IKaHBHHﬁ METOA JICUCHHA, IIOKAa3aH ITallMCHTaM TepMHHaﬂLHOﬁ cTagu, HO C OTHOCHUTCIBHO

coxpaHHOHU ¢yHKuuei BHenrHero apixanus. [lepsas onepauus B PO nposenena tomsko B 2013 1.

Tepanus BHEIIHECEKPETOPHOH HEIO0CTATOYHOCTH MOMMKETYAOYHOH JKe1e3bl

e 3aMecTUTENbHYIO Tepamuio naHkpeaTnueckumu  Qepmentamu (Ilankpeatun), (B Buue
MUHUMUKpochep, ¢ pH-uyBCTBUTENBHBIM MOKPBITHEM 0€3 MPUMEHEHUs METaKpUJIOBOM KHCIIOTHI C
win 0e3 JKeNMaTMHOBOW KamCyjbl) PEKOMEHJOBAHO Ha3HauaThb BCEM IallMEHTaM, BKJIIOYas
HOBOPOXIEHHBIX ¢ MB, nMeronmuM KIMHUYECKHE MPOSBIECHUS KHUIIEYHOIO CHUHApPOMA WM HU3KYIO

KOHIEHTPALUIO TaHKpeaTuuecKoil anacraspl-1 B kasne meHee 200 MKI/T.

HpI/I IMPOBCACHNU 3aMECTUTEILHOI TCpanunun HCOGXOIII/IMO KOHTPOJIMPOBAThH: IIOKa3aTcJIn
KOIIporpaMmsal, B IEPBYIHO OYCPCAb KOJIUYCCTBO HeﬁTpaﬂLHOF 0 XHpa, YaCTOTy U XapaKTCp CTyJa,

CKEMECAYHY IO an6aBKy MAacCChI T€JIa U AMHAMHKY pOCTa ManucHTa.

s BoccTaHOBIIEHUS aJ€KBAaTHOM AaCCHMWJISIIUM JKHpa CIIEAYeT MPUMEHSTh BBICOKO3((EKTUBHBIE
HNaHKpeaTHuecKkue (epMeHTHl B BHJE MUHUMHKpocdep, 4To B OONBIIMHCTBE CIy4aeB I1O3BOJISAET

KOMIICHCHUPOBATH CTCATOPCIO U YMCHBIIUTDH I[e(bI/IL[I/IT MacCcChI TCJ1a.

[TyTs BBeneHHUA: BHYTPb JO W BO BpeMs Kakaoro mnpuema nuiu. [lankpeatndyeckue QpepMeHTHI He
cleyeT HazHayaTh mocie efbl. Kamcynel, conepkaniue MHUHHUMHKPOC(hEpbl, MOXHO BCKpbIBaTh U
MPUHUMATh UX COJCPKUMOE OJHOBPEMEHHO C HEOONBIIMM KOJIMYECTBOM IHINU, WA MPHHUMATH
IIEIMKOM, HE BCKPBIBas, €CIM PEOCHOK YK€ JOCTaTOYHO OOJBIION M MOXKET MPOTJIOTHTH KarlCydy.

Onenka »5>(Q¢EKTUBHOCTH J€UeHUs: K KIMHUYECKUM IIOKa3aTessiM aJeKBAaTHOM  JTO3UPOBKH
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MaHKPEeaTHUECKUX (EPMEHTOB CIEAyeT OTHECTH: yNydyllleHHe NMpuOaBKU Beca JeTeil, yMEHbIIECHUE
o0bema CTyja, €ro 4acTOThl, YMCHBIICHHE 3JIOBOHHOIO 3allaxa, MCUE3HOBEHHE Oouieil B KHUBOTE.

JlabopatopHble MOKa3aTenu — yMEHbIIIEHNUE CTETICHU CTEaTOPEH.
Tepanus ocreonopo3a y nauueHToB ¢ MB.

3al[a'-IaMI/I JICUCHUS OCTCOIIOpO3a MABJIANOTCA MPCAOTBPALICHHUE IICPCIOMOB KOCTCP’I, ITOBBIIICHHUC
KaueCTBa XXU3HHU, 3aMCAJICHUC HJIM MNPCKPAIICHHUC TTOTCPU KOCTHOM MacCcChl, y JIeTeH - obOecrniecucHue

HOPMAJIBHOT'O POCTA.

Konekanbuudeposn, B ToM yucie, B BUJIE Kanelb A IpUeMa BHYTPb, PEKOMEH/IOBaH BCEM MallUEHTaM
¢ MB B kauecTBe Tepanuu HEIOCTATOYHOCTH BuTaMuHa D B Buie IprieMa OMH pa3 B JI€Hb €KEIHEBHO
WIM OAMH pa3 B HeAeNo (B AKBUBAJEHTHBIX /103aX) Ul MojjaepkaHus KoHueHTpauuu 25(OH)D

ceIBOpOoTKH HEe MeHee 30 Hr/mit (75 HMOIB/).

Jo3bl xonekanbiudpepona (ButamuHa D3) u pekoMeHganuu 1o jedeHuto aedunura ButamuHa D y

neteit u B3pocibix ¢ MB (EJ])

Bospact Hauansnas nosa VBennueHHas 103a MakcumanbHas 103a
C poxnenus o 12 400-500 800-1,000 2,000

MECSIIEB

12 wmecsueB mo 10 800-1,000 1,600-3,000 4,000

roja

C 10 go 18 ner 800-2,000 1,600-6,000 10,000

6onee 18 et 800-2,000 1,600-6,000 10,000

PexomenoBano Tepamnuio octeornoposa mpu MB mpoBoauTh COTIACHO KIMHUYECKUM PEKOMEHIAIUSIM

10 OCTCOIIOPO3Y
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JUETA U BUTAMUHOTEPAIIUA

JHeprus

PexoMeHyercs BceM ManMeHTaM ¢ MyKOBUCIIUI030M YBEIUYCHHE CYTOYHOTO MOTPEOICHUS KaIopuid
10 120-150% 1o cpaBHEHHIO C HOPMaMU IO BO3PAcTy, MPONOPIUOHATIBLHOE YBEIHUEHUE TOTPeOIeHUs

BbICOKOKauecTBeHHOro ©Oenka (20% ot cyTtouHoro kamopaxka) u xupa (35-40% oT cyTodHOro

KaJIOpaka) C 1eJIbI0 OAJIep KaHus aIeKBATHOIO HYTPUTUBHOTO CTaTyca

Bo3spact benok, r/kr/cyt DHeprus, KKaJ/Kr/cyT | DHeprusi, KKajl/Kr/CyT
MunumainbsHas MaxkcumanbHas

0-1rox 3 -4 (10 6) 130 200

1-3roma 4-3 90 - 100 150

3-10 ner 3-25 70 - 80 100

11-14 ner 25-15 45-70 90

CymeCTByIOT JOBOJIBHO CJIOXXHBIC q)OpMYJ'ILI AJ1 pacucTa H606XOI[I/IMBIX JOITIOJIHHUTCIIbHBIX Kanopnﬁ,

OJTHAKO B TIOBCEHEBHOM MPAKTHKE MOYKHO TIOJIH30BATHCS CICAYIOIIUMU OPHEHTHPAMMU:
e 1-2 roma - 200 kxkai,
e 3-5 net - 400 kkau,

e 6-11 ner - 600 kkan,

e crapiie 12 net - 800 kkasl B CyTKH.

Bbeakn

B kauecTBe MOMOMHUTETHLHOTO MCTOYHHKA O€lIKa PEeKOMEHIYeTCs HCIOJIb30BAaHUE JICUCOHBIX cMeceit
JUTSL SHTEPAILHOTO M JIOMOJHUTENBHOTO TuTanus. JlononHuTenpHOe muTanue HazHadatot mo 150 - 200
—250 M 1 — 3 pasa B neHb (HanpuMep, Ha BTOPOM 3aBTPaK, Ha NOJIHUK WIN MIEPE]] CHOM, BO3MOYKHO B
COUYETaHWM C (PYKTOBBIM IIOpE, MEYCHBEM, XJIOMBIMU U T.M.). OOBbEM JOTOTHUTEIHLHOTO HTAHUS

OonpeacsICTCA CTCIICHBIO HYTpHTHBHOfI HEAOCTATOYHOCTH M allIICTUTOM pe6eHKa.

AKupbl

XO0Ts KOJIMYECTBO XHpa B AueTe O6onbHBIX MB He orpaHuumBaeTcs, BaKHOE 3HAUEHUE MPUOOpeTaeT
€ro KaueCTBEHHBIM COCTaB. B CBA3M C HapylIEHHSMH B TeNaToOWIHapHON cdepe, KOIHMUECTBO

HACBILIEHHBIX U TPAHC-KUPOB (KUBOTHBIE JKUPBI, COAECPKAIINECS B KapEHBIX MPOIYKTaX, KOIOACHBIX
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U3JeNUAX, KOKE MTHUIbI, KyJTUHApHBIC JKUPBI, MaprapuH) HEOOXOAUMO OTPaHUYHMBATh, OTAAaBas

NPEINOYTEHUE >KUpaM, OOraThIM IOJHMHEHACHIIeHHbIMU kupHbiMH kuciotamu (ITHXKK) omera-3,
COJepXKAlIUMCS B PACTUTENBHBIX Maciax O0e3 TepMHueckod OOpabOTKH, KHpPE MOPCKHX PBIO.
VYIIyqmuTh >KUPHOKUCIOTHBIM TPOQHIb MOMOTaeT BKJIIOYEHHE B PAlMOH TAaKUX IPOIYKTOB, KaK

JIBHAHOC, PaIiCoBOC, Ca(bJ'IOpOBOG, IMOACOJIHEYHOC MACJI0, I'PELKUE OPEXH, MACO TYHIIA.

YrieBoanl

DHepreTUYecKuid 1e(UIUT BOCIIOIHIETCS TAKXKE 3a CUET YyIJIeBOJOB. Jlucaxapuiasl, B TOM YUCIIE caxap,
B OOJBIIMHCTBE CIy4yaeB MEPEHOCITCS XOpoIlo. B Auery mo anmeTuTy BKIIOYAIOT caxap, QpyKThl,
ClaJKU€ HANUTKU, MeJl, BapeHbe, KOHGeThl. B panuoHe mnuUTaHUS TNPOCTHIE YIJIEBOIBI HE
OTPAaHUYUBAIOTCS, OJHAKO, B CBS3U C BO3PACTAIOIIMM PHUCKOM BO3HUKHOBEHHMSI aCCOIMUPOBAHHOTO C
MB caxapnoro amabera, UX peKOMEHAYETCS YHNOTPEOISATh TOJIBKO MOCJIE OCHOBHBIX NMPUEMOB IHUIIH,

BO H30€eKaHHe PE3KHUX KoJIEOaHUH YPOBH: TNIMKEMUH.

I[eTI/[ MEPBOro roaa *KU3Hu

V nereit IEPBLIX MECALICB KU3HU OINTHUMAaJIbHON MUILEH SBISIETCS MaTCpUHCKOC MOJIOKO C I[O63.BKOI\/’I

MUKPOT'PaHYJIUPOBAHHBIX ITAHKPCATUICCKUX (I)epMeHTHBIX IIperapaToB B KaXXKJA0€ KOPMJIICHUC.

WneanbHbIM IS HOBOPOXKJIEHHBIX M JIETEH MEpPBOTO TrojAa KHU3HU SBISETCS HEMacTEepPU30BAHHOE
TPYAHOE MOJIOKO, TaK KaK OHO COJEPHUT IIMPOKHUH CHEKTP 3aIIUTHHIX (PAKTOPOB M OMOJIOTHYECKU
AKTHUBHBIX BENIECTB. BakHYI0 poJib UTpaeT aKTUBHOCTh TEPMOJIAOMIIBHON JHIa3bl B HAaTUBHOM (HE
MacTepU30BaHHOM) >KEHCKOM Mojoke. [ neteit ¢ MB moka3ana 3amuTHasi poiib €CTECTBEHHOTO
BCKapMJIMBaHHUA: MJIAACHIBI, IMOJTYy4YarOmUE I'pyJHOC MOJIOKO, UMCIOT JIYUIIHNE IMOKA3aTCIN JICTOYHBIX
GYHKIUI ¥ HU3KYIO 4acTOTY MH(EKIIMOHHBIX 3MHU30/10B, IO CPABHEHUIO C JIETbMHU HAa UCKYCCTBEHHOM
BCKapMiIMBaHWH. HOBOpOXXIEHHBIE ¥ JETH TMEPBBIX MECSIEB JKU3HHM, KOTOpPbIE HE MOTYT
CaMOCTOSITENILHO BBICACHIBATH HEOOXOMUMBIA O0BEM MOJIOKA U3 TPYAU BBUAY TSHKECTU COCTOSIHHS
(oOmrast cmabocTh, OMBINIKA, CEPJCYHO-TIETOYHAS HEJO0CTATOYHOCTh) JOJKHBI TMOJy4YaTh CIICKEHHOE
HENaCTepU30BaHHOE MATCPUHCKOE MOJIOKO W3 OYTBUIOYKH WJIM 4Yepe3 Ha30TacTPaIbHBIA  30H]I.
['pynHOE MOJIOKO MOXKET MOJHOCTBHIO 00€CIeYnTh MOTPEOHOCTH pebeHka Mo 4 — 6 MecsIeB KU3HU,
OJIHAKO B HEKOTOPBIX CIydasx TpeOyeTcs AOMOJHUTENbHOE TMOCTYIUIEHUE JHEPTUH C TOMOIIBIO
oOoraimeHusi TPyTHOTO MoOJIoKa. Tak, TpHM HEJOCTAaTOYHOW NpUOaBKE B BECE MOJOKO MOXKHO
oboramare gob6aBaeHneM Ha Kaxasie 100 mur mpubnausutensHo 5 T (1 MepHas JI0kKKa) CyXOl cMecH Ha

ocHoBe ruaponu3ata 6enka ¢ CIT.

[Ipr cMeraHHOM/MCKYCCTBEHHOM BCKapMJIMBAHUU TPEANOYTHTEIbHBI BBICOKOKAIOPUIHBIE CMECH,
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UMeEIoLINE B KauecTBe )KupoBoro komnonenta CLT u pacTuTenbHbIE )KUPBI B AMYJIBIUPOBAHHOM

¢dopme, 4TO MO3BOJISCT YIIYUIIUTh YTUIM3AIMIO XKUPA U CHU3UTH 103y MAaHKPEATHUECKUX 3aMEHUTEIICH.
OTuUM TpeOOBaHMIM OTBEUAIOT OTACIbHBIC CMECH I HEJOHOIICHHBIX U MAJIOBECHBIX AeTel. Y neTei,
COXPAHSIOMIUX yJIOBJICTBOPUTEIbHBIE TEMIBl (U3UYECKOTO pPa3BUTHs, MOTYT HCIIOJIB30BATHCS
OObIYHBIE aJanTHPOBAaHHbIE MOJIOYHBIE CMECH, OJHAKO [UIsi HCKYCCTBEHHOIO/CMEIIaHHOTO
BCKapMIIMBaHUs JieTelt ¢ MB He pekoMeHyeTcst ucrosib30BaTh 3aMmeHuTenu ¢ Hu3kuM (1,1 — 1,3 /100
Mi1) coaepkanueM Oenka. [Ipu HeocTaTOUHBIX TeMnax NpruOaBKH B BECE MOTYT OBITh PEKOMEHI0BaHbBI
CMECH, COJIEpKalllM€ B COCTABE JIMIIMJHOTO KOMIIOHEHTA CpeJHelenodyeuHble Tpurnuuepuasl. [Ipu
runoTpouu Ha3HayarOT CMECH Ha OCHOBE ruaponu3aroB Oenka ¢ BkimtoueHueM CLT ne menee 50%

JKHUPOBOT'O KOMIIOHCHTA.

Jetsim, mosydaroliuM MAacCHBHYIO aHTHOAKTEpUaJIbHYIO TEpaluio, a TaKXKe IOBTOPHBIE KYpPChI
aHTUOMOTHUKOB, 1I€1eCO00pPa3HO BBECTU AJAaNTHUPOBAHHYIO KHUCIOMOJIOYHYIO CMECh WM CMECh,

o0oraimeHHy 0 MpoOUOTHKAMH, B KOJTHYECTBE A0 1/3 cyTOYHOr0o 00beMa KOPMIICHHUS.

[Tpukopm OOBIYHO BBOAMTCS B 4—5 MecC., a HEKOTOPBIM JICTSAM paHbIlle IPU HU3KOM MPUOAaBKE B Macce
(trabmuua 14). TlepBbiMu OJrOfaMHM TIPUKOPMA CIIY)KaT SHEPreTHYECKH IUIOTHBIC OJF0/a: KAk Ha
CIIEKEHHOM MOJIOKE HWJIM MOJIOYHOM CMECH CO CIMBOYHBIM MAacjioM, JaeTckuii TBopor 4,5- 5%
JKUPHOCTH, Jajiee BBOJSAT OBOIHOE IIOPE C MSCHBIM TIOPE W PACTHTEIHHBIM MAaclioM, JKEJITOK.
CrnenyeT WHCMONB30BaTh BBICOKOKATOPHIHBIE MPOAYKTHI MPUKOpPMa, OOOTallleHHble BUTAMUHHO-
MUHEPATbHBIM KOMILUIEKCOM: JETCKHE MOJIOYHbIE Kallli TMPOMBIIUIEHHOTO MPOU3BOJCTBA C
no0aBIeHHEM CIIMBOYHOTO Macliia, OBOIIHBIE MIOpPE C J00aBICHHEM pACTHUTENBHOTO Macia, Msca.
Bo3MOXHO BBe[CHWE MSCHOTO TIOPE B KAauyecTBE IEPBOTO MPHKOpMA JETSIM Ha €CTECTBEHHOM

BCKapMJIMBaHHH, KaK XOpOHII/Iﬁ HMCTOYHUK JKCJIC3a U ITMHKA.

KopoBbe 1 K03b€ MOJIOKO MOKHO MCIIOJIb30BaTh TOJIBKO JAJISl IPUroTOBIEHUS Oiog ¢ 8—9 mecsues. B
3TH K€ CPOKH MOKHO BBOJUTDH HEaJaNTHPOBAHHBIE KHCIOMOJIOYHbIE MMPOIYKTHI (KePHp, HATypaIbHbIN
forypt), oborarieHHbIe KUBbIMU OM(HI0- U TakToOaKkTepusMu. JleTssM paHHEro Bo3pacTa Ha3HA4YaroT
NOJMBUTaMUHHBIE J00aBKH; OI0OAa NPUKOPMa, B OTJIMYME OT 3J0POBBIX JETeH, MOICaIHBAIOT.
JlononHuTeNbHOE KOJMYECTBO MOBAPEHHOW CONM B JEHb OPHUEHTUPOBOUYHO cocTaBiseTr 1/8 uvaiiHoi

noxku (0,6 — 0,7 r) mus pebenka mepBoro moayroaust u ¥4 u. 1. (1,25 r) ans pederka 6-12 mecsiies.
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OcoOeHHOCTH BBEICHUS PUKOPMA JIETSIM MIEPBOTO roja *u3Hu ¢ MB

IIpoaykTs! n 611082 Bo3spacrt (mec.)

OpyKTOBOE MIOpE 6

TBopor 4-45

Kenrok )

[Trope oBomHOE 45-5

Macno pacTutenbHOe 45-5

Kamra 4 (Ha TpyTHOM MOJIOKE, MOJIOYHOM CMECH WJIM THIpoJIH3aTe Oenka)
Macno cnuBo4HOE 4

[Trope MscHOE 5-55

Moutoko 8 — 9 (s mPUTOTOBIICHUS OJIFOT)
Kedup, itorypr 8-9

Cyxapu, x1e0 7 — 8 (MIIeHUYHBIN, BBICIIETO COPTA)

IInTaHMe JOMKOJLHUKOB U IIKOJbLHHUKOB

* [Iutanue pebeHka JOHKHO OBITH peryssipHbIM (6 pa3 B I€Hb Jlaxe JJIs IIKOJIBHUKOB, Gpopmyna 3+3):
3 OCHOBHBIX NpHeMa MUK (3aBTpakK, 00exa, y>KMH) U 3 JOINOJHUTENbHBIX Mepekyca (2-i 3aBTpak,

TMIOJIJTHHK, Ha HOYb ),

e TIuTanme JOJIZKHO OLITh «IUIOTHBIM»: B KEDK}II)II\/’I OCHOBHOH npueM UK JOJDKHBI BKIIHOYATHCA
Oiroza, coneprkalie KauyeCcTBEeHHbIE KUBOTHbBIE OENKH, IIMHK (MsICO, CyONmpoayKThl, phi0a, sSillja wiu
MOJIOYHBIE MPOAYKTHI — CBIp, TBOPOI'), KAaueCTBEHHBIC HUPHI (PAaCTUTENbHOE, CIMBOYHOE Maclo,
CMeTaHa, CIUBKH), CIOXKHBIE (Kpymbl, XJieO, OBOLIM) MU B MEHbLIEH CTENeHH NpocThie ((PYKTHI,

CJIaJI0OCTH, BapEHbE, ME/T) YTIIEBOIbI;

+ JlonoJHUTEIbHBIE TPUEMBbl MUK (TIepeKychl: 2-i1 3aBTpaK, MOJIHUK, NEPea CHOM) 00s3aTeNbHbI;
OHM COCTOAT, KaK MPaBHJIO, M3 KHUCIOMOJOYHBIX NPOAYKTOB, TBOpPOTra, (PYKTOB, BBIIEYKH U

YMEPEHHOT'0 KOJIMYECTBA CIIaJOCTEH.

[Tpu 6poHXO0-TIErOYHBIX 00OCTPEHUSAX, 3HAYUTEIIbHOM OTCTaBaHUU B Bece JIs MEPEKyCOB XKelaTeabHO
MCIIOJIb30BATh CIECMAIM3UPOBAHHBIE BHICOKOYHEPTETUYECKUE KOKTEHUIIN WIM CMECH AJIL SHTEPATLHOTO

IIUTaHUs.

ITokazannem K JOIMMOJITHUTCIIbHOMY IMUTAHUIO CIICHUAJIM3UPOBAHHBIMU BBICOKOK&HOpHﬁHLIMH CMCCAMHU

SIBIISACTCS:
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- m000e CHIYKEHNE HOPMAJIbHBIX (BO3PACTHBIX) MPHOABOK MacChl TEJIa/pocTa;
- hakTHUECKas Macca Tejla HWKe 25 IepIeHTHIIS.

K BBICOKOKAJIOpHITHBIM OTHOCSTCS cMecH, coaeprkantue 6onee 70 kkan/100 v qist mereid no 12 mec,
ot 100 mo 150 xkan/100mi - mus gereit 1 — 6 aet; ot 150 mo 200 kkxan /100Ma — ns merewd crapiie 7

JIET U B3POCIIBIX.

Onotukamu. PexomeHayeTcst UCIoNIb30BaTh cIab0COIeHYI0 (HE KOMUEHYI0) KUPHYIO MOPCKYIO PhHIOY:

CeJbJlb, CeMTy, (hopesnb u Ap. TococeBbie, UKPY 3- 4 paza B HEAEIIO B KAUECTBE 3aKyCKU.

PacturenbHOoe Macino (JIbHSHOE, THIKBEHHOE, KEAPOBOE, MACi0O TPEIKOT0 Opexa, COEBOE, paricoBOe,
MOJICOJTHEYHOE, KYKYPY3HOE, OJINBKOBOE) PEKOMEHJIYETCsl MCIOJIb30BaTh B HEPA(QUHUPOBAHHOM BUJIC
0e3 TepMHUYECKOW 00pabOTKH, MOOABIISAS B cajaThl U TOTOBBIC OBOIIHBIC OJIOJA, JUIS TPUTOTOBJICHHUS
JIoMairHero Mmaioneza. OOs3aTeNbHBI ISl €KEIHEBHOTO YIOTPEOICHHS, KaK OCHOBHOH HCTOYHHK
KaJIbIMS U BHICOKOKAUYECTBCHHOTO OelKa - HEOOE3KMPEHHBIE MOJIOKO, TBOPOT, ChIP, KUCIIOMOJIOYHBIC
MPOIYKTHI, 00OTallleHHbIE )KUBBIMU IITAMMaMU MPOOUOTHKOB (OMuaodakTepuii 1 1aKToOaKTepHil) —

HOTYPTHI KOPOTKOTO CPOKa XpaHEHus1, OMokedup u T.11.

MuHuMaIbHBIC CYTOYHBIC TOTPEOHOCTH B HATPHH, XJIOpe H KaJuu y aAerei ¢ MB

Bo3spacr Hatpwuii (mr) Xnop (Mmr) Kanmnii (mr)
Munanme 1 rona 120-200 180-300 500-700
Crapie 1 roga 225-500 350-750 1000-2000

BbonasubiMm MB pekomenayercsa nononnutensHoe BBeAeHue kanblus: 400-800 mr getsm; 800- 1200 mr

MMoApOCTKaM U B3POCIJIbIM.

KoHTposib YpOBHSI KMPOPACTBOPMMBIX BHTAMHHOB B CBIBOPOTKe KpOBH 00JbHbIX MB

(pexoMeHayeTCs exKeroAHbIi MOHUTOPHHT)

Buramun A (petuHo:x) 30-72 ur/mn

Burtamun /[ (3proxansiudepon) 30-100-150 ar/mi
Buramus E >0,7 mr/mn
a-ToK0o(epoI1/XonecTeprH >5,4 mr/r

Burtamun K [TpoTpoMOMHOBOE BpeMs

Huzkue ypoBHM >KHPOPACTBOPUMBIX BHUTAMHHOB PETUCTPUPYIOTCS MPAKTUYECKH y BCEX OOJIBHBIX,

HECMOTpS Ha aJIeKBaTHYIO 3aMECTUTENbHYI0 Tepanuio. [lokazaHo, 4To yMepeHHO MOBBIIICHHbBIE
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ypoBHH petrHOona (10 110 mMr/am) B CBIBOPOTKE KPOBHU MOJOKUTENBHO KoppenupyioT ¢ OPB1 (ODBI1
> 80% y 90% w3 Takux MaMeHTORB), HE3aBUCUMO OT BO3pacTa, MaHKPEaTHuYeCKOW (DYHKIIUU U

HYTPUTUBHOIO CTaTyca, 0€3 KaKUX-JIN0O MPU3HAKOB TOKCUYHOCTH.

PeKOMeH)lyeMbIe A03bI }KUPOPACTBOPUMBIX BUTAMUHOB U ﬁeTa-KaPOTI/IHa AJIsL 0oabHBIX MB.

BuTtamunbl XapakTepucTrka 00JbHBIX Jo3b1
A Bcee c nankpeatnyeckoit | 4000-10000 ME/cyT
HenoctarouHocThio (ITH)
i Bce ¢ [TH 400 - 2000 ME/cyT
E Bce: 0-6 mec 25 ME/cyT
6-12 mec 50 ME/cyT
1-4 rona 100 ME/cyT
4-10 ner 100-200 ME/cyT
Crapme 10 et 200 — 400 ME/cyt
K Bcee c ITH 2 —5wr,
[IpY NATOJIOTUU NT€YEHU cyt 10 mr/cyT
bera-kapotun Bce ¢ ITH 0,5 — 1 mr/kr/cyt, makc. 50
MI/CyT

ArpeccuBHbIC MeTOAbl HYTPUTHBHOM MogAepKKH y 001bHBbIX MB

1. 3on10BOE 3HTEpaANTbHOE TUTAHKUE B BUJ/I€ HOYHOM TUIlepaIMMEHTAINH, Yepe3 Ha30TacTPaIbHbIA 30H]
WIHM 4epe3 NEpKyTaHHYIo ractpocroMy. C NOMOIIbI0 HOYHOM TMIEPATUMEHTALMU, NPU aJI€KBAaTHOM
KOHTpOJIE MaHKPEaTMYECKUMM 3aMEHUTENIIMH, MOXHO JOMOJIHUTEeNbHO obecneunts oT 30 mo 50%

paccuuTaHHOW HHEPrONOTPEOHOCTH.

2. [lapeHTepanpHOE TUTaHUE

& I[TonmHoe (LeHTpaJIbHBINA BEHO3HBIN KaTeTep); MOKa3aHUSAMU SIBIISIOTCS:

- COCTOSIHUS I10CJIE OIIEpallMM Ha KUIIEUYHUKE;

- CUHJIPOM KOPOTKOM KHIIIKH;

- OCTPBIN ITAHKPEATHUT.

& YacTruHoe (C LEbI0 TOTOIHUTEILHOTO ITUTAHUS ), UCIIONB3yeTCs Iepudepruieckas BeHa:
- JKUPOBBIE DMYJIbCHH;
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- T'TFOKO30-aMHUHOKHMCJIOTHBIC CMCCH, BUTAMHHBI.

IToka3aHus K NPUMEHEHUIO0 «arPecCUBHBIX» METO/0B HYTPUTHBHON NMOJAEPKKH

® OTCYTCTBUC HpI/I6aBKI/I B BECE WJIM CHIDKEHHE Beca B TeUEeHHE 6 MCCAILCB,

L4 (baKTI/ILIeCKaH Macca Tejia Huke 3 IECPUCHTHIIA,

e (hakTHYECKas Macca Tella HIKE JIOJDKHOTO 3HadeHus Ha 15% wunm menee 25 meprieHTH s Ha (oHe

JOITIOJIHUTCIIBHOT'O ITUTaHU CIICHUaJIbHBIMH CMECAMU.

Cmecu AJIsA Je4e0HOoro U AOIMOJJHUTEC/IBHOI'O MUTAHUSA 1JI5 0o1bHBIX MB PAa3IUYIHOIo Bo3pacra.

['pynna Ha3Banue mponykra, pupma-usrorosutesnb, | [IpuMeHeHue, npenHasHayeHue
CTpaHa- MPOU3BOJAUTEND

Ha OCHOBE | J/leTckue MOJIOUHBIE CMECH C MOBBIIIECHHOW | 3aMEHMTENb TIPYJHOIO MOJIOKA

IEIbHBIX  OCJKOB | KBOTOH Oenka M KaJOpUHWHOCTBIO, C | JJIA HEJIOHOIIEHHBIX Hu

MOJIOKa BkiarouenneM CLT: MaJOBECHBIX JeTed 1-ro roma

[Tpe-Hytpunax (Hytpurek, Poccus),
[Tpe-Han (Hectne, IBeiuapus);

IIpe-Hytpunon
Cumunak Ocobast 3ab6ota (2660tT, CIIA),

(Hytpunus, Ionnanaus),

@puco-Ilpe (Opucnenn, ['onnanams);

Xymana JIII+CLT (Xymana, I'epmanus)

Cwmecn Uil SHTEpPAILHOTO MUTAHUS JUISl 1eTeN
crapue | romga: Hyrpusn FOunop (HyTpurek,
Poccust), Hytpunu, HyTtpunu c numieBsiMu
BojokHamu, Hyrtpuau Oneprus, Hyrtpunu
Hpunk (Hytpuuums, INonnannus), Knunyrpen
Onmop,

Pecypc (Hecte,

[seitnapus), [Tenualllyp (3660t, CIIIA).

FOnuop,

CmMecH i1 SHTEPAIBbHOTO NMTUTAHUS JIJIs IeTer

crapme 3 JeT u B3pochslx: HytpusH

KH3HU, JOITIOJIHUTCIIBHOC
IIUTaHUEC K CCTCCTBCHHOMY
BCKapMJIMBAaHHIO

3aMeHHUTeNh TPYAHOTO MOJOKa
JUIsL JeTedt crapiie 5-6  Mec,

MOJTyYaOIUX PUKOPM

DHTEpaIpHOE u
JIOTIOJIHUTENIbHOE TMUTAaHUE JUIs
nereit or 1 roma mo 6-10 mer,

HOYHaA TUIICPAITIUMCHTAI A

OHTEpaIbHOE u

JOITIOJIHUTCIIbHOC IIUTAaHUC OJIA
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Cranpapr,

Hytpusnllynsmo, Hytpusn

(Hytputek, Poccus), Knunytpen OntumyM, | TUIEpaTUMEHTALIHS

Pecypc Ontumym, M3ocype, Mmmakr Opan
(Hectne, llIsetimapus), Hytpuson, Hytpuzon
C TMHIIEeBBIMM  BOJOKHamu, HyTtpuzon
Oneprusa (Hytpuuwms, [Nomnangus), M3oxan

(Mug xouncon, CIIA), Dumyp 2 (2660T,

Hyrpusnlimmyn, | nerein

Octeo | B3poCIbIX,

3

JICT )48

HOYHaA

CIIA) u ap.

Benenue manuentoB ¢ MB

bonpubie MB nomKHBI HaXOAWTHCS HAa aKTUBHOM JUCIaHCepHOM HaOmoaeHuu. Ilo moctmkenuun

Bo3pacrta 1 roma 6ospHBIX MB HeoOXxoaumo oOcienoBarh 1 pa3 B 3 Mec., YTO MO3BOJISET CICAUTH 3a

HHHaMHKOﬁ 3a00/1eBaHus U CBOCBPCMCHHO KOPPUTHPOBATH TCPAIINIO.

ITepeyens 1a00paTOPHBIX W HMHCTPYMEHTAJIBHBIX MCCIEI0BAHUN, OCYLIECTBJISICMBIX IpPH

amMOyJIaTOPHOM OCMOTpe.

I/ICCJ'ICI[OBaHI/IH, KOTOPLIC HeO6XOI[I/IMO MMpOBOANUTDH

npH Kaxaom npueme nanuenTa (1 pas B 3 mec.)

O0s3aTeNBLHOE EXETOMHOE 00CIIEI0OBAHNE

AHTporniomeTpusi (pocT, Macca Tena, ACPUIUT

Macchl Tela)

buoxumnueckoe UCCIIEJOBaHHE KpPOBHU
(aKTUBHOCTB MEYCHOYHBIX (bepMeHTOB,
COOTHOILIEHUE OEIKOBBIX bpakuui,
AIIEKTPOJINTHBIN COCTaB, KOHIIEHTpPALUS
TJTFOKO3bI)

OO0wuH aHaJIn3 MOYHU

KomnbrotepHas Tomorpagusi OpraHoB IpyIHON

KIJIICTKH

KOHpOJ’IOFH‘IGCKOﬁ HCCICIOBAaHUC

yJ’ILTp a3BYKOBOC HCCICIOBAHUC OpraHoB

OpIOIITHOM MOJIOCTH

Knununueckuii ananus kposu™

OKTI

BakTepuonornueckoe UCCIEIOBaHUE MOKPOTHI
(TIpu HEBO3MOXKHOCTH COOpaTh MOKPOTY — Ma3Ka
C 3agHel CTEHKU TJIOTKH) Ha MHKpoduiopy u

9yBCTBUTEIHHOCTh K aHTUOMOTHKAM™*

®ubporzodaroracTpoayo1eHOCKOIHS
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HccnenoBanue OBJI* OcMOTp OTOPUHOJIAPUHTOJIOTOM

Onpenenenne SPO2* TecT Ha TOJIEPAHTHOCTD K TITFOKO3€

*I[OHOJ'IHI/ITCJ'IBHO HCCIICOOBAHUEC IIPOBOAAT IIPH IIOABIICHHU IIPHU3HAKOB 06OCTpeHI/I$[ I/IH(beKI_[I/IOHHO'

BOCHAIMTCIBHOI'O IIpouecca B 6pOHXOHéFO‘IHOI>'I CUCTEME.

ITepeBoa mamueHTa BO B3pociblii eHTp MB nomken ObiTh 3aBepiieH K 18 romam. C 16 go 18 ner -
MepexXoaHbli  mepuoi. J[auTenpbHOCTh MpeObIBaHUS B KPYIVIOCYTOYHOM/JHEBHOM CTaIlMOHApE
coctaBimsieT B cpeaHeM 14-21 neHb B 3aBUCHUMOCTH OT TSDKECTH TEUYEHHUs 3a00JICBaHHUS H
COMYTCTBYIOIIMX OclioxkHeHUH. [larmenToB HE0OX0uMO 00cienoBaTh Kaxbie 1-3 mecsia. Bnepsoie
JMAarHOCTUPOBAHHBIE JETH WM MAIMEHTHI C TSHKEJIBIMU (popMaMu 3a00JI€BaHMS JOKHBI HAOII01aThCA
emie yamie (eXeMecsyHo), TOTJa KakK MalMeHThl C JIETKUM WIM aTHUMUYHBIM TedueHueM MB moryt

HaOMoaaThCs peke (Kakpie 3-6 Mec.).

HpI/I OTCYTCTBUU MCIULIMHCKHUX MMOKa3aHui K rocrnurajainu3alnuu OOJILHBIE HaIIpaBJIAIOTCA Ha

aM6y.]'IaTOpHO'HOJ'II/IKJ'II/IHI/I‘ICCKOe AOJICYMBAHUC Y Bpada-1ieAuaTrpa U 1MyJbMOHOJIOra.

[Tpr HampaBlIeHUH K Bpady-IyJbMOHOJIOTY BpadyaMH-TICIAATPAMUA YYaCTKOBBIMH WU BpadyaMu
JIPYTUX CIENUATBHOCTEN MPEOCTABIISETCS BBIMKMCKA W3 aMOyJIaTOPHOW KapThl (MCTOpUU OOJIE3HU) C
yKa3aHUEM TIPEIBAPUTEIHHOTO (MM 3aKIFOYUTEIHHOTO) IMAarHo3a, COMYTCTBYIOMMX 3a00JIeBaHMH, a

TAKXC UMCIOIIUXCA JaHHBIX J'Ia60paTOpHLIX u (I)YHKLII/IOHaJ'IBHBIX HCCJIeIOBAHUIA.

JleTsM  MIKOJIBHOTO  BO3pacTa TpeOyercs TPOBENEHHE  KOMIUIEKCHOTO  TICHXOJIOTO-
[eIarOrMYeckoro 00CJIeJIOBaHUs, BKJIIOYAIOIIETO B ce0s IUarHOCTUKY I103HABaTEIbHOU Cdepsl
(medekronorom), pedeBoro (JIOromneoM) M JUYHOCTHOTO paszBUTHs (Ticuxosnorom). T.k. B mepuoj
aKTUBHOTO (OPMHUPOBAHHS IOJIOBOM HJIEHTHYHOCTH IIOJPOCTKH HCIIBITHIBAIOT ~OOJIC3HEHHEIE
NepeKMBaHMsl, BRI3BAaHHBIE HE TOJBKO M3MEHEHUSIMU BHEIITHOCTH, KOTOPBIE CBOHCTBEHHBI BCEM JIETSIM
3TOr0 BO3pacTa, HO M HAJIMYUEM CHeuu(PUYecKUX (U3NYECKHX OTIUYMNA OT CBEPCTHUKOB H
OOBEKTUBHBIM TpOsiBIeHHEM Ooje3Hu (aedopmaruss TPyAHON KIETKM U (alaHT  MajbIeB,
XPOHHYECKHH Kalleldb ¢ OONBITUM KOJIMYECTBOM MOKPOTBI, OTCTaBaHWE B (DU3MUECKOM DPa3BUTHU H
ap.).

Kputepuii ycnemnoctu 0opbObl ¢ MykoBucuugozom (MB) — 3aboneBanuem, KOTOpoe elie
HE/IaBHO CUMTAJIOCH JIETAIHBIM — 9TO YBEIMYCHHE TNPOJODKUTEIIEHOCTH KHU3HH M yIydllIeHHE ee
KadgectBa. OpraHu3anuio MeIUKO-COIMaIbHONH moMomu OoabHBIM MB M HX ceMbsiM MOXHO
paccMaTpuBaTh KaK MOJENb YCIEUIHOH OOpbOBl C HACIEICTBEHHON MATOJNOTHEH, TaKk KaK yJIaloch
CO37aTh CHUCTEMY, OXBAaTBHIBAIOIIYI0O OCHOBHBIE 3BEHbS IIOMOILIM Mpu 000N HacleACTBEHHOMN

I1aTOJIOTHH.
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Ipopuiakruka

CnocoboB mepBuvHON mnpodunaktuku MB — He cymectByer. B kaudecTBe Mep BTOPUYHOM

nPO(QUIAKTUKH ITOTO 3a00JIeBaHUS BEICTYAIOT:
1) mopooBast JUATHOCTHKA K

2) HeoHaTabHas AuarHocTrka MB.

IIporuos

MB — xponudeckoe HeH3iIeunMoe 3a00JieBaHUE, IMOATOMY OOJbHBIE HYXIAIOTCSI B AKTUBHOM
JMCTIAaHCEPHOM HAOJIIOJICHUM ¥ HENPEpPhIBHOM JICUEHWU. Y OJHHUX TMAlMEHTOB, HECMOTps Ha
CBOCBPEMCHHYIO JIMAarHOCTUKY M QJCKBAaTHYIO TEPANHI0, TMOPAKCHHE OpPOHXOJICTOYHOW CHCTEMBI
OBICTPO MpOTpECCHpPYyeT, y APYruX AMHAMUKA W3MEHEHUU Oosee OnarompustHa. MHOTHe MaIlMeHTHI

JO0KHUBAIOT 1O B3POCJIOTO U JaXKE 3PCJI0ro Bo3pacra.

3akiouenue

Takum oOpa3oM, nedeHue OonbHBIX MB OCHOBaHO Ha KOMIUIEKCHOW Tepamuu C NPUMEHEHHEM
aHTUOAKTEpUAIBbHBIX, MYKOJUTHUYECKUX W OpOHXOJUTHYECKMX MpernaparoB B COYETAaHUM C
depmeHToTepanueil u kuHesuTepanuei. [lepcrekTuBsl 1e4eHns CBsi3aHbl C AalbHENIIeH pa3paboTKON
aHTHOAKTepUalIbHON TEpanuy, METOJNOB TPAHCIJIAHTALIMM M TE€HETUYECKOW KOPPEKIMH OCHOBHOTO

nedexra MB.
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