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Kadenpa agetckmx 6onesHen ¢ kypcom NO

Tema: CUHAPOM HapyLUEHHOro
KULWEYHOro BcacbiBaHUA y AeTen

paHHero Bo3pacTa

Nekuusa Ne 29 ana ctygeHToB 6 Kypca, oby4vatoLmxcs
no cneumanbHOCTU 31.05.02 - Neaunatpua

KaHaMAaT MeaUUMHCKMX HayK, AOLEHT
racTpoaHTeponor/aveTonor
YukyHoB Bnagumup BuktopoBuy

NnaH nekuuun

NoHATHME O CMHAPOME HapyweHHOro KmweyHoro
BCaCblBaHUA

* ®opmbl Manbabcopbuunm

° BapVIaHTbI ,u,mcaxapmp,a3Hoi/'| HEAOCTAaTOYHOCTMN,
UX ANarHOCTUKa n ie4yeHumne

* nwesan anneprmna, AMarHOCTUKa n 1e4eHne
° LLeﬂMaKVIFI, ANarHoOCTnKa U nevyeHune

° KOppEKLI,MFI ﬂBHKpETW«-IeCKOﬁ HEAOCTAaTOYHOCTHU
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Lenb nekuyuu:

PaccmoTpeTb Pa3/inyHble, Hanbonee
aKTya/ibHble NPUYUHbI HAPYLLUEHHOrO KMLWEeYHOro
BCacblBaHMA, MeToAbl AMArHOCTUKM N METOoAbl
NevyeHna B 3aBMCMMOCTM  OT  MPUYUHDI,
Bbl3BaBLUEN AaHHOE COCTOsAHME.

CuHapomom manbabcopbuum — Komnekc
PAcCTPOMCTB, BO3HMUKAWOWMNIA B pesynbraTe
HapyLweHun BCaCbIBaHUA HYTPUEHTOB,

BUTAMMHOB W MUKPOS/IEMEHTOB B TOHKOM
KULIKEe, B OCHOBE KOTOPbIX JieyKaT reHeTU4ecKu
AEeTEPMUHUPOBAHHbIE AN chopmMpoBaBLLMECA
npu CTOMKOM noBpeXxaeHumn nedeKTbl
bepMeHTHbIX cuUcTem, npusoasime K
HapyLIeHUaM npoueccoB meTabonmsma

19.03.2020



Ouapes — 9T0 HeHOpManbHO  y4allleHHoe
OMOPOXHEHWe KulleyHuKa (Kkak npasuno, vaile 3
pas B [eHb) C M3MEHEHMEM xapakTepa cTyna (oT
KalwmMLeoobpasHoro Ao BOASHUCTONO).

a
©0,,@| T4 1. Toyawo oraensemsii, komosasii
©9 “oBeuMit’ Kan.
8| )
H Y
@P| un 2. KomkosaTai o cocuekonoRoGHi.

o ™ CocueKonogo6Hbif, HO ¢ 60posaKamit
Ha NOBEPKHOCTH.

Kputepun  gunapeu

—  CcTonkoe
cofepXaHusa xugkoctu B cdekanusx ¢ 60-75% po
85-90% wunu yBenuuyeHne mx maccel 6onee 200 r B

CYTKM Ha hOHe 3anafHon ANEThI.

BospacTt

0-3 mecsua:
- MpynHoe BckapmnvBaHue

- Cmecn

6-12 mecsaues

1-3 roga

Crapue 3 net

@ Tun

S| Tun
V4%

noBbiLLEHNEe

Jouapen

Tun

T 4. TOXOXWiA Ha COCUCKY WAM XOT-AOT,
N4 RARKW W MATKU,

5. MATKWi KOMKOBaTBIA C WMCTBIMH
'DOBHbIMY KpAAMH.

6. TYLMCTEI@ KYCOUKH C HEDOBHBIMM
KPaAMY, KaWNEOBPa3HbIF Kalt.

7. BORAHHCTSI Kal, 6e3 TBepoN Gasbi.

YacTtoTta ctyna B

CpepHssa yacToTa

Heaenw CTyna B AeHb
5-40 2,8
5-28 2,0
5-28 1,8
4-21 1,4
3-14 1,0

Adapted from Fontana M. Bianch C, Cataldo F, et al. Bowel frequency in healthy
children. Acta Paediatr Scand 1987; 78:682-4.

Tun 1

OTAenbHble XECTKME KYCKH,
MoxoXue Ha opexu
(TpyaHo npoasuraeTca)

3anop

Twn 2

KonbacononobHbIn
(anameTp 6onblie, Yyem y TunNa 3
HO KYCKOBbIN

Twn 3

BbIrnaguT Kak Konbaca
(anameTp MeHbLIE, YeM y Tuna 2
HO MOKPBbIT TPELWUHaMN

Twn 4

Wie
e
N

BbIrIAANT KaK UTaNbaHCKas
COCUCKa UNK 3MeA, raakui u
NIErKo NoAfaloLMUACH AaBlEHUIO

ommmm—
Twn 5

e

MAarkue nerkonpoxoaumble
pa3pblBaEMbIE KYCKU

nMOHOC

Twn 6

MywmncTble YacTu C pBaHbIMM
KpasaMu. PbIXNblA, MATKWUIA CTYN

Tun 7
SN—

R
<&

BOASHWUCTLIN, HET KYCKOB.
MONHOCTbIO XUAKHUKA

19.03.2020



Knaccudcgpukaumsa gmapen B 3aBUCMMOCTHU
OT CPOKOB BO3HUKHOBEHMUA

OCTPAA OUAPEA

SATAXXHASA ONAPESA

XPOHUYECKAA OUAPEA

B BO3, 2008

Ponb JIAKTO3bl B opraHuame

Ynydwaer Ctumynupyet pocT
BCacbiBaHue Glucose Galactose HopMaanoﬁ
noHos Mn, Mg, MUKpPOdopsl
Ca Lactose

<G|uc059><ealactose>
Lactase enzyme \

CuHTe3

OCHOBHOWM UCTOYHUK ranaktouepe6po3naos
3Heprum ronoBHOro mMo3sra

19.03.2020



UNITED EUROPEAN

aAsTRrﬁémnmw .Ournal
i g
[ pe—————
. . 1(3) 151-159
Lactose malabsorption and intolerance: O e sions
pathogenesis, diagnosis and treatment o wm————_

ueg.sagepub.com
®SAGE
Benjamin Misselwitz’, Daniel Pohl®, Heiko Friihauf’, Michael Fried®,
Stephan R Vavricka® and Mark Fox*

HEOQOCTATO4YHOCTb JIAKTA3bI: y GonblunHcTBa Nioen akTMBHOCTb
depMeHTa nakTasbl B LLLETOYHOW KaiMe TOLLEN KULLIKU CHUXKaEeTCH nocne
OTHATUS OT rpyan. Y HEKOTOPbIX JHOOEN 3TO CHUXEHWE aKTUBHOCTU
nakTasbl MOXET Bbl3BaTb CMMMNTOMbI MOCIE NPUeMa BHYTPb NakTo3bl
MANBbABCOPBLUA JNAKTO3bl: HeaddekTnBHOE nepeBapuBaHme
NakTo3bl BCReACTBME JaKTa3HOW HeJoCTaTOMHOCTU WM OpPYron
NaTonorMm KULLIEYHNKa

MAJNIbACCUMUNALNA JAKTO3bl: HeaddekTuBHOE MormnoLeHne
NakTo3bl N3-3a ManbabcopbLuun NakTosbl

HEMEPEHOCUMOCTb NAKTO3bI: xenynoyHo-kuileyYHble CUMNTOMbI
y YyernoBeka ¢ Manbabcopbumnen nakTosbl

13016.2003, http://iviasm

1. Ramig RF. Expert Rev Anti Infect Ther. 2007;5:591-612. 2. Boshuizen JA et al. J Virol. 2003; 77: 13005-13016. Boshuizen JA et al, Changes in small intestinal
homeostasis, morphology, and gene expression during rotavirus infection of infant mice, J Virol, 2003, Vol. 77, Pages 13005-13016, doi: 10.1128/JV1.77.24.13005-

/77/24/13005 long. Ucnonb3osaHo ¢ 0 0blecTsa 08B

10
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http://jvi.asm.org/content/77/24/13005.long

JlakTa3za HaxoAQUTCA Ha BepXyLlUKe
KALWEeYHbIX BOPCUH
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bl BOPCUHKAMU MOHKO20 KUWEYHUKa 8 Hopme (A.), npu

Moanuchk K pUCYHKY. Boipabomka pepmerma 1
mpa+H3umopHoli (B.) u smopuyHol (npuobpemeHHol) NaK

11

MuweBasa anneprMs - 9T0 BbI3BaHHas nNpPMEMOM NULLEBOrO  npogykTa
naTonornyeckas peakuusi, B OCHOBE KOTOPOW NexaT WMMYHHble MeXaHu3Mbl -
cneunduyeckue IgE- onocpegoBaHHbIE peakumy, KNETOYHbIA UMMYHHbIA OTBET (He-
IgE-onocpenoBaHHbIE) MNW MX CoYETaHNE (PeakLum CMELLaHHOro TUna).

Het Ig E — HeT annepruun?!

Annepruyeckuii pUHO-KOHBIOKTUBUT

Atonuyeckas aksema (40%) JUPUCER .
BpoHxuanbHas actMa . =~ ~ T N <
- ~
s/ ~
IgE e
4
7’
Muwesas anneprus (OAC)
non- ATonuyeckas aksema (60%) OHTeponatuu
IgE MpokToKONUTLI Llenuakus
CuHapom manbateopbumum 3031HOMDUNbHBIA racTpUT U 330darut
SHISPOETUH Sampson H, JACI 2004
Flohr et al, JACI 2004

Annepruyeckue peakuuy Ha nuLLly MOryT MpoTekaTb Kak no Tuny atonuu (1-i TMn peakumm no
knaccudukaummn xenna n Kymbea), Tak n ¢ y4acTuem KneTodHbIX MexaHu3moB. Bo BTopom
cryyae noBbllLEHME YPOBHA cneunduyeckmx IgE He npoucxoauT.

Muraro A, Werfel T, Hoffmann-Sommergruber K, et al. EAACI food allergy and anaphylaxis guidelines:
diagnosis and management of food allergy. Allergy. 2014;69(8):1008-1025

MuHucTepcTBO 3apaBooxpaHeHusi PO. KnuHuueckue pekomeHgauuu. Muwesas anneprusi, 2016.

12
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L 20 ATtonu4yeckun gepmatut
L 20.8 [Hpyrue atonuyeckue gepmaTuTbl
L 27.2 [epmatuT, Bbl3BaHHbIN Cbe4EHHOW MULLEN

L 23.6 Annepruyecknn KOHTaKTHbIN aepmartur,
BbI3BaHHbIA MULEBBIMW NpoAyKTaMu Mpu KX
KOHTaKTe C KOXeWN

L 50.0 Annepruyeckas kpanmeHuua

K 52.2 Anneprmyecknin u anuMeHTapHbI raCTPOIHTEPUT
N KONUT

MKB 10
13
He cnepyet BbIfsBNATL cneunduyeckue Ig E
y AeTeun paHHero Bo3pacrta?!
COBpeMeHHbIe MeToabl nccnenoBsaHuA, B ocobeHHoCTH

XEMUIIOMUHECLIEHTHbIN MeTog, (B 4YacTHocT, Immunocap), no3eonsioT
onpegensTb AuarHocTuyeckue TUTpbl cneundundeckux IgE y geten yxe B
nepBble MecsiLbl XU3HW

Immunocap (Phadia AB, Uppsala, LUseuuns)
Immulite (Siemens AG, Berlin, lepmanus)
HYTEC-288 (Hycor/Agilent, Garden Grove, KanudopHus)

Ig Gllg G 4

AHTnTena knacca G onucbiBalTCA Kak 6n0|<|/1py|ou.|,v|e aHTuTena,
XapakTtepusyrwuine HOpMaJ'IbeIﬁ I/IMMyHHbIIZ OTBET Ha aHTUTEH.

Pastor-Vargas C, Maroto AS, Diaz-Perales A, et al. Detection of major food allergens in amniotic fluid: initial allergenic encounter during
pregnancy. Pediatr Allergy Immunol. 2016;27(7):716-720.

Eigenmann PA, Atanaskovic-Markovic M, O'B Hourihane JO, et al. Testing children for allergies: why, how, who and when: an updated
statement of the European Academy of Allergy and Clinical Immunology (EAACI) Section on Pediatrics and the EAACI-Clemens von Pirquet
Foundation. Pediatr Allergy Immunol. 2013;24(2):195-209.

Soares-Weiser K, Takwoingi Y, Panesar SS, et al. The diagnosis of food allergy: a systematic review and meta-analysis. Allergy. 2014;
69(1):76-86.
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NMuweBylo annepruro HyXXHO o6A3aTeNbHO
noaTBepAuUTb NabopaTtopHo?!

* Hanuuusa oyeBuAHbIX BOCNpoOn3BOONMbIX peaKLl,I/IIZ Ha OOWH U

TOT JXe nMNpoAYKT YyXe [OOCTaToOvHO And  Ha3HadYeHud
ANIMMUHAUVOHHOW ONETbI

Mpwn HEACHbIX OaHHbIX aHaMHesa Ha3HayeHune
ONarHoCTU4ECKON  3NUMWHAUVMOHHOMW OueTbl € MNOSIHbIM
UCKNoYeHMeM (HO He orpaHu4veHuem!) nogospeBaeMblX
NPUYNHHO3HAYMMbIX annepreHoB no3sonseT B TedyeHne 7-30
CyT (B 3aBUCMMOCTU OT KIIMHMYECKON (OPMblI MULLEBON
annepruv) nogTeepauTb AnarHo3

npl/l HEeACHOM pe3ynbrate J3anuMnHaumm aOunarHoctn4yeckoe
BBeAeHWe npoAdyKTa B pauMOH NO3BONAET YCTaHOBUTb WUIA
OTBEPrHyTb Hann4ume nULLEeBOM anneprmm K AgaHHOMY
NpoAyKTy

MuHucTepcTBo 3gpaBooxpaHeHust P®. KnuHudeckne pekomeHgauuu. [Muwesas anneprus,
2016.

15

»

CMECU C YACTUYHBIM BE3/IAKTO3HbBIE CMECU HA OCHOBE KWUC/IOMOJI0YHBIE
rMAPONN3OM BESTKA CMECH KO3bEr0 MOJIOKA CMECU

\ J
Y

= &

rNYBOKUN
rMaPONU3 BENKA
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Bbi6op neyeb6HoOM cmecu
DRACMA Guidelines, 2010

MepBas nuHUA Bropas
NVHUA

AHadunakcus AAF eHF
O. KpanuBHuuUa u otek KBuHKe eHF AAF/SF
ATonuyeckum gepmaTut eHF AAF/SF
o3uHO(pUNbLHLIN 330charnT eHF AAF/SF
r3PB AAF AAF
AHTeponatus npu ABKM eHF AAF
MpokTokonut eHF AAF
Tskenas kuwe4vHas konuka npu ABKM eHF AAF
3anopbl npu ABKM eHF AAF
CuHgpom lerHepa AAF eHF/SF
AAF — aMNHOKMCIOTHasa CMecb
eHF — BbicokorngponmsHasi cMecb
SF — coeBas cmecb
17
Similac Alfare Alfare Nutrilon | Nutrilon [Frisolac| Frisolac
Alimentum | Allergy Mentn | MNentn | Gold | Gold Pep
FacTtpo |Anneprus Pep AC
I .
vwAponns KasenH | CeiBop | ChiBop | ChiBop | CbiBOp |ChiBOp| KaseunH
b6enok
cur - = =
JakTo3a Bes bes Bes bes
rl% Mt nakTo3bl 3.8 INaKTo3bl| NAKTO3bl 2.9 3.4 nakTo3bl
ARA/DHA + + + + + - -

ARA — apaxuaoHoBas Kucnota (omera-6 NoOAMHEHACbILLEHHAA KUPHAA KMCA0Ta)
DHA — goKo3arekcaeHoBas KMC/0Ta (Omera-3 No/IMHEHACbIWEHHAA XUPHAA KMcaoTa)

18
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«Knaccuyeckasi» uenmakusi

TR

19

Y10 Takoe rnoTeH?

MmiwoteH — HepaCTBOpMMbIVI B BOAE KOMIJIEKC Genkos
(I'IpOJ'IaMI/IHOB, FJ'IlOTeHI/IHOB) C ManbiM coaepxaHnem
mnnaos, caxapoB N MUHepParos.

NMponamutbl
[MagnH — nweHuua (TOKCUYHOCTb +++)
CekanuH — poxb (++)
XopaewH — a4MeHb (++)
OBewnH — oBec (?)

20

19.03.2020
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PACMNMPOCTPAHEHHOCTb
UEJTMAKUN no KNUHN4YECKUM AaHHbIM

YACTOTA 3ABONIEBAHUA — 1 :300-1:100
Catassi C., 1994; Collin P., 1996

22
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Willem K Dicke (1950 r.)
Onucan BnusiHMe rnoTeHa

23

«Knaccuyeckasi» uenmakus

24

19.03.2020
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Llennakus - «Bennkun Mum»

Min cumnToMbl XKKT Max
YctanocTtb, noteps Duapes, cTyn (06MMbHBbIN,

NPUOGPETEHHbIX HAaBLIKOB, CBETIIbIN, 31TIOBOHHbIN), B3AYTME
Lenpeccus, HapylieHue XunBoTa, 60nb, NOTEPS Macchl

MEHCTP. umMKna, Tena, CHWXXeHue nnu yBeen
HEBPONOrM4eCcKMe CUMNTOMBI, anneTtuTa, pBoTa
nopaxeHwWe KOXW, OTEKMN,
HapyLweHue CHa,
6ecnokonucTBO

26

19.03.2020
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narHoctukKa

* AHTUTENA K AeaMUAMPOBAHHbLIM NMEenTUAAM MNaaNHa,
IgA (Deamidated Gliadin Peptide (DGP) Antibodies,
IgA).

* AHTuTena K sHgommsuo, IgA  (Anti-Endomysial
Antibodies, EMA, IgA)

* AHTUTENa Knacca IgA K TKAHEBOW TPaHCI/IIOTaMMHa3e
(anti- tissue transglutaminase IgA, tTG)

* AHTUTENna K petnkyamnuy IgA mn lgG (Reticulin Antibody
lgA&IgG, ARA)

* AHTUTENA K AeaMUAMPOBAHHbLIM NMEenTUAAM IMNaanHa,
IgA (Deamidated Gliadin Peptide (DGP) Antibodies, IgA)

27

UHTpasnutenuanbHble NUMPOLUTDI

MpuumHbI NnoBbIweHusa konuyectsa U3J1 B COTK npu
HOpMaribHOW CTPYKType BOPCUHOK
P Py P PekomeHayeTcsa nccnegoBaHune, Kak
* anneprus K rmnioTeHy* 4 6
* Apyrve BapuaHTbl NULLEBON annepruum (anua, MWUHUMYM, nontatoB u3
3nakoBbie, BKM, cos, pbiba, puc, kypuua) AucTtanbHbix otaenos AMNK.
++ uHdpekuum (BupycHbie OKW, Giardia, Cryptosporidia,
H.pylori)*
* NpUMeHeHMe nekapcTBeHHbIX npenaparos (HMNBC)* D1: ANK
* ayTOUMMYHHble 3a6oneBaHus (Tupeonaur, npokcumanbHee
peBmaTtongHbiv apTput, CKB, ayrToummyHHas ®arepoBa cocouka
3HTeponartun)*
: ;nsuln(nyuo.qecbuuumble COCTOSIHUA D2: ANK
. i AUCTanbHee
NUMGOLUTAPHbIN KONUT Nyxosnua _ dareposa cocouka
* HauGonee yacTble accouuaumm

D3: guctanbHble
otaensi AMNK

-Io,pmanbuaop;;m/:(a cO ;Il-I'lK " . y ‘ PO|anCO JPGN 2008

28
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https://www.invitro.ru/analizes/for-doctors/2579/23052/
https://www.invitro.ru/analizes/for-doctors/2579/2755/

f'McTonornyeckue ocob6eHHOCTU Npun
Lenimakum

Hopma Llennakns

29

Llennakusa, TunnyHas dopma, ocTpbIiu
nepuop. be3 anetbl. leHeTU4YeCKUN
anarHo3s: DQ2/DQS8.

Llennakus, nepuog HEMNOMNHOW peMuccum.
[MonuBaneHTHaa nuwieBas anneprna. ATonnUYeckumn
AepMaTuT, pPacnpoCTPaHEHHbIN, CpeaHeTsKenoe
TevyeHne. besrnioteHoBas guerta ¢ HapyweHuamn 1
rog 5 MecsiLesB.

30

19.03.2020
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NMpoBOKaLUMOHHBLIU TEeCT (HarpysKa rnoTeHOM)

+ Tlepen npoBegeHMEM Harpy3ku peKOMEeHAYyeTCsi NMPOBEeCTU reHeTuveckoe
uccnenoBaHue, KOTopoe B Clyyae nosy4eHusi oTpuuartenbHbIX pe3ynsTaTtoB
no3BonuT n3bexarb NpPoBeAeHUs NPOBOKaLUK.

« [Oea ®IAC c 3abopom Guoncuii: nepeoe — Ha poHe arnioTEHOBOW ONETLI, BTOPOE
— NpW NOAIBNEHUM KIMMHWUYECKUX CMMNTOMOB 3aboneBaHuns Ha doHe ynoTpebneHus
B MULLY FMIOTEHCOAEPXALLMX NPOAYKTOB UNU Yepe3 6 MecsueB npu OTCYyTCTBUM
Npu3HakoB peuuamea 3abonesaHus.

* Harpysky rmioTeHOM OeTsM PEeKOMeHAYKT NPOBOAMTb, NOACHINASA [MNIOTEHOBbIN
MOPOLLOK B NULLY W He AaBaTb NauUMeHTy MLeHWYHoro xneba (neyeHbsl, BbINeYKN),
Tak Kak, B Cry4ae MNoaTBEpXAeHWs OuarHosa Lenuakuu, noBTOPHO 3anpetutb
ynoTtpebneHue aTux NpogyKToB pebeHKy OyaeT o4eHb TPYAHO.

+ ExegHeBHas [osa npu nNpoBefeHUM NpoBoKauuy AormkHa OblTb He meHee 10 1
rntoTeHa, yto cooteetctayeT 150 r mykn nnm 200 r nweHnyHoro xneba. MopoLwok
rnoTeHa B POCCMMACKMX YCIOBUSIX HEAOCTYNEeH, MO3TOMY B HalLUMX YCIOBUSX
peKkoMeHAO0BaHO AaBaTb NauueHTy exeaHeBHO 1 nopuuto (npumepHo 250 r)
MaHHOM Kalln Unv BepMuLienu.

+ Ecnu 6uoncusa, nposegeHHas 4vepe3 6 MecsAueB ynoTpebneHus rnTeHa, He
BbISIBNSIET HUKaKMX M3MeHeHuW, mopdonornyeckoe mccrnegoBaHne Heobxognmo
NOBTOPUTL CMYCTA 2 roda OT Hayarna Harpy3Kku rfoTEHOM.

* Ecnn cTpyKkTypHble W3MEHEHMS CrU3UCTOM WU K 3TOMY BPEMEHW OTCYTCTBYIOT,
pekoMeHAO0BaHO AMHaMuyeckoe HabniogeHve 3a nauveHTamMu ¢ npoBedeHunem
3HAOCKOMUYECKOrO UCCNEfOBaHNA MPW NOSBIEHUU CUMNTOMOB WX MOBbILLEHWN
YPOBHS1 @aHTUTEN B CbIBOPOTKE KPOBMU.

31

moTeHoBas
aTakcus
JlaTeHTHanA

Llenvnakus
(TMnnyHasn,
aTUNu4Hasn)

32

19.03.2020
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NMonynsapHoOCTL 6€3rNiTeHOBON ANETLI

low carb fat free

N,\jw
| | | | I T | | I | | I | | I | | |

2004 2006 | 2006 | 2007 | 2008 | 2000 | 2010 | 201 pot

Sapone et al. Spectrum of gluten-related disorders: consensus on new nomenclature and
classification. BMC Medicine 2012, 10:13, http://www.biomedcentral.com/1741-
7015/10/13

33

TakTuka BegeHus naumeHTa

BearntoteHoBaga auerta

CopOeHTbI

KoppeKkums coOCTOSIHUSE MUKPOBUOTI
KoppeKkuunst HyTpUTUBHOIO cTaTyca

Koppekuusa BTOpUYHOMU
NnaHKpeaTn4yeckom HeJOCTaTOYHOCTHU

34

19.03.2020
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CSA <5 ppm

Certified

Celiac Sprue Association® GIG <10 ppm

®
Gluten-Free

35

MapkupoBka 6e3rnoTeHOBbIX NPOAYKTOB

36

19.03.2020
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MMnopTHble 6e3rnoTeHOBbIE NPOAYKTbI
NPOMbILSIEHHOrO NPOU3BOACTBA

3
M
(hocolate

(ookies

MpuumHbI NnoBbIweHusa konuyectsa U3J1 B COTK npu
HOPMasbHOW CTPYKType BOPCUHOK

* anneprus K rmnioTeHy*

* Apyrve BapvaHTbl NULIEBOI anneprum (snua,
3nakoBble, BKM, cos, pbi6a, puc, kypuua)
++ uHdpekuum (BupycHbie OKW, Giardia, Cryptosporidia,
H.pylori)*

* NPUMEeHeHne neKkapcTBeHHbIX npenapartos (HMNBC)*
* ayTOMMMyHHble 3a6oneBaHus (TMpeouaurT,
peBmaTtongHbiv apTput, CKB, ayrToummyHHas
3HTeponartus)*

* UMMYHOAe(ULUTHbIE COCTOSIHUA

* B3K

* NMMcOUUTAPHBIA KONUT

* HauGonee yacTble accouuaumm

Hopmanbhas Bopcunka CO ANK

UHTpasnutenuanbHble NUMQPOLUTDI

PekomeHayeTcsa nccnegoBaHune, Kak
MUHUMYM, 4 OuontatoB U3
AaucTtanbHbix otgenos AMNK.

D1: ANK
NpoKkcumManbHee
®arepoBa cocoyka

D2: AnK
avcTankHee
Nykosuua _  dareposa cocouka

oy U

D3: gucranbHble
otaenb! ANK

Polanco JPGN 2008
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BapuaHTbl hopMm hepMeHTHbIX
npenapaTos

Kancyna ¢ MuHuMuKpochepamm Kancyna ¢ mukpocdepamu

Tabnetku Kancyna ¢ muHutabnetkamm

39

He Bce dbepMeHTHbIe npenapaThbl

oVHaKOBbIe

40
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MWHYCbI TABJIETUPOBAHHbIX ®EPMEHTHbIX
TPEIMAPATOB INOAOXEJ/TYO4YHOU XEJIE3bI

S O
M .

Tabnemku HEJIb351
Tabnemku denumsb u
HE pexkomeHdyromces u3mersib4ame

demsim 0o 3-x iem
u3-3a crioXXHocmu
rpoanamsei8aHusi

lpu HapyweHuu kucroycmoul4dugol 060104KU
pepmeHm UHAKTUBUPYETCH e xenydke

41

«TPAAULUUOHHDBIE» NPENAPATbI NAHKPEATUHA

v HeapekBaTHOe COOTHOLLUEHUEe
OCHOBHbIX KOMNMOHEHTOB

. BRApAITE ERBEVROpICTIR)
l:u"““. B

%

TabaeTen

\

Hu3kue no3bl chepmeHTOB

v" MpucyTcTBUE B cocTaBe
nNakTo3bl

v" OTCcyTCTBME 3alUTHOM 06ONOYKH .
/Mm’ o YU /

v TabnetupoBaHHas copma NAHKPEATUH m
v" Mo paHHbIM PKU — npakTuyecku SR i
«HyneBas» 3¢ppeKTUBHOCTb e — P
42
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NPENAPATbI AMHEUKU OECTAAA

v" Hnuskme go3sbl hepmeHTOB

v MpucyTcTBUE B KOMMNOHEHTOB
Xenuu

Y Aventis

v" OTCyTCTBME 3aLUTHOMN
o60no4ku

v' TabneTupoBaHHasa dopma

v" Mo aaHHbIM PKU —
NpaKTU4YeCKn «HyneBasi»
3 deKTMBHOCTb

43
Paamep yactuuy chepmeHTHOro npenapara
nMmeet 3Ha4eHue
KpeoH® e Mukpazum
-
e
& >1,8 mm
0,7-1,6 mm
- — e o D
e - £%e
fge T
e :
MaHuuTpar
Spmutans/laHrpon
>1,8 mm
2 Mm t
44
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PepMeHTHbIE npenapaTbl

Mnowaap COMNPUKOCHOBEHUA C nuwen

TabneTkn MunHuTabneTkm MUHUMUKPOCEPbI

45

Mpenapat

Jlvnasa Amvnnasa Mpoteassbl

Maxrpon 10000 10000 9000 500
Manrpon 25000 25000 22500 1250
Kpeon 10000 10000 8000 600
KpeoH 25000 25000 18000 1000
KpeoH 40000 40000 25000 1600
Amurtans 10000 10000 9000 500
Apmutanb 25000 25000 22500 1250
Apmutanb 36000 36000 18000 1200
MaHkpeaTtuH copTe 140 1500 25

MankpeaTuH-TekT 3500 3500 200
®ectan H 6000 4500 300

46
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CxeMbl Ha3HayYeHusA
naHKkpeaTuiyeckux chepmeHToB

E>xeqHEBHO, NOXN3HEHHO ABconoTHaa naHkpeaTnyeckas
C 3aMeCTUTENBbHOW LienbHo HeJoCTaTO4YHOCTb
AnstepHupytoLmne cxembl Tepanun  OTHOCUTENbHas NaHKpeaTnyeckas
(1-3 Hepenu) HeJoCTaToOYHOCTb
Tepanusa «no TpeboBaHMO» C Mpn HapyLeHnn aneTsl

Lernbio co3gaHus ycrioBum
hU3NO0NOrNYecKoro NoKos

47

lNpaBuna npyumeHeHus
naHKpeaTn4yeckux cpepmMmeHTOB

1. NMpuHumaTe  epMeHTbl C KaxdblM MPUEMOM MWLM UMM 3aKYCKMW,
KoTopasi COAEpPXWUT >XUpbl (MSICO, MOJIOYHbIE MPOAYKThl, Xxned wn
aecepTbl)

2. MNpyHumMaTb  epmeHTbl B Havane npuema nuliM, BO3MOXHO
npuMeHeHne ApobHON A03bl B TEHYEHNe eabl

3. MNpu npueme npenapaToB 3a40Mro 40 eabl Unu nocre eabl — PepMeHThI
MOryT BO3HMKaTb pa3gpakeHnsa CrnM3nucTon pTa BnnoTb A0 06pa3oBaHud
A3B (ry6bl, A3bIK)

4. TabneTkn He AOMXKHbI ObITb pa3aaBneHbl UK pasKeBaHbl

5. CHwxaeTcsa ahheKkTUBHOCTE (DEPMEHTOB MPU UX COMETAHUU C KarnbLnii-
W1 MarHuin- cogepxalummm aHtaumaamm

6. Cogepxumoe kancyn (Mukpocdep) Henb3s CMelluMBaTb C MOSIOKOM U
Op. MOMOYHBbIMM NpPOAYKTaMM — WU3-3a  BbLICOKOTO pH, 4TtO MOXET
NPUBECTU K PACTBOPEHMIO KUCMOTOYCTOMYMBON OBOMOYKM U HApPYLIUTb
aKkTuBaLmio epMeHTOB

48
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Hdo3npoBka lNaHKpeaTuHa
NpW OTHOCUTENBbHOW NaHKpeaTU4ecKomn
He4OCTaTOMHOCTU

CtapTtoBas nosa (Ha maccy Tena)
HeTtn mnagwe 1 roga (ecteCTBEHHOE BCKapMIMBaHue)

4 ke — 1200 EQl Ha 1 kopMmneHue
(npumepHo, 10000 El B cyTKNM)

7 k2 — 2500 E[] Ha 1 kopmneHune
(npumepHo 12500 El B cyTKNM)

10 k2 — 3500 E[l Ha 1 kopmnieHune
(npumepHo 17500 El B cyTKN).

lNpumeyvaHue: n3 pacyeta 300 E[l Ha 1 rxupa B nutaHum (50% ot
003bl Npu abCONTHOM HEAOCTAaTOYHOCTU) M NoTpebHocTn 6 1
Xupa Ha 1 Kr maccbl Terna B CyTKW.

49

[o3upoBka lNaHKkpeaTnHa
NPV OTHOCUTENBHOW NaHKpeaTU4ecKon
HeJoCTaTOYHOCTU

CrapTtoBasi go3a (Ha maccy Tena)
Hetn mnagwe 1 roga (MCKyCCTBEHHOE BCKapMISiMBaHUe)

4 k2 — 1800 E[l Ha 1 kopmneHue
(npnmepHo, 10000 EL] B cyTkK)

7 k2 — 3750 E[] Ha 1 kopMmneHune
(mnpnmepHo 12500 E[ B cyTKN)

10 k2 — 3500 E[] Ha 1 kopmnieHune
(mnpnmepHo 17500 E[ B cyTKN)

50
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PekomeHpauum no noabopy Ao3 (EQ no aMnase) mukpochepuyecknx
naHKpeaTuyecknx pepmeHTOB AN1A 60/1IbHbIX MYKOBUCLUA030M
crapuwe 1 roapa (Littlewood J. & Wolfe, 2000)

* B KayecTBe Haya/bHOM [A03bl PEKoOMeHAyeTcA
npuHMmaTb 2000 - 6000 EA/Kr/cyT., 4TO paBHOLUEHHO
500 - 4 000 EA nunasbl Ha 1 r *KUpa B Cbeaaemoi
nuwe uam 500 - 1000 EA/Kr Ha OCHOBHOW npuem
nuwm mam 250 - 500 EA/Kr Ha AONOAHUTENbHbIN
npuem nuuwm

* [o3bl >3 000 EA/Kr B eay nam 10 000 EAL / Kr B CyTKM
roBopAT O HeobXxoAMMOCTM  AOMNOJNHUTENIbHOrO
obcnepoBaHua KT y 60/1bHOro MyKOBMUCLMA030M

51

PekomeHpgauum no nog6opy fo3 (EA no nunase)
MmuKpochepryecknx naHkpeaTnueckmnx pepmeHTos gna 60nbHbIX
MYKOBMCLNA,030M rpyaHOro Bo3pacra
(Littlewood J. & Wolfe, 2000)

Mcnonb3oBaTh TONIbKO MUKpOCdepUyeckune npenapatbl

Ha kakgble 120 M1 MOMIOYHOM CMECU WM TPYAHOTO MOJIOKA B
KauecTBe Ha4anbHOM A03bl OT 1/4 ao 1/3 Kancynbl cTaHAAPTHOWM
aKTMBHOCTU NaHKpeaTuMHa (Hanpumep, KpeoH 10000 = 2500-3333
EL, nvnasbl)

CmewaTb MUHUMMUKpPOCHEpPbI C HEDONbLIMM KOJIMYECTBO MULLU
(rpyaHbIM MONIOKOM, GPYKTOBLIM MIOPE U T.A4.) U AaBaTb C JIOXKKMU
HernocpeacTBEHHO nepen, KOPMAEHNEM

MNpu napeHTepasbHOM NMUTaHUU GEPMEHTbI AatoTca A0 M nocne
BBEAEHMA NULLN

[o3bl >3 000 EL, / kr B egy uam 10 000 EZ], / Kr B CYTKM roBOPAT O
HeobxoAMMOCTN  AOMNOAHUTENbHOTO obcnegoBaHua KT vy
6onbHOro MB

52
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CornacHo PoccMrUCcKUM pekoMeHaaumsam, Ao3bl
naHKpeaTUHa ona aeTen:

Puanonornyeckas | Heodxoaumo Cyrounan nunasa 8 | [losuposka npenapara ¢

cyTouHan nUNassi U3 nepepac4ere na kr 8| 10 000 EQ nunaawi 8 1

noTpaéHoCTL B pacuera 300 cyr, Efl/kr/eyr Kancyne, Kancyn e cyTku

xupe, ricyT Efcyr
6mec-1r  g-1p 45 13500 1687-1350 1/4 - 5 pa3
1-1,5 10-12 48 14 400 1440~1200 1/3 - 4 pasa
1,58 12-15 53 15900 1325-1040 1/3 - 4 pasa
34 15-17 63 19 000 1266-1117 1/2 - 4 pasa
5-6 19-22 72 21 600 1000 1/2 - 4 pasa
7-10 25-30 80 24 000 960-800 2/3 -3 pasa
1-13 35-40 96 28 800 B22-720 1 -3 pasa
1417 50 100 30 000 600 1-3 pasa

3amecTutenbHas Tepanus, HanpaeneHHas Ha KOPPEKLMIO CHKEHHON 3K30KPUHHOIA
thyHkuyumn MK, foNXHA NPOBOANTLCS COBPEMEHHBIMUN BbICOKOAKTUBHBIMU CPEeCTBaMU,
a UIMEHHO MUHUMUKpPOChEepUYeCKUMI Npenaparami naHKpeaTu4ecknx pepmeHToB

¢ pH-4yBCTBUTENBHON (KUCNOTOYCTONHNBON) 06ONOYKON.

Benbmep C.B., MpusopoTckuii B.®., Phiukosa C.B. ¢ coasr. P n TUBHBIX DOPM NaHKpeaTUHa B NEANATPUIECKOl NpaKTUKe. Bonpocs!
fAeTcko auetonoruu, 2014, 1. 12, Ne3, c. 65-70

53

Be3 chepmMeHTOB MOXHO ynoTpeonaThb
(npu abcontotHon IlMH):

* MuHepanbHada Boga

* Yan c caxapom

* Mopc

» Coku

* MopoxeHoe 13 coka

» BapeHbe

 Men

« CBexue (ppykTbl (Kpome GaHaHOB)

» KoHeTbl — TONbKO NegeHubl N3 caxapa

54
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Contents lists available at ScienceDirect

Clinical Nutrition

journal homepage: http://www.elsevier.com/locate/clnu

e-SPEN guideline
ESPEN-ESPGHAN-ECFS guidelines on nutrition care for infants,
children, and adults with cystic fibrosis

Dominique Turck ?, Christian P. Braegger °, Carla Colombo ¢, Dimitri Declercq ¢, 7
Alison Morton ¢, Ruzha Pancheva { Eddy Robberecht £ Martin Stern ", Birgitta Strandvik ’,
Sue Wolfe ), Stephane M. Schneider “’, Michael Wilschanski " ™'

o 12 2000-4000 EO nunasbl Ha 120 mn opmyrnbl UKW FPYAHOro
MecsiLieB Moroka

Oetn 1-4 netr  2000-4000 E[ nunasbl/rp CbeQeHHOro Xupa
(makcmumanbHo 10000 E[] nunasbl Ha Kr B AeHb)

Oetun Crapt c¢ 500 E[O nwunasbl/kr/mpuem nuwiM, MOCTENEHHO
cTaplue 4 neT yBenuyneas ao:
+ 1000-2500 E[l nunasbl/kr/npuem nuLm
* 10000 EQ nunasbl/Kr B AeHb Unn
» 2000-4000 EAO nunasbl/rp xupa

55

Kputepuun achheKTMBHOCTM 3aMeCTUTENTIbHOWU
Tepanuu

NcuesHoBeHMe 6oneBoro abaomMmMHanbHOro cuHapoma
Hopmanusauus ctyna

YMeHbLUEHNEe BbIpaXEHHOCTU cTeaTopen | Tuna BNNoTb A0
NOJIHOro NcYe3HOBEHUSA HEeNTpanbHOro Xupa B
KonporpamMme WNN AOOCTUXKEHWE HOpMarnbHbIX 3HAYEeHUN
3KCKpeuun TpUrnMuep1aoBs B nunuaorpaMmme

4. BoccTtaHOBNeHWe HYTPUTUBHOIO cTaTyca

Wp =

I'Ipumeqal-wle: B OOMbLUMHCTBE cny4dyaeB Anda AOCTUXXEHUA YKa3aHHbIX BbllUe
Sq)q)eKTOB HeoOxoaMma KoMMMeKcHas Tepanua, BaXXHbIM KOMIMOHEHTOM
KOTOpOIZ ABNAETCA 3amMmecTuTernbHas Tepanua BbICOKOAKTUBHbIMU
npenaparamMmm naHkpeaTtn4eCkmnx ¢)epMeHTOB.

Benbmep C.B., MpuBOPOTCKMii B.O., Poiukosa C.B. ¢ cOaBT. PekomeHAaLuu. lIpUMEHEHUE BbICOKOAKTUBHbIX GOPM NaHKpeaTHHa B NeAMaTpUUECKOli NpakTMKe. BONPOCH ACTCKO AMETONOMMM,
2014,7.12, Ne3, c. 65-70 56
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Bo3MOXHble NPUYNHbI
He3a(ppeKTUBHOCTU (pepMeHTHON

Mpuyunna Koppekuus

HepoctaTto4Hoe KonuyecTeo Koppekuusa [o3bl

npuHuMaemoro epmeHTa

Hapywenue pexuma npuema npenapata | PasbsicHenue npasun npuema
npenapara

MoTepsa akTuBHOCTM (hepmeHTa KOHTpOsb cpoka roqHoCTH U yCrioBui

B nNpenapare XpaHeHus

MrhakTuBauma hepmeHTa Kucrbim HasHaueHue aHTUCEeKPEeTOpPHbIX

XKENyAo4HbIM COAEPXUMbIM npenapartos

Oucéunos kuweyHuka Koppekuusa aucéuosa —
npe- n NPoGUOTUKM

YcKopeHHan MOTOpUKa KULLEeYHUKA Koppekuusa MOTopuku, Npu
HEeo6Xx04MMOCTU — MPOKUHETUKMN

XonecTtas YcTpaHeHue xonecrasa, npu
HEeo6x0QMMOCTU — CNAa3MONUTUKK

Y 60-bHbIX MyKOBMCLIMO030M: MNpumeHerne npenapaTos

UCronb3oBaHue npenaparos, He C AOKa3aHHOW Npu MyKOBUCLMA03e

npoLweawmnx KIMHU4eckue uccnefoBanus | appekTUBHOCTLIO U 6€30MacHOCTbIO

npu gaHHom 3abonesaHumn

Bensmep C.B., Mpusoporckuii B.9., Piukosa C.B. ¢ coasT. P UBHBIX GOPM s P i npakTuKe. BONpOCsI ACTCKO! AUeTONOrUH,
2014, 7.12, Ne3, c. 65-70
57

57

BaXXHO npuHUMaTb hepMeHTbl NpaBUIIbHO

e 3anpewaercsa Ao6aBnATb
rpaHysbl OEPMEHTOB
B BYTbIIOYKY CO CMECHIO
W B FOPSAYYIO MIALLLY

e 3anpewjaeTcs u3menb4yaTtb
hepMeHTHbIe rpaHy bl
(Tono4b, pacTBOPSITh)

58
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AKTyanbHOCTb NpoGriemMbl

MNoka3aTenu HyTPUTUBHOrO cTaTyca y AeTen
B ®O Poccum (no aaHHbLIM HaumoHanbHoro pernctpa 2015 r.)

| Macca(per) | Poct (per) | UMT (pen)

L®O 40,8 41 35,1
C300 29,3 19,5 33,4
Cwubupckun O 28 27,6 25,7
[danbHeBoCTO4YHbIN OO 13,8 11,8 29,9
—m
KpacHosipckuin kpan 100 15,2

r. Mocksa 21 ,8 120 15,9
MockoBckas obnactb 20,8 117 15,6

E.WN. KoHapaTbesa, C.A. Kpacosckuit, H.A. UnbeHkoBa, B.B. YukyHoB, A.1O. BopoHKoBa, A.B. YepHsk, B.A. LepmaH, E.J1.
AmenuHa, 10.B. TopuHoBa CpaBHUTENbHAA XapaKTEPUCTUKA 6GO/bHBIX MYKOBUCLMAO30OM, MNPOMMBAIOWMX Ha
TeppuTopuK cpeaHe nonockl EBponerickoit yactu Poccumn n Cubupu. — Neguatpusa. Ne 2. —2017. — 158-163

59

Better Nutritional Status in Early Childhood Is Associated with Improved
Clinical Outcomes and Survival in Patients with Cystic Fibrosis

Elizabeth H. Yen, MD', Hebe Quinton, MS, and Drucy Borowitz, MD®
Jlyqwmi HyTPUTHBHLINA CTaTyC B paHHEM BO3pacTe acCoOLMMPOBaH C YIyu4LIeHUeM
KNMHUYECKUX Pe3yNnbTaToB U BbDKUBAEMOCTH Y naumexTos ¢ MB

(Table I1. Outcomes at age 18 years for patients with CF born between 1989 and 1992, stratified by WAP at age 4 yearsw
Acute Hospital days

Weight percentile BMI percentile Height percentile Weight percentile  FEV, % exacerbations  (mean number
ataged n (%) (mean)" (mean)" (mean)’ predicted” (% with 1 ormore)*  peryear)*  Survival (%)"
<10th 310(16.3) 252 15.7 142 %8 92 826
10th-<25th 361(19.0) 312 246 23 3.2 84 89.0
26th-<50th 545(28.8) 39 331 313 316 68 924
=50th 677 (35.8) 476 493 492 204 69 9.6 )
*P< 05.
J Pediatr 2012;
60
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OuetoTtepanun BaxHas 4YacTb Jle4YeHusA (nop,,u,ep»(Ka onTUMarnbHOro pocCTa,
(bI/I3I/ILIeCKOFO M NonoBoro pasBuUTUA, MbILLEYHON MaccChl, NOBbILIEHNE KayecTBa
XU3HUN U BbI)KI/IBaeMOCTM)

Y TPHUNONOFOB
* IV HAY'HSI UEHTP 300P0BLA RETER PAMH
= TV HIt NIATAHUS PAMK.

HalmoHa/sHbIli KOHCEHCYC HALHOHANbHAS NPOTPAMMA

o R ONTUMHU3ALIN BCKAPMAIMBAHUSA
AMATHOCTUYECKME KpUTEPUM, Tepanua» JDIETENA NEPBOTO FONA KU3HM
B POCCHIACKON GEAEPALMU

Hoopauaropss:
£, KowapaTaesa, H.0. Kauwpcxas, M. Kanpanoa

D

Mocxsa
2016

journal homepage: http://www.elsevier.com/locate/cinu

Contents lists available at ScienceDirect CLINICAL
Clinical Nutrition

e-SPEN guideline

ESPEN-ESPGHAN-ECFS guidelines on nutrition care for infants,
children, and adults with cystic fibrosis

Dominique Turck ?, Christian P. Braegger °, Carla Colombo €, Dimitri Declercq ¢,

Alison Morton ¢, Ruzha Pancheva /, Eddy Robberecht £ Martin Stern ", Birgitta Strandvik ',
Sue Wolfe ’, Stephane M. Schneider “, Michael Wilschanski " ™'

61

Mpeumywectea B npu MB: BbipaboTka nunasbl NakTuUpyoLLen
MOJIOMHOW Xernes3oln, 4Tto obecnedymBaeTr paurectmioo o 60%
MALWEBbLIX NUNNOOB, HaxXOOALWMXCA B 3MYNbrMpOBaHHOM BuAE —
HasbiBaeTcAa  Bile  salt-stimulated lipase (BSSL). BSLL
TepmonabunbHa — nacTepu3auus FPygHOroO  MOJfioka  ee
nHaktTusmpyetr. MnageHuam ¢ MB nogxoguT TOMbKO HaTUBHOE
(HenacTepn3oBaHHOE) rPyaHOE MOSIOKO

NB/cmewnaHHoe: BbICOKO3HEpPreTU4ecKkume, BbICOKODErnKoBble
(copepxaHue 6enka B rpyaHom moroke (0,9 r/100 mn) — Huxke, Yem
B MOMNOYHbIX CMECSX), HE OrpaHUYeHHble MO XUpY (KenaTtenbHO
CUT), naktos3a? HeBbiCOKasgs OCMOSISIPHOCTb, oboralieHue
BUTaMUHaAMW, MUHepanamu, npe- n npoduoTnkamu, NULLEBLIMU
BonokHamu, AL MHXXK, HykneoTuaamu

NMPUKOPMbI: HauuoHanbHble  pykoBOACTBA psida  cTpaH
pekoMeHayT ucknoumMTensHo B 0o 6-mMecsiyHOro Bo3pacTta,
ofHako: copepxkaHue 6enka U aHepreTuveckad LEHHOCTb B
rpyoHoOM MOMOKe CO BpPEMEHEM CHWKaETCS. erGxo;:uAMblm
CBOEBpeMeHHOe BBefeHue npukopma: npu MB He nosgHee 4
MECSIHHOro Bo3pacTa : .

Lonnerdo B, Hernell O. An Opinion on «Staging of | ormula A
Developmental Perspective on Infant Feeding JPGN 2016 62 (1

62
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OpraHusaums BBeaeHUA NpoayKToB npukopma npu MB

Oetu c MB (mec) 3aopoBble aeTu

(mec)
®dpyKTOBOE Nope 6 4-6
TBopor 4 4-6
XenTok 5 7
OBoLwHoe ntope 5 4-6
PactutenbHoe macno 4-5 5-6
Kawa 4 4-6
(Ha UC, cuexeHHbIM 'M (MonoyHas)
Wnu rnaponusare)
CnuBo4HOe macno 4 4-6
MscHoe niope 4,5-5,5 7
HeapanTupoBaHHble 8-9 8-9
KMCIIOMOJOYHbIE NPOAYKTbI
Cyxapwm, xne6 7-8 8-9
Pbi6a 8-9 9
OononuHutensHo COJlb:

B nepBoe nonyrogue = 1/8 4.n. (0,6-0,7 r), BTOpoe nonyrogue = 1/4 y.n.

63

PeKOMeHAyeMbIe Be€JINYUHDbI n0Tpe6neva 6enkawm
Heprun ans aeten c MYyKOBUCLUMNOO3OM

Benok, r/kr/cyT AHeprus, Kkan/kr/cyTt

MwuHumanbHas MakcumanbHas
0-1roa 3-4 (po 6) 130 200
3popoBble aeTn 2-2,5 110 115
1-3 ropa 4-3 90-100 150
3-10 net 3-2,5 70-80 100
11-14 net 2,515 45-70 90

Mpn MB Bbicokas notpebHocTb B b 13-3a ero notepb (Manbabcopbuun) u AONONHUTENBHOM
NOCTYNMEHUN ero BO BPEMS 3MM30A0B kKatabonunama npu nerovHbIx 060CTpeHnsX.

McTouHrkamm nonHoueHHoro Genka AnA AeTert NepBoro roga Xu3Hu SBMSATCA FpyaHoe
MOJOKO, CreLnannaMpoBaHHbIE MOSIOMHbIE CMECK C MOBbILLEHHbIM cofepxaHueM benka, a
TaKke NPoAyKTbl MpuKopMa (Msco, nTuua, pbiba, KMCMOMOMOYHbIE MPOAYKThI, TBOPON, Cbipbl,
MOJI0KO, Anua).

PaCﬂpeﬂeneHMe OCHOBHbIX NULieBbIX UHIPpeaAUeHTOB B 3HeprOI'IOTp66ﬂeHVWI:
Benkn=20%

Kvpbi=40%

Yrnesoab1=40% Diets for Sick Children./ Francis D.E.M (ed.).Oxford: Blackwell, 1987
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lNMoka3aHusi K NPMMEHeHUI0 arpecCUBHbLIX METOA0B
HYTPUTUBHOW NopaepXku y aeten ¢ MB

+ OrtcyTtcTBME NpubaBKM B BECe WM CHWKEHWE Beca B Te4yeHune 6
MecsiLIEB

+ dakTudeckas Macca Terna Huxe 3-ro nepueHTuna (unu Z-score
MMT/Bo3pacT, macca Tena/sBo3pacT, Macca Tena/pocT MeHee -2)

+  QakTudeckas macca Tena Hmke 15% OT JOMKEHCTBYIOLLEN UNN MeHee
25-ro nepueHTUns Ha oHe AONONHUTENBHOIO NUTaHUSA
BbICOKOKaNOPUNHBIMN CMECSIMI

ArpeCCMBHbIe mMeToAbl HYTpMTMBHOVI noaaepXxkKu
3oHAaoBOE dHTepanbHoOe NUTaHune

HouyHaa runepanuMmeHTaumss 4epes HasoracTpanbHbll  30HO — WIU

nepKyTaHHas racTpocToMa C NOMOLLbI MH(PY3MOHHOIO Hacoca B TedeHue

5-6 YacoB — cMecu Ang 3HTepanbHOro NUTaHusa (rMaponn3aThl)

MapeHTepanbHOe NUTaHue

+ [llonHoe napeHTepanbHOe nuUTaHMe (UEHTParnbHbIM BEHO3HbIN
KaTeTep): COCTOAHMSA Mocrne onepauun Ha KULWEYHUKE (MEeKOHUEBbIN
nneyc, CUHAPOM KOPOTKOWM KULLIKW, OCTPbLIN NaHKpeaTuT)

*+ YacTMyHoe napeHTepanbHoe nuUTaHue (ANS JOMONHUTENBHOro

NUTaHus): MOXET WCMNOoNb30BaTbCs Nepudepuyecknii  BEHO3HbIN
aocTyn

65

NMPUYNHBbI HEQOCTATOYHOCTU NMUTAHUA
NP MYKOBUCLIMOO3E

3K30KpUHHasi HeA4OCTaTOYHOCTb
noaxenyao4YHom xenes3bl HapyuieHune
90% 60nbHbIX YEBOEHUAPKUPA

KoHueHTpauus E-1 | CteneHb TaxecTn
9K30KPUHHOM
(mkr/r/k) cyHKumMM MK
<100 Tshkenas
100 — 200 cpegHsis
HapyuweHune ycBoeHusi > 200 HOpMANbHAS

6enka u Kpaxmana

1. Monudekanus. Yactota ctyna 6onee 3-4 pas B CyTku
2. Ctyn 6Gonbluioro obbema, 3MOBOHHBINA, CEpoBaToOro
OTTeHKa.
3. Kannu xwupa. Kanosble Macchbl NMOX0O CMbIBAOTCA CO
CTEHOK yHUTa3a
noTepu NUTaTenbHbIX BELWECTB 4. B  dekanusx Hepeako — oTmeuvaeTcs — Hanuune

HernepeBapeHHbIX KYCOYKOB MULLM
COICRYIOM 5. HapyweHue HyTPpMTUBHOrO cTaTyca

HauuoHanbHbIi KoHceHeyc «MyKkoBUCUMA03: OnpeaeneHne, AnarHoCTMYeckue kputepum, Tepanusi», 2017 r.
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Contents lists available at ScienceDirect CLINICAL

Clinical Nutrition

journal homepage: http://www.elsevier.com/locate/clnu

e-SPEN guideline
ESPEN-ESPGHAN-ECFS guidelines on nutrition care for infants,
children, and adults with cystic fibrosis

Dominique Turck 2, Christian P. Braegger °, Carla Colombo ¢, Dimitri Declercq ¢, )
Alison Morton ¢, Ruzha Pancheva L Eddy Robberecht #, Martin §tem b Birgitta Strandvik ',
Sue Wolfe’, Stephane M. Schneider “1"Michael Wilschanski " "'

0o 12 2000-4000 EO nunasbl Ha 120 mn opmyrnbl UKW FPYAHOro
MecsiLeB Moroka

Detn 1-4 ner 2000-4000 E[] nunasbi/rp cbeaeHHOoro xupa
(makcmumanbHo 10000 E[] nunasbl Ha Kr B AeHb)

Oetun Ctapt ¢ 500 EO nunasbl/kr/MpueM nuln, MNocTeneHHo
cTapwe 4 net yBenuumBas go:
+ 1000-2500 E[l nunasbl/kr/npuem nuLm
* 10000 EQ nunasbl/Kr B AeHb Unn
» 2000-4000 E[ nunasbi/rp xupa

67

Kputepun achheKkTMBHOCTM 3aMeCTUTENTIbHOU
Tepanuu

NcuesHoBeHMe 6oneBoro abaomMmMHanbHOro cuHapoma
Hopmanusauus ctyna

YMeHbLUEHNEe BbIpaXEHHOCTU cTeaTopen | Tuna BNNoTb A0
NOJIHOro NcYe3HOBEHUSA HEeNTpanbHOro Xupa B
KonporpamMme WNN AOOCTUXKEHWE HOpMarnbHbIX 3HAYEeHUN
3KCKpeuun TpUrnMuep1aoBs B nunuaorpaMmme

4. BoccTtaHOBNeHWe HYTPUTUBHOIO cTaTyca

Wp =

MpumeyaHue: B GOMbLUMHCTBE CriyyaeB ANSA OOCTUXKEHUA YKa3aHHbIX
Bbille 3phekToB HeobxoauMmMa KOMMMEKCHas Tepanus, BaXHbIM
KOMMOHEHTOM KoTopoWn ABMNSAETCH 3amecTuUTenbHas Tepanus
BbICOKOAKTUBHbLIMU NMpenapatamMu naHKkpeaTuvyeckmx qoepMeHToB.

Benbmep C.B., Mpusopotckuii B.®., Poiukosa C.B. ¢ coasT. PekomeHgaumu. NprmeHeHMe BbICOKOAKTUBHbIX GOpM
naHKpeaTVHa B NeAMaTPUYEcKoi NpakTuke. Bonpockl getcko anetonoruu, 2014, 1. 12, Ne3, c. 65-70
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NMPUYUHDI
HEOOCTATOYHOCTU NMUTAHUA
NMPU MYKOBUCLIMOO3E 1

HapylueHue yxyAauweHue

YCBOEHUS Xupa aMynbrauum
Xupa

HeAJOoCTaTO4YHOCTb

YOXK 30 mr/kr/cyT \
XNpopacTtBOPUMbIX

noTepu nutatTefibHbIX BelleCcTB
CO CTyJiOM

69

PekomeHayeMble A03bl XXMPOPACTBOPUMbIX BUTAMUHOB
n 6eTa-kapoTmnHa gna 6onbHbix MB
(ESPEN-ESPGHAN Guidelines 2016)

ButamuHbl Ona peten Ona peten
ot 0 oo 4 net cTapuwe 4 neT n B3pocCsibIX

a 0 -1 roa: 400 — 1000 ME/cyT | 4 — 10 net: 800 — 2000 ME/cyT
Crapuwe 1 ropga: 800 - 2000 | Ctapwe 10 net: 800 - 4000 ME/cyT
ME/cyT
0-1roa: 50 ME/cyT

E Crapuwe 1 ropga: 100 — 400 100 — 400 ME/cyT
ME/cyT

K 0-1roa; 0,3 -1 mricyT 1-10 mr/cyT
Crapwe 1 ropa: 1 -1
mr/cyT
HaumMHaTb ¢ HU3KUX O03. HauunHatb ¢ Hu3kux no3s. Nop6upaTb

A Moa6upatb No ypoBHIO B Mo YPOBHIO B CbIBOPOTKE KPOBU
CbIBOPOTKE KPOBM (exeroaHbIN KOHTPOIb)
€)XEerogHbIN KOHTPOrb) Eeponelickass RDA = 2664 ME/cym

50-1500 ME
Beta- o 16667 ME (10 mr) Ho 16667 ME (10 mr)
KapoTuH
70
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an‘-WIHbI HeO4oCTaTO4YHOCTU NMUTaHUA
npun mykosucumnnose

BOCManeHue
B GpoHXONiero4yHom
cucteme

noabemM TeMnepaTtypbl
OoAblLlKa

B KPOBU O6pa3syloTcs
npoBocnanuTernbHbIe
BellecTBa
(LIMTOKWHBI)

yBenuumBaeTcs
pacxopn
3Heprum

nopaeBnsalT o6paszoBaHue CTUMYNUPYIOT pacnag
rakTOpOB pocTa MbILIEeYHbIX GenkoB

AeduunT Maccbl Tena u pocta — He[OCTaTOMHOCTb NUTaHUA

NMPUYUHbI HEQOCTATOYHOCTU NMUTAHUA
NnPU MYKOBUCLIMAO3IE

CHMNXeHue
weno4YHbiX KOMMNOHEHTOB

fIOBBILIEHHOE B NaHKpeaTU4eCKOM
BblaeneHue coke

XKenyao4dHoro
coka / OrpaHuuerve mﬁ [0 40-60 r B cyTKu

YBenuueHue nunasbl B CyTkn

3aKUClieHue Kue4yHoro 3
CcoAepXMMoro Y6enuThbest B BbIMOMHEHUN peKoMeHaaL i
MpoBepuTb CPOK rOAHOCTY Npenapara
[lo6aBuTb aHTUCEKDETODHbIE Npenaparkl
(1NN, 6nokaropbl H2-peuenTopos ructamuxa)
<
[eKoHTaMUHaUMS! TOHKOA U TONCTOM KULLIKUA
<
OrpaHuyenue xupos Ao 20-30 r B CyTku
<

YTouHeHwe (NepecmoTp) avarHosa

oa pen. 5¢ 5. Mocksa. 15, 462 976 5988033332

72
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NMPUYNHbI HEQOCTATOYHOCTU NMUTAHUA
NP MYKOBUCLUWOO3IE

N30bITOK BA3KUX

BeliecTB
B CNM3ncTon obonoyke

TOHKOW KULUKWN

73

NMPUYUHBbI HEOOCTATOYHOCTU NMUTAHUA

NMPU MYKOBUCLIMOO3E
N30bITOK BA3KUX
BelecTB
B CIIM3NCTOMN oborno4ke

TOHKOW KULUKN

74
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HNeBo4yka H., 1 ron 8 mecsiueB

[eBo4yka oT Monoablx, 300POBbIX poauTenem

Ot 1-n  usnonornyeckon (HopManbHON)
BepeMeHHOoCTH

OT 1 cpo4HbIX poLoB
Bec/pocTt npu poxxaeHumn 2900 r / 52 cm
OueHka no wkane Anrap 8/8 6annos

75

B nocneayrowume 16 yacos
nocre poXxaeHus...

CocToAHMEe AeBOYKM yXyaLanoch

[MosiBMNacb BOCKOBMAHAA ONeagHOCTb  KOXM,
yactasd pBOTa Xenyoo4yHbiM COAEPXKUMBLIM C
NpUMecChto Xenuu, B3QyTMe XUBOTA,
KOHTYpUpOBanu nNeTnm K1LWeYHmKa
[MpucoegmMHUnNMCb: NOBbLILLEHME TemnepaTypbl
Tena, BblpaXeHHasi »Xaxda, CYXOCTb KOXM,
cHwkeHue AL, nosbiweHne Y n YCC.
OTxoxaeHusa kana He 6biro.

76
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» CoOCTOSIHME O4YeHb TAXernoe
» [lpoBegeHo  xupyprudeckoe reyeHve  (nanapotomus,
PEBM3MS OpraHoB OpPHOLIHOM MOMOCTU, AeKoMnpeccus

B nocneonepaunoHHOM nepuoge B
TedeHne 1 CyTOK Haxogurnacb Ha
AWVBII
B neyeHunu nony4yana:
* WHTeHcmBHasg Tepanus
* [lonHoe napeHTeparnbHoe
nuTaHue, c noCTeNeHHbIM
nepexogoM Ha  3HTeparibHoe
(rmy6okun rugponusat ¢ CUT)

77

HeoHaTanbHbIN
CKPWUHUHTI

neo IRT (5 cytkn) = 167,4 Hr/mn
IRT (21 cyTkn) = 202,4 Hr/mn

MoToBbIN TecT I|I= 112% mmO|I//II
A Nanoduct =110 mmo
(Aranusatop «Nanodueh)11-110 mmol

Pe3ynkraT MOneKynsapHo-reHeTu4ecKoro
nccnepgosaHusa CFTR-reHa

-

delF508/-

delF508/-

delF5 elF50

8

78
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MNMepBoe ob6paweHune B LleHTp MB (3 mecsiua)

CocTosiHme Tsikenoe.
YacTtoTta gbixaHmsa 28 B MuH. Sp0,=96%. Kalwuenb He YacTbil, C
BSAI3KOM MOKPOTOM, OTAENAEeTCA C TPyAoM. Xpurbl BraXHble C

06eunx CTOpOH.

EcT He OxOTHO, coceT C OCTaHOBKamM,
npepbIBUCTO. Kueot yBenuyeH
B obbeme, mArkmn, 6e3bonesHeHHbIn. B
obnactn nepegoHen OPHOLUIHON CTEHKU —
uneoctoma. Koxa  BOKpyr  CTOMbI
rmnepemupoBaHa (pasgpaxeHue).
MeyeHb nNO Kpat pebepHoOnm [Oyru.
CeneseHka He yBenuyeHa. CTyn Xunakun,
XenTto-3eneHoro upeta, o 12 pas B
CYTKW, >XUPHbIW, 3MOBOHHbLIA, BUAUMbIE
Kannm xupa.

79

O6wmn bunupybuH 14,7 Mmkmonb/n
AT 22ME/n
ACT 18ME/n

. T 30ME/n
Rn - rpyaHolm  KneTku:
MHesMorusaums  nerourior IOHALION NS H®NTaMaREANI
TKkaHM nosbleHa. Menkue S. epidermidis 103
C AByx CTOpoH. KopHum nerkux
Enter 2
CTPYKTYpPHbIE, pacLUMpeHbI, SRR S22 10
HEOAHOPOAHbIE. Cepaue ®dekanbHas anacrasa
0ObIYHbIX pasmepoB U OPMbI. 15 MKr/r/k
Avadparma pacnoroxeHa Konponorus
00BbIYHO.
BblpaxxeHHas cteaTtopes
80
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OueHka nokasaTteneu ousan4yeckoro
Da3BUTUA (Npu NepBUYHOM OOpaLLeHnn

Weight (kg)

0 1 2 3 4 5 6 7 8 9 10 1" 12 13
3 4
Age (completed weeks or months)

WHO Child Growth Standar

dTtan negnaTpunyecKkoro craumMoHapa
(oTAeneHue naTonorum aeTen rpyaHoro BospacTa)

» Koppekuunsi nutaHna (HasoractparbHbIA 30HA)

» KoppeKumst anekTposriMTHbIX HapyLlleHun (CuHgpoma
nceBno-GapT%pa), GenkoBass  koppekuus  (B/B
NHPY31sA anbbymmHa)

* TobpamuuuH + Ab
» [poBegeH  nogbop  OO3bl  3aMECTUTENbHOW

doepMeHTHON Tepanun (pacyeT npoBOAMIN U3
pacyerta 7000 E[] nunasbl Ha Kr).

* pydH-asa

* [maneb

* YOXK

* [lonuBuTammnHbl + omera 3
* KuHesutepanus

* YxoA 3a nneocTtoMomn

82
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OwnarHos

MykoBucungos, cmewaHHas dopma — EB84.8, reHoTtun
F508del/F508del  (mMykoBucUMAO3 C  NaHKpeaTU4eCKow
HepocTaTodHOCTbO), E84.8. XpoHuuyeckmin OBCTPYKTMBHbIV
OpoHxut, oboctpenne. [OH 1 cT. BbiceB Pseudomonas
aeruginosa — uioHb 2016. XpoHu4deckas naHkpeaTudeckas
HeJocTaTodHOCTb, Tsbkenas. CuHapom nceepo-bapttepa B
aHamHe3e (2016). OcnoxHeHunsa: MekoHMEBBIN WnNeyc B
aHamHe3e. benkoBo-aHepreTMyeckas HeAOCTaTOMHOCTb 3 CT.

83

Oco6eHHocTN BcKapmnuBaHua EBreHum K.

£
=
=
a3
=2
]
s

9 10 n
1year
Age (completed months and years)
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OuHamMuka nokasarenen ¢pusanyeckoro
pa3Butua EBreHunum K.

)
<
e
=
2
7]
=

2 years
Age (completed months and years)
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Koppekuus naHKpeaTU4eckom
He4OoCTaTO4YHOCTH

d3omenpason  J3omenpason

11250 11 250

11 000

9 800 EL/xr EL/xr
7000 EL/Kr EL/kr
EO/xr

3 mec 6 mec 12 mec 15 mec 18 mec

86
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3aknr4yeHue

[laHHBIN KNWHUYECKUIA criydan 4eMOHCTpupyeT

1. HeoueHumyto ponb aKTMBHOro ANCnaHcepHoro
HabntogeHns

2. Wcnonb3oBaHne nevyebHbIX NPoOAYyKTOB MUTaHMA B
HOopManuaauum HyTPUTMBHOIO cTaTyca

3. OdpbektmBHOCTL WM  LenecoobpasHOCTb BHeOpEeHUs

COBPEMEHHbIX KOMMbIOTEPHbIX NPOrpaMm A4S KOppeKLmnn
bepMeHTHON Tepanuu 1 HYyTPUTUBHOTO CTaTyca BLENOM

UTOI': naumeHT C MCXOOHO TSXENbIMA  NpU3HaKamu
HYTPUTMBHOW  HEOOCTaTOMHOCTM  OOCTUr  MnokasaTenewn
BO3PaCTHOW HOPMbI

87

BbiBOAbI

CuHApoM Manbabcopbunm conpoBoXKAaeT MHorme
3aboneBaHMAa y JeTeld  paHHero BO3pacTa,
3HAYUTENbHO HapyLlasa CoCToAHMe pebeHkKa.

CBoeBpeMeHHas  AMArHoCTUKa N nedyeHue
onpeaensalT MPOrHO3 ANa 340POBbA U KU3HU
pebeHKa.

CXOXecTb  CMMNTOMATUKK  TpebyeT rnyboKoro
3HaHMA npobnembl ANA TOYHOro onpeaeneHus
ANarHo3a v pa3paboTKM TepaneBTUYECKOro NiaHa.
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Cnucok nutepartypbl

LWab6anos H.M. Aetckue 6onesHn: YuebHUK. — 6-e nsgaHue.:
B21.—T 1.—CN6.: Nutep. 2012.

HaumoHanbHaa nporpamma onTMmMM3aummn BCKapMANBaHUA
OEeTel NepBoro roga *usHu B Poccuiickon ®egepayum.: M.,
2009r.—63 c.

MNeanatpua: HaumoHanbHoe pykosoactso: B2 1. —T.1. — M.:
MOTAP-Meauma, 2009. —1024 c.

LUenvakua y geten — KIMHUYECKMe pekomeHgauumn M3 PO
http://www.pediatr-
russia.ru/sites/default/files/file/kr_celik.pdf

Anneprva K MmenKkam KOPoOBbErO MO/IOKA Y AETEN —

KAMHUYecKne pekomeHaaumm M3 P http://www.pediatr-
russia.ru/sites/default/files/file/kr abkm.pdf
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Cnacubo 3a BHUMaHue!
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3apaHue!

1. Hanuwwute nnaH obcnepoBaHua pebeHka npwm
NOA03PEHUN HA LENNAKUIO

OTBETbI BbICNATb MO BHYTPEHHEMY
CalTy YHMBepcUTETA

YukyHoBy Bnagmmunp Buktoposuuy
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