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MykoBicumnos (MB) € ayTOCOMHO-PeUEeCHBHIM 3aXBOPIOBAHHSAM, LLO CKOPOYYE TPMBANICTb XUTTA. [pu LibOMY 3axXBOPIOBaHHI BifOYBaETHCS
reHepanisoBaHe ypaxeHHs eK30KPUHHMX 3a/103 i3 PO3BUTKOM NEPEBaXHO HEAOCTATHOCTI MiALLITYHKOBOI 321031, OOCTPYKLLT AVXanbHUX LLNAXIB
i3 NPOrpecyBaHHAM ypaxeHHs NereHb. YHacnigok HeooCTaTtHOCTi NiALIyHKOBOI 303K B NALIEHTIB HAABHI ManibabCopOLIA Ta ManbHYTPULLA.
TicHWA aTPNOYTVUBHNIA 3B'A30K MB 3 HYTPUTUBHIM CTAHOM i HECIPUSTANBUMU KJIHIYHMMM HacaiakaMmy 06yMOBIOE HEOOXIAHICTL PETENbHOr0
OLIHIOBAHHA HYTPUTUBHOIO CTaHY, IHAMBIAYaIbHOrO BEAEHHS Ta MOHITOPUHIY BCIX Aiter 3 MB. JOCArHEHHS ONTVMalibHOro Gi3VYHOr0 PO3BUTKY
Ta aNeKBaTHoro xapyyBaHHs nauieHTiB 3 MB Ha Tenep € MOX/IMBMM 3aBOSKM PaHHI OjarHOCTUU Ta arPECUBHIN HYTPUTVBHIN MeOV4Hi Tepanii.
MeanyHi AieTUYHI BTpYyYaHHs cnpsiMoBaHi Ha 3abe3neyeHHst HopMaibHOro POCTY Ta MPEBEHLLiI0 ManbHYTPWLL, LLO NOAINLLNTE NPOrHO3 Ta SKICTb
XUTTS nefjatpudHnx nawieHTis 3 MB.

BUCBITNEHO NPUHYMHK PO3BUTKY ManbHyTpuLi npy MB, cneum®idHi CKPWMHIHIOBI IHCTRYMEHTW ANS MOHITOPUHIY 3POCTaHHA XBOPWX OiTEN, KpU-
Tepii cTpatudikauji AiTen Ha rpynu HYTPUTUBHOIO PYBKKY. HaBeaeHO NopsaoK 0OUYMCNIEHHST EHEPreTUYHINX NOTPEO 3 ypaxyBaHHAM akTUBHOCTI,
CTYNEHS TSKKOCTI 3aXBOPIOBAHHA Ta NaHKpeaTu4HOI HeJOCTaTHOCTI. 3BEPHYTO yBary Ha CniBBiAHOWEHHA MakpOHYTPIEHTIB Ta HEOOXIAHICTb
BXMBaHHA EHEePreTYHO WiNbHOI Ta 6aratoi Ha HyTRIEHTW iXi.

O6roBopeHoO NpUsHAYEHHs MeauYHOI HyTPUTMBHOI Tepanii 3 BBEASHHSIM crneujaibH1X MPOAYKTIB AN MeanYHUX Uineit (KNiHIYHOMo xapyyBaH-
HS) 0Ns 3a6e3nedeHHs NiaBMLLeHVX NoTped B eHeprii Ta YHUKHEHHS BXMBAHHS €HEPreTMYHO WiNbHVX, ane BioHWX Ha HYTPIEHT NPOAYKTIB.
JouinbHnmM € 3anydeHHs A0 MyNsTUANCUMMAIHAPHOI KOMaHaM NCKX0Nora, Ak1ii Ha PErynsipHii OCHOBI MOXE KOPUIyBaTH xapyoBy NOBEAIHKY Ta
CNPUATI AOTPUMAHHIO Xap4OBKX PeKOMeRJaLlii 419 AOCATHEHHS ONTUMAaIIbHOIO (I3NYHOrO PO3BUTKY NaLiEHTIB.

JlocnioxeHHs BUKOHaHO BIANOBIAHO A0 NpMHUMNIB MenbCiHCLKOI Aeknapaldii. Ha nposeaeHHa A0CNiAKEHb OTPUMAHO IHHOPMOBaHY 3rofy 6arh-
KiB ONTUHN.

ABTOPW 3a8BNSHOTb NP0 BIACYTHICTb KOHMNIKTY iHTEPECIB.

KniouoBi cnoBa: MykoBICLA03, OiTW, MaNbHYTPULIA, MEANYHA HYTPUTVBHA Tepanis.
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Cystic fibrosis (CF) isan autosomal recessive, life-shortening disease in which generalized exocrine gland involvement occurs with predominantly
pancreatic insufficiency, airway obstruction, and progressive lung involvement. Due to pancreatic insufficiency, malabsorption and malnutrition
are observed in patients. The close attributive association of CF with nutritional status and adverse clinical outcomes determines a thorough
assessment of the nutritional status, individual management and monitoring of all children with CF. Attainment of optimal physical development
and adequate nutrition in patients with CF is currently possible through early diagnosis and aggressive nutritional medical therapy. Medical
dietary interventions are aimed at ensuring normal growth and preventing of malnutrition, thus will upgrade the prognosis and quality of life
of pediatric patients with CF.

The reasons for the development of malnutrition in CF, specific screening tools for monitoring the growth of ill children, criteria for stratifying
children into nutritional risk groups are reviewed in the lection. The procedure for calculating energy needs, taking into account activity, the
severity of the disease and pancreatic insufficiency is presented. Attention is drawn to the ratio of macronutrients and the need to consume
energy-dense and nutrient-rich foods.

The prescription of medical nutritional therapy with the inclusion of special foods for medical purposes (clinical nutrition) to meet increased
energy requirements and avoid the consumption of energy-dense but nutrient-poor foods also is discussed. It is meaningful to involve
into a multidisciplinary team of a psychologist who can on a regular basis correct eating behavior and promote compliance with nutritional
recommendations in order to achieve optimal physical development of patients.

The research was carried out in accordance with the principles of the Helsinki Declaration. The informed consent of the patient was obtained
for conducting the studies.
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MB) € reHeTuuyHO OOIPYHTOBAHUM
ayTOCOMHO-PEIIECUBHUM  3aXBOPIO-
BaHHAM, 1[0 ACOLIIOETHCA 3 IPOrPeCcyounM ypa-
JKEHHSIM JIeTeHb, MYJbTUCUCTEMHUMHU TTIOPYIIIEH-
HSIMW, BIJIMBAE HA HYTPUTUBHUU CTAaH XBOPUX

38

MaJbHyTpHILiio [4,5,10,15,31].

OcnoBaumu daxktopamu, sKi NPU3SBOAATD
710 PO3BUTKY HYTPUTUBHOTO NMediluTy, € HEJ0-
CTATHE HAJAXO/P)KEHHS HYTPIEHTIB, 110 MOB'SI3aHO
3 MiABUIIEHUMU BUTPATaM¥ €Heprii Ta mnorpe-
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6aMM, HeaJeKBAaTHUM HaIXOMKEHHIM Kajopiii
Ta OCHOBHUX MaKpPOHYTPIEHTIB, MaababCcop6-
I[i€10, MaJIbJUTeCTIEI0, 3aroCTPEHHSIM 3aXBO-
poBaHHS i/a60 TepcucTyiouoo  iHGEKIlEI,
reHeTUyHUMHU  ocobiuBoctamu  [7,14,19,28].
JloBeieno, mo O6iJIKOBO-eHEpPreTuyHa HeI0CTaT-
HiCTb 0e3MocepesIHbO BILJIMBAE HA JIETEHEBY
(byHKI1it0 1 TPUBAJICTD JKUTTS MAIIEHTIB, & TOPY-
IEHHST XapuyBaHHsI B [UTUHCTBI 3HAYHO 30171h-
IIy€ HYTPUTHUBHI PU3UKHU B JOPOCJIOMY SKUTTI,
MPU3BOIUTD /10 HAPOCTAHHS PECHipaTOPHUX TTPO-
6JieM Ta acOIliI0ETHCS 3 BUCOKOI Y4acTOTOIO IMO-
Tpebu B TpaHCILIaHTaIlii terens [3,6,10,14,24].

[TokasHWKM TMOMIUPEHOCTiI HYTPUTUBHOTO
nedinuTy cepexa aiTelr ta mijiTKiB 3 MB pis-
HATHCA 3aJIe5KHO BiJl MPUUHATUX Yy KPaiHi KpU-
TepiiB Bu3HaueHHs MaabHyTpuilii [20,22]. Axmuro
NpuiiMaloThb 3a KPUTePil iHJeKC Macu Tija
(IMT) <10 nepriertuio (%o), To B bpasuuii ce-
pen HaceneHHs BikoM 25,6%7,3 poky MaJjibHy-
TpUIlis, acoiiiioBana 3 MB, cranoButh 24,7%,
y rpymi 10,8%3,3 poky — 29%; y Typeuunni
B rpymi 0—17 pokiB — 74%; y I'pemnii 19,8+8,98 po-
Ky — 49,5%; y CIIIA 9,4%5,2 poky — 12%. Ilpu
noporosomy 3uauenni IMT <15%o momupenictb
MaJsibHyTpunii B Itanii y rpymi 13 (5—-30) pokis
cranoBuTh 20,9%; y Himeuuuni, 3a ganumu
JIBOX JIOCJTi/IKeHb, y aiTeil Bikom 0—17 pokiB —
28,6-30,4%; y CIIA y rpyni mnamienris
2—17 poxkiB — 10-30%.

[TopymienHs HYTPUTUBHOTO CTAaHY Y XBOPHUX
Ha MB € mynaprudakTopiaJbHUM i IPYHTYETHCS
Ha TAaKWX OCHOBHUX MeXaHi3max [27,28,31]:

— IiBUIIIEHHS eHepreTUYHUX BUTPAT uepe3
XPOHIYHY iH(pEKI0 i 3amaJeHHs JiereHb;
nigBUIIeHHS poOOTH AMXAaHHS Ta BiIXapKy-
BAaHHS; 3aTOCTPEHHS YPaskeHHS JIeTeHb TOTIO;

— 3MeHIIIeHHsI CHHTE3Y OiJIKiB;

— MaJbaurecTiss Ta MajababcopOiis HyTpi-
€HTIB;

— MaHKpeaTuuyHa HEeJOCTATHICTh 13 MOKJIU-
BUM yPakKeHHSIM MEYiHKHU, JUCTATbHOI 00-
CTPYKITI€I0 KUTMEYHNKA, CHHPOMOM KOPOT-
KOTO KUTIIEYHUKA, 3aTIaJIeHHSIM KUTIEeYHNKA,
raJibMyBaHHAM IIBU/KOCTI CIIOPOKHEHHS
NJIYHKA, CHHIPOMOM HaJMipHOro Oak-
TepiaJIbHOTO POCTY;

— MiIBUIIIEHHST BUTPAT eHeprii s 3abesiie-
YeHHS I0AaTKOBOI poOOTH B pasi MOCUICHH ST
pecripaTtopHUX 3yCHUJIb, KAILTIO, OJIIOBaHHSI,
a Takok MeTabosriuna nepeby10Ba, 30KpeMa,
acomiiiopannii 3 MB giaber ta iHTOJMIEpAHT-
HICTb /10 TJIIOKO3H;

ISSN 2663-7553 Cyuacna nexiatpis. Ykpaina 3(123)/2022

— HeaJleKBaTHe  HAJXO/KCHHS HYTPIEHTIB
3aB/ISIKM KOMILJIEKCY (DakTopiB: aHOpeEKcis,
CYTIPecist alleTUTY, IICUXO0COIliaJbHi TpobJie-
MU, XapyoBi IMOBE/JIHKOBI MOpYIIEeHHH, He-
JOCTaTHS B3a€Mojis 3 6aTbkaMu abo 6aTh-
KiBCbKUT KOHTPOJIb.

Menuyna HYTpUTHBHA Tepanig (MeauyHa
nietnuyna teparis, MHT) — 3acHoBanuii Ha /10-
Kasax iH/IMBi/1yai30BaHUN POIleC XapuyBaHHS,
€ 1HTerpaJbHOIO0 CKJIaJI0BOI0 KOMIIJIEKCHOTO Be-
JleHHs naiienTis 3 MB nops i3 TakmMu KJ104o-
BUMU: MeJINKaMeHTO3HOIO0 Tepalii€io, ¢izioTepa-
€0 TPY/IHOI KJIITKHU, JIETEHEBOIO peabiriTaliero,
XIipyprivHUMHU Ta IHIMUMU iHBAa3UBHUMHU TIPOIIE-
nypamu [5,6,25].

HyTtpurtusna tepanist npu MB mae Ha mMeTi He
TiJIbKKM 3a6e31MeUYnTH aJeKBaTHE HAaXOKEHHS
HYTPIEHTIB 1715 MIATPUMKH ONTUMAJBHOTO POCTY
Bi/IIOBIIHO /10 BiKY NAIi€HTIB, 3MiI{THEHHST IMYH-
HOI CHCTEMU, TOTIePEe/PKEHHST MOXKJIMBUX TOCTPUX
VCKJa/IHEHb, JIOBTOTpUBAINX Hacaikie MDB
Ta acolmifioBaHux KomopOixuux craHiB [11].
Hesin'emHo10 1i CKJ1a10BOIO € KOHCYJIBTYBAHHS PO-
JUMH 115t 3a0€3IeYeHHsT ONTHMAJIbHOTO XapyuyBaH-
H, a TAKOK (pOpMyBaHHS, HABUAHHS Ta i ATPUM-
Ka BiJIMOBITHOI XapUYOBOI IOBEIIHKH. 3araJbHUM i1
pPe3yJabTATOM y KOTOPTI TeiaTPUYHUX Malli€HTIB
i3 MB mae OyTu miJIBUIIIEHHS SIKOCTI JKUTTSI, CTa-
6isizalliss HyTPUTUBHOTO CTATyCy, COMAaTUYHOIO,
TICUXOJIOTIYHOTO Ta eMOITIHHOTO 3/I0POB’S.

Ha HeoOXisHicTh TIPOBEJEHHS  MOHITO-
puHry crany mnauientis i3 MB 1 BpaxyBan-
HsT OCOOJIMBOCTEN XapuyBaHHSI 3BEPTA€ yBary
YHidikoBaHUN KJIIHIYHUNI MTPOTOKOJ TIEPBUH-
HOI, BTOpUHHOI (cTelia i3oBaHoi) Ta TPETUHHOI
(BUCOKOCTIEIia/i30BaH0l) MeIWYHOI  I0TIOMO-
ru «Myxosiciinnos» [18]. Onnak Bin nmotpebye
OHOBJIEHHS BIJIIIOBIJ{HO /10 HOBUX IIOIJIAZIB Ha
XapuyBaHHS Ta PO3BUTOK TapreTHOro JIiKyBaH-
Hg MB, kpiM TOTO, JOIIJIBHUM € BIPOBAJKEH-
HS B HAI[iOHAJBHY MPAKTUKY CHEIUMDIIHUX 1T
XBOPOOU KPUTEPITB OIHKM (hi3MUHOTO PO3BUTKY,
[IKaJl HYTPUTUBHUX PU3UKIB i MeTOMIB 06umC-
JIEHHSI PO3PaXyHKY €HEepPreTHYHUX MmoTped, saKi
6a3yloTbCsl Ha iHAWBIyaJbHOMY TiXO0/i 3 ypa-
XyBaHHAM CTYIEHS TSKKOCTI 3aXBOPIOBAaHHS,
AKTHUBHOCTI ITalli€EHTa Ta IHIINX CTaHiB, 1[0 BILJINU-
BaTUMYTb Ha BUTPATU €HePTii.

Oco6MBO BasKJIMBOIO € paHHS imeHTHudiKa-
I[ist MaJbHYTPHUILi], TTOB'SI3aHOT 3 XBOPOOOIO; a 11e
CHpUSATHME aKTUBHUM Xap4yOBUM BTPYYaHHSIM i
Bi/ITIOBIJIHO MOKPANIUTH HACTIJKU Ta AKICTD )KUT-
Td. OnHAK TOpPYIIEHHsT XapuyBaHHS XBOPUX Ha
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MB xireit, 0cob61uBO Ha eTalri pusukis abo momip-
HUX (HopM MaJIbHYTPUILii, 4aCTO JIUTIAETHCS HE
J1iarHOCTOBAHUM. Y 3BI3KY 3 IIUM IIIMPOKO PO3-
[IS1AI0Th Ta AOCHI/PKYETh TUTAHHS MO0 BIPO-
BaJKEHHS cHerudiyHuX s XBopoOu iHCTPY-
MEHTIB BUSBJICHHSI MaJbHYTPUILii, 3aCHOBAHUX
Ha TMaTO(}i3i0MOTIYHNX XapaKTePUCTUKAX TaTO-
JIorii Ta BHECKY 3aXBOPIOBAaHHS B PO3BUTOK HY-
TPUTUBHUX PO3JIajliB, 0COOJMBO JIJis MAIi€HTiB
JUTSAYOTO BiKY, PaHHIM CKPUHIHTOM HYTPUTHUB-
HOTO cTany Ta npudHadennsam MHT [21,27,34].

BinmosigHo 10 pekoMenpaiiit €BporeiicbKoro
CyCHIIbCTBA 3 TAPEHTEPAJbHOTO Ta €HTepaJib-
Horo xapuyBanHga (ESPEN), €spomneiicbkoro
CYCIIJIBCTBA JUTAYOI TAaCTPOEHTEPOJIOTil, Tremna-
toJiorii Ta xapuyBanug (ESPGHAN), €sponeii-
cpkoro cycniiaberBa 3 MykoBicunzosy (ECFS),
KJIHIYHUX pekoMmeHalin HaiionanbHol cucte-
M# 0XopoHU 3710poB’a Benukoi bpurtanii (NHS),
OHOBJIEHUX PpeKOMeH/alliil i3 xapuyBanHs AB-
crpaJii ta HoBoi 3emangii, gitu 3 MB nosBunmi
MPOXOJAUTHU PEryJspHUIN CKPUHIHT IIOJ0 HasiB-
HOTO HYTPUTHUBHOTO jedinuty (acormifioBano-
ro 3 XBOPOOOIO MaJbHYTPUILil), TIOBHY OI[iHKY
(hismuHOrO PO3BUTKY Ta OTPUMYBATH XapuyBaH-
Hs 31 3HAYHO BUIIUM BMICTOM €HEPTii, 0 MOXKe
6yTu 3abesnedero Goprudikalico xapuyBaHHs
JIOaTKOBUMHU JKMPaMu i/ab0 caljieMeHTalieio
CIeriaJbHUMU TPOJIYKTAMU 3 BUCOKUM BMiCTOM
6isika Ta eneprii [5,9,31,32].

[Tpotiec HYTPUTUBHOTO MOTIAMY CKJIATAETH-
c4 3 4 TOCJIIZIOBHUX KPOKiB: HYyTPUTUBHA OITIHKA,
HYTPUTUBHUN /11aTHO3, HYTPUTHUBHI BTPyYaHHS
Ta HYTPUTUBHUI MOHITOPUHT / OIliHKA, IO 3a-
Gesreuye CTaHAapTU3AIII0 HAAaHHS JIOTIOMOTH
namientam 3 M B.

[l CKPUHIHTOBOrO OLIIHIOBAHHS PU3UKY
MaJbHYTpuUIlii ipu MB icHytoTh criertudiuni s
3aXBOPIOBAHHS IHCTPYMEHTH, 110 HaJeXaTb K
JI0 3araJIbHOTO PU3UKY TOPYIIEHHS HY TPUTUBHO-
ro CTaHy, Tak i OIiHIOIOTH crenudiuHi acmekTu,
acoritoBani 3 nepe6irom MB [17,21,29].

Yuepmiey 2002 p. EBpornelichbka hyHaaIIisI3 MY -
KOBICITH/IO3Y Y CBOEMY KOHCEHCYCI BiJIOKpeMuIa
4 xkpuTepil /s acoiniioBanoro 3 MB HyTpuTus-
HOTO 1eilUTY, AKi CHPUSAIN HaJlaHHIO PEKOMEH-
Jatiit Mmoo paHHboi e(PeKTUBHOT HYTPUTUBHOI
iHTepBEHIIiT st Bi IHOBJIEHHS 00 YTIOBiIbHEHHS
3HIJKEHHS JiereHeBoi (DYHKINI B IiHl momyJsii
namienTis. Y 2008 p. C.M. McDonald [17] 3a-
MPOIOHYBAB MEPIINI CKPUHIHTOBUY iHCTPYMEHT
g nanienTis 3 MB i3 Bukopuctanuam IMT Ta
JOBTOTPUBAJIOTO CIOCTEPEeKeHHS 3a (Pi3UYHUM
possutkom. locaimxernts M.I. Souza dos Santos
Simon ta cmiBaBTOPIB, TpoBeneHe y 2016 p., mpu-
cBsYeHe Basignsaiiii kosxkHoro 3 10 cnenugivanx
KpHUTEPiiB BUIE3Ta[aH0i CKPUHIHTOBOI IIKaJIH,
HiATBEPANIO ii BHCOKY 4yTauBicTb (85%) Ta
crieriuiunicTs (95%) (Taba. 1) [29].

CymapHe 3HaueHHS OKPECJEHWX KPHUTEPiiB
Jla€ 3MOTY TPOBECTHU cTpaTHdiKaIlio MamieHTiB
Ha TPYINH 3 HU3BKUM, CEPE/IHIM i BUCOKUM PHU3U-
KOM HYTPUTHUBHOTO JeillUTy, OPIEHTYBATUCS B
YacTOTi CIOCTepeKeHHs, MPOBelleHHI 0/aTKO-
BUX 00CTEKEeHb, BUBHAYNTH IHAUBIAYyaJbHI PEKO-
MeHgalii ta cTyinb arpecusnocti MHT (tabir. 2)
[17,29]. ¥ nemonasuiii poboti D. Poulimeneas Ta
CITIBaBTOPU 32y BaKUJIU, 1O ceU(iuH 1714 XBO-
pobu kpurepii, sanpononosani C.M. McDonald,
BPaxoBYIOTh  marodisiosoriuni  0cobJIMBOCTI
MB 3 akmeHTyBaHHSAM Ha BCiX (akTopax, ki
poOJIATh BHECOK Yy PO3BUTOK MaJbHYTPHILII,

Tabruys 1

CneuundivyHunii CKPUHIHIFOBUIA IHCTPYMEHT A9 OLHIOBAHHS HYTPUTUBHUX PU3UKIB Y AiTei 3 MyKOBiCLUA030M
(aganToBaHo 3a C.M. McDonald, 2008; M.l. Souza dos Santos Simon et al., 2016)

dakTopu pU3NKY ManbHYTPULLT Ban

IMT abo maca Tina Ha 3pict (WH) <50%0 a60 <10%0 1a6o 2
MaHkpeatTnyHa HepgocTtaTtHiCTb (PERT abo HegocTaTHii MEHEIXMEHT) 1a6o 2
Komnnekc Pseudomonas Ta Burkholderia cepacia abo KOnoHisaLis METULMNIHDE3NCTEHTHIM Staphylococcus aureus 1
BxvBaHHa ixi meHLe 100% pekomMeHaoBaHmx 1
30iNblUEHHA MacK Tina MeHLLIe MiHIManbHOro, BiACYTHICTb 30inblIEHHs ab0 BTpata Macu Tina 1abo 2
JTiHIHWIA DICT MEHLIE MiHIManbHOro abo BiACYTHIN 1
HangHe eHTepanbHe xapyyBaHHA 2
[Hiaber, acoujiioBaHuin 3 MB (nopyLLeHHsa ToNepaHTHOCTI A0 M0KO3N) 1
0O6’em popcosaHoro Buamxy 3a 1 ¢ <80%* 1
AnbOymiH <35 r/n 1
CymapHe 3Ha4eHHd 14

lMpumitka: * — s nauienTie Bikom Bif, 6 pokiB.
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1 1al0Th 3MOT'y TOYHO COpPTyBaTH nauientis 3 MB
ycixX BiKOoBUX KaTeropii [21].

OKpiM CKPUHIHTOBOTO OIIIHIOBAHHS PHU3U-
Ky MaJbHYTPUIl NPU MYKOBIIMI03i, PEKO-
MEH/IYIOTb BUKOPUCTOBYBATH TIEBHI TOKA3HUKU
(hismuHOrO PO3BUTKY, SAKi MAIOTH 3MOTY TaKOX
BU3HAYNTHU XapaKTep HYTPUTUBHUX TOPYIIEHD
Ta OKPECJAUTU TPyNU MAIIEHTIB A7 MeJaud-
HOI HYTPUTHUBHOI Teparii Pi3HOI iHTEHCUBHOCTI
(tabu. 3) [32,34].

OriHIOBaHHS €HEePreTUYHUX MOTPed € KJIo-
YOBUM KOMIIOHEHTOM HYTPUTHUBHOI OIIHKU TIpU
MB. Ictopuyno, pekoMmMeHAAIlil TIOA0 HAIXO-
jokennst eneprii npu MB 6a3yiorbest Ha BiICOTKY
Bi/l TOTpe6 /1151 3[0POBOI MOMYJISAIIII 3 ypaxXyBaH-
HSAM BiKY Ta cTaTi. [cHye neBHe IepeKpPuTTS B pe-

KOMEH/Iallisix /1719 XBopux Ha M B BijiHOCHO eHep-
TeTUYHUX TTOTPeb i PO3IMO/IiJy MaKpPOeJeMeHTiB
MTOPIBHSTHO 3 PEKOMEHAIlisSIMU TOJI0 3araJibHOI
nonyssaiii. Tak, €Bpornelicbki Ta AMepUKaHCh-
Ki pekoMmeHzallii 100 eHepreTUYHUX IMoTped
BKa3yl0Th Ha HeOOXiHICTh JOTPUMaHHS HaIXO-
mkenns B Meskax Big 110% 10 200% pekomentoBa-
HUX /I HacejeHHs Oe3 M B, a posnozisenHs ma-
KPOHYPIEHTIB PEKOMEHAYIOTH Take: 35—40% xu-
piB, 40-45% Byraesoxis i 20% 6inkis [9,23,31].
ABcrpauiiiceki / HoBosenmanicbki pekomengaiii
3aCHOBaHi Ha MOAIOHUX PIBHSX MO0 €HEPreTHY-
Hux morpeb — 110-200% Bixg pekoMeHJOBaHMX
y 3araJybHii nonynsdiii. OfHaK B)KUBAHHS JKUPIB
PEKOMEHIYIOTH TOAIOHUM /10 3arabHOT HOMYJIs-
1ii: 20-30% Bix ToTaTbHUX HTO06OBUX €HEPTeTUY-

Tabnuus 2

Mpynu pu3uKy BiANOBIAHO A0 CKPUHIHIY MaNbHYTPULLT Yy XBOPUX HA MYKOBIiCLMA,03 Ta AudepeHLiioBaHi BTPy4YaHHS
(aganToBaHo 3a C.M. McDonald, 2008; M.l. Souza dos Santos Simon et al., 2016; D. Poulimeneas et al., 2020)

Pusuk manbHyTpuLii Ta notpeba y BTpy4aHHi

1 micaup

u KOHCYNBTYBaHHA Ncuxonora

Ban CtyniHb
pnanky BTpyuyaHHs Ta cnocTepexeHHs
m [OCNiTANi3oBaHi NaLiEHTV: PO3POONEHHS IHOMBIAYaTbHOrO XapyyBaHHs Ta CNOCTEPEXEHHS
1.3 HU3LKUT >3 pasiB Ha TUXAEHb
u AMOYNATOPHI NaLieHTH: iIHOMBIOyanbHI PEKOMEHAALL 3 Xap4yBaHHA Ta CNOCTEPEXEHHA Hepes
2 MiCALL
m [OCniTaNi3oBaHi NauieHTV: pO3p0O6AEHHS IHAMBIAYaNbHOrO XapyyBaHHS Ta CrOCTEPEXEHHS
4 pasn Ha TXOEeHb
4-7 MomipHI u AMOYNATOPHI NauieHTu: iHaMBIAyanbHi pekoMeHaaLlii 3 xap4yBaHHsA Ta CNOCTEPEXEHH:A Yepes

u OUJHIOBaHHS TPWAEHHOMO Xap4dyBaHHA

>8 Bucoknin Hepes 15 AHis

= [OCNITANI30BaHI NAUJEHTV: IHOMBIAYAIbHE Xap4yBaHHS Ta CNOCTEPEXEHHA LLIOAEHHO
u AMOYNATOPHI NaLieHTV: iIHaVBIAyanbHi pekoMeHaaLlii 3 xapyyBaHHsA Ta CNOCTEPEXEHHS

m OUJHIOBaHHA TPNMOEHHOIO Xap4yBaHHA
u KOHCYNBTYBaHHSA NCKX0S0ra, KOPpUryBaHHS xap40BOi MOBEAIHKN
m OujHioBaHHs cknany Tina (MUAC, TSFT, DEXA)*

IMpumitka: MUAC — oKpyXHiCTb cepeauHu nneya; TSFT — ToBLMHA LWKIPHOT cknaaku Hag Tpuuencom; DEXA — noagiliHa peHTreHiBCbka J,eHCUTOMETPIS.

Tabnuys 3

Po3snogpain gitei, xBopux Ha MyKOBICLIMA,03, 3a XapakTepoM HYTPUTUBHOIO cTaHy (aganrosaHo 3a Nutrition
Guideline Authorship Group Nutrition Guidelines for Cystic Fibrosis in Australia and New Zealand, 2017, 2020)

HyTpuTtuUBHUIA CTaH Aitn po 2 pokis

Aitn Big 2 po 18 pokie

— Maca Tina Ha 3pict >50%o0

noHaz, 1%o NPOTArOM 2 MiC.
— BigcyTHe 30inblIEHHs Macu Tina

OnTuManbHUM — [TokasHVKI MacK Tina ta 3pocTy IMT 50-91%0 3a wkanot BOO3
y Mexax 2%o KOpnaopie OAMH Bid, OAHOMO
. . — IMT 25-50%0
— Maca Tina Ha 3picT 25-50%0 : -
MNpunyctnmumia — [NokasH1kn macK Tina Ta 3pocCTy B gfﬁgeﬂﬁgém in?ﬂc%;ma Ta3pocTy
0 . :
y MEXax 2%o KOPUAOPIB OWH BIL OAHOTO — BIiICYTHA HeAaBHA BTpara Macu Tina
— Maca Tina Ha 3pict 10-25%0, IMT MeHLwe
50%o i/ab0 —IMT 10-25%0
CybonTmMansH1in — SHWXEHHsA MacK Tina abo 3pocCTy — BTpata Macu Tina abo nnato

noHan 2—4 micsi

— [lepcucTeHuig Macu Tina Ha 3picT
Ta IMT <10%o0 abo

— BHKEHHSA MacK Tina noHap, 2%o
i3 3aTPUMKOIO NIHIMHOIO POCTY

XPOHIYHUI HYTPUTUB-
HY oediumT

— IMT <10%o0

— nagiHHA macw Tina noHan, 2%o
i3 3aTPUMKOIO 3POCTY

— HeedeKT1BHI nonepeaHi HyTPUTUBHI
IHTEPBEHLi
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HuX noTpeb, 36imbuyioun 10 35-40% uist nepia-
TPUYHUX MalieHTiB abo [asg ocib, sgKi MaloTh
notpeby B HyTPUTHBHII rimepasimMenTarii [32].

Boanouac o6uncieHHsT eHePreTHIHUX TIOTPED
Mozke OyTu 6isbin iepcoHiikoBaHuM Ta 6asyBa-
THCS Ha iHANBIAYaJIbHUX 0COOJMBOCTSX TIepebi-
ry MB. Hanmpuknan, Hamionasibhaa pajia 3 muTanb
OXOPOHU 3/I0POB’S Ta MEAUIHUX JIOCTi/IKEHDb AB-
crpasii Ta Hosoi 3enannii (The National Health
and Medical Research Council, NHMRC) =e pe-
KOMeH 1y€ (DiKCOBAaHUX 3HAUY€Hb T06OBUX TTOTPEH
710 BIKy Ta €TaTi /1711 BAKOPUCTAHHS Ha PAKTUIL1
[32]. Ang nnanyBaHHS iHAWBIYAJbHOTO PEXU-
MYy XapuyBaHHS BUKOPHUCTOBYIOTH ITPOTHOCTHUY-
Hi piBHsSHHS, 10 6a3yI0ThCSA Ha 3HAYECHHI Macu
tisa (piBasgHHg WHO) abo maci Tima ta 3pocri
Schofield (WH).

BizicyTHi 10Kka30Bi peKOMeH/IaIlii 10/10 4acTo-
TH Tepersiay norped y namientis 3 MB. Cury-
allii, Ipy AKUX NOTPIOHUI YacTUil TIepepaxyHoOK
notpeb, MOKYTh OYTH TaKUMW: MEPIOAU TIBU/I-
KO0 3pOCTaHHs AiTeil paHHBOTO BiKY, 0COOINBO
MpU 3aTPUMIlI 3POCTY; M Yac nepeOyBaHHS B
JIiKapHi eHepreTUYHi MOTpeON MOKYTh KOJMWBa-
THUCS 3aJIe’KHO BiJl CTYIEHS TSKKOCTI CTaHy, ak-
TUBHOCTI; MPU MPOBEJCHHI €HTepaJbHOTO Xap-
YyBaHHS 3 METOI0 TOJIINIIeHHS HYTPUTUBHOTO
CTaHy; IpU 3MiHI CTYTIeHs aKTUBHOCTI Ta iHTEH-
cuBHOCTI (hiduunux HaBantaxeusb [1,2,15].

O6unciieHHsT eHepreTHYHUX TMOTped y XBO-
pux Ha MB ckiamaeTbes 3 3 OCHOBHUX KPOKiB,
SK1 BPaxXOBYIOTh crieniudiuHi /s 3aXBOPIOBAHH S
daxropu [1,2,32,34]:

1-il KPOK — BU3HAYeHHS MOTpPed Ha3aIbHOTO
obminy: smilicHioeThest 3a piBusinasim Schofield
(WH) (tabu. 4) (6baxxano) abo BOO3 [26].

2-11 KpOK — BpaxyBaHHS Koe(illieHTa aKTUB-
HoCTi (TabJ1. 5) 1 TSUKKOCTI XBOPOOU 3a MOKa3HU-
KoM 00'emy (opcoBaHOro BUAMXY 3a 1 CeKkyH-
ny FEV1:>90%=1,0; 70-90%=1,2; 60-70%=1,3;
50-60%=1,4; 40—-50%=1,5; 33%=1,75; 25%=2,0.

3-1 KpOK — BpaxXyBaHHSI CTYIEHS TSIKKOCTI
crearopei. Jlng mitedt 3 poctaTrHbOO (PYHKITIED
HiIIYHKOBOI 3a/1031 abo 3a 1i HeJOCTAaTHOCTI 3
KoedinienTom abcopbiii xkupis >93% Big orpu-
MaHOI KiZbKOCTi 3a 00y KoedilieHT cTearopei
cranoButhb 1,0. Axmio inguBinyasbHe BU3HAYEHH S
koedirienTa abcopOIlii KUPiB HEMOKINUBE, TO KO-
edinient abcopOiiii kupy BBaxKaTh piBHUM 0,85,
Toni tssxkicTh cTearopei cranoButh 0,93/ko0edi-
rient abeopoOuii sxupis=0,93,/0,85=1,09 (1,1) [2,9].

[nsa xBopux ma MB pexomMeHAYIOTH TifBU-
meHe HaIXO/[KeHHsT Oiika 3 XapyyBaHHSIM.
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Tabnuys 4
PieHgHHg Schofield (WH) ansa BusHauyeHHs 6a3anbHOro
(ocHOBHOro) o6MmiHy B fiTeit, Kkasn/nooy

Cratb ch:Z’n PiBHAHHSA
Zigg 0, 167xMT+1517.4x3picT-617,63
Xnon4ukn 118311% 19,6XMT+130,3x3picT+414,9
Bﬂ‘g 0| 16.25xMr+1872x3picT+515,5
zigg 16,25 MT+1023,2x3picT-413,5
Jisdata ;gl% 16,97xMr+161,8x3picT+371,2
i‘g o 8,365XMT+465x3picT+200

Tabmuys 5
KoHBepcitHuii koedilieHT Anga nepepaxyHkKy eHep-
reTM4HUX NoTpeod naujieHTiB i3 MykoBicLMA030M 3a
piBHEM aKTUBHOCTI Ta CTaTTIO

PiBeHb aKTUBHOCTi KoHsepciiiHnii koediuieHT
(AC) XJIOMNYNKN AisyaTka
JIxko 1,2 1,2
Lyxe manopyxnumsuii 1,3 1,3
Jlerknin/cupaqnin 1,4 1.4
Nerknn 1,5 1,5
[TomipHWiA 1,8 1,7
[HTEHCVBHUN 2,1 1,8
Lyxe IHTEeHCUBHMIA 2,3 2,0
Tabnuys 6

MoTpe6u B Ginky Ta eHepril gna gitei
3 MYKOBICLUA,030M

i EHepria, kkan/kr/po0
Bik, poku 'E(Irj;zl‘(;gy/ ::liH / M/:(c :
Big, 0 po 1 3-4 130 200
Bio, 1003 4-3 90-100 150
Bin 3 00 10 3-2,5 70-80 100
Bin 10 go 14 2,5-1,5 45-70 90

[lnst «excripec»-po3paxyHKy MO3aTPUKPOKOBOTO
TOYHOrO BHM3HaYeHHs 1oTpeb B eHeprii Ta Oij-
Ky TaKOX MOKHAQ BUKOPUCTOBYBATU OPIEHTOBHI
BiKOBI 3HaueHHs (Tabi1. 6), aje 1e MoKe pu3Be-
CTU JI0 HeZIOOI[iHeHH s 260 TepeoliHeHH S ToTpeo i
noTpebye MoaIbIIOT0 epepaxyHKy 3a BUIEHA-
BeJleHUM MeTooM [4,15,23,31,32].

[lieTa 3 BUCOKMM BMICTOM eHeprii Ta KUpiB,
sKa Ha CbOTO/[HI MPUHHSATA y CBITI Ta BHOCUTD
3HAUy LI MOJINIIEHHS Y BUKUBAHICTD 1 IPOrHO3,
€ OCHOBOIO Hy TPUTUBHOI IIi/ITPUMKHU Y XBOPUX HA
MB. OpHak npu IpakKTUYHOMY 3aCTOCYBAaHHI BU-
COKOEHEePreTUYHOi, BUCOKOKUPOBOI JIETU BUHU-
KaloTh MeBHi cynepeukn [8,30].

Iligxinx, HamizeHuit Ha 3aCTOCYBAaHHS BUCOKO-
KaJopiliHuX, ajie GiHUX Ha Xap4yoBi PEUYOBUHU
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npoaykrTiB (energy-dense nutrient poor, EDNP),
IPU3BOJAUTH 0 3HMIKEHHS 4YacTKM iki, 30ara-
YeHOl XapyoOBUMW CKJIAJOBUMH (HYTPUTUBHOI
misbHOCTI, nutrient dense, ND), ajie mae 3a3Bu-
Yall HUKYY €HepPreTU4HY IMiJbHICTh. Y J0CJIi-
mkenni R. Sutherland Ta cmiBaBTOpU 3ayBaxu-
au, mo npoayktu EDNP, axi maioTh BUCOKHI
BMICT HAacUYEHUX KUPIB, IYKPY Ta COJi, MaJo
MIKPOHYTPIEHTIB, 4acTo 3 OiJIbIIOK TOTOBHI-
CTIO CHPUIMAIOTBCS JITbMM, BUTICHAIOTH O1JIbII
MOXKUBHI TIPOJYKTHU 3 PallioHy Ta Ipe/cTaBJeH]
GiJTBII 3PYYHUMHE Ta HEKOIITOBHUMY BapiaHTaMu
st poaus [30].

Y 2021 p. C.M. McDonald ta criBaBropu Bcra-
HOBUJIM  IIUPOKY  BapiaGesIbHICTh  PO3HOJIijIeH-
Hd MaKpOHYTPIEHTIB y maiieHTiB 3 MB: xupu
cranoBusi  20—49% Bil TOTAJBHUX €HEPreTHY-
HUX TIOTped, ByrmeBomn — 32-67%, Oimkm —
8-23% [16]. [TlepexpecHi gocaimxents ABcrpadii
Ta €BpONM BUABUJM, 10 JJs JOCATHEHHS pe-
KOMEH/IOBAaHUX PiBHIB eHeprii AiTu Ta MiAJiTKU
3 MB cnoxuBaioTh eHepPTeTUYHO IIiJbHY, ajie
6ifHy Ha MOKWBHI CKJIasoBi 13Ky. B €Bponeiich-
KUX JIOCJTi/PKEHHSIX BUSBUJIU, MO HAJAXOIKEH-
Ha nykpy cranoButh 10,8—27,2% Bin ToTasbHO-
ro 1000BOro HaAXO[KEHHsI eHeprii, a HacuuyeHi
xupu — 11,1-15,4% Bin enepretuunux morpebd
i monaa 35% Bil cepeiHbOTO PiBHS BKUBAHHS
x&upiB. To6To HyTpieHTHMIT npodiab € cybor-
TUMAJbHUM TOPiBHIHO 3 PEKOMEHJIOBAaHUMMU
HOPMaM# CIIO’KMBAHHS Ta CTPYKTYPOIO MaKpo-
HyTpientiB [8,19,30]. Hemonasue nocuaiikenns,
y SKOMY pO3TJSANau iCTOPUYHY TIEPCHEKTUBY
nietn B fniteit 3 MB (1969-2016 pp.), noseto, 1o
«..JIOTMa Xapu4yBaHHS MMOBUHHA OyTH PO3IINpe-
Ha BiJl XapuyBaHHS JJIsI POCTY Ta BUKUBAHHS /10
Xapu4yBaHHS JIJIsI 3/I0POB’s Ta 106po0yTy...» [8].

HoBum Buksukom st ¢daxiBiliB i3 HyTpH-
TUBHOI TiATPUMKHN € 3aCTOCYBAaHHS MOMIYJS-
topiB Ta kopektopiB CFTR, mo HeouikyBano
MO’Ke MPU3BECTU /0 PO3MOBCIO/IKEHHS HaIMIip-
HOI Macu Tijia Ta okupinHg npu MB Ta nmotpe-
6y€ KOHTPOJII0O HyTPUTUBHOTO CTaHy M KOPEKIIii
xapuyBanug [13]. K.A. Kutney ta cmiBaBTOpu
BiIMITHUJIN, TITO HAJJIUTIIKOBA Maca TiJia CloCcTepi-
raeTbCsl B TPETUHU JIOPOCJUX TallieHTiB 3 MB.
Osxupiansg npu MB cynpoBoO/KyeThCs Tirmep-
TEH3I€10 Ta I1/[BUIIIEHUM PiBHEM XOJECTEPUHY, a
TAKO’K BHCOKOIO BIPOTiJIHICTIO PO3BUTKY Ha TJi
iHCYJIIHOpEe3UCTEeHTHOCTI acoliitoBanoro 3 MB
miabery. 3 0HOTO OOKY, BUCOKA Maca Tijia Kope-
JIIOE 3 TIOJITIIEHHSAM JiereHeBO1 (yHKIIiI Ta BU-
JKUBaHHSIM, aJjie olTuMaJbHe 3HaueHHd IMT Ta,
30KpeMa, CHiBBIJIHOINEHHS ITICHOI Macu TiJjia J10
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KuUpoBoi, npu MB zoci He BusHaueHe, 0coOJUBO
B MejliaTpUYHUX MallienTiB [24]. ABTOpHU 10BeNH,
110 B A1iTett 3 MB crnioctepiraeTbcd BUCOKA MOIITH-
peHicTh mAedinuTy MiCHOI Macu Tija Ta HU3bBKA
JacToTa peecTpailii HopMaJbHOI Ha BiK 3arajbHOI
Macu Tija. [ledinut micHoi Macu Tijia acoIiI0ETh-
€S 3 HECTTPUATINBAUMHU KJIITHIYHUMU HACJIIIKAMU
Ta 00yMOBJIIOE HEOOXiAHICTh 3abe3leueHHs SK
i IBUILEHOr0 HaJAXOIKeHHs OiIKiB 3 eHepreTny-
HOIO HIATPUMKOIO HeOIIKOBUMU KaJOPisIMH, TaK
i moaTkoBOTO (Pi3MYHOTO HAaBAHTAXKEHHS [24].

Menununa HyTpUTHBHA Tepatis B gitedt 3 MB
MOXKe 3/IIHCHIOBATUCA B PI3HUX HaINpsiMax: IO-
BEJIIHKOBA KOPEKIIis, Moaudikailis 3BUYANHOI
NI€ETHU, OpaJibHA CallJIeMEHTallisl Ta eHTepaJbHe
xapuyBanug. Cuig 3ayBakuTH, MO0 HASIBHI KO-
MopOiHi craru (racTpoesodareanbia pedoKc-
Ha XBOP0Oa, INCTaJIbHA OOCTPYKILish KUTIEYHNKA,
acoriitoanuii 3 MB giaber / iHTOJIEpaHTHICTD
JI0 TJOKO3M) TaKOK MOTPEOYIOTh PETETHHOTO
OLlIHIOBAaHHS OTPeb / BTPAT Ta iHAMBiAYyaJIbHOIO
igbopy npoayKTiB [34].

Hietnuna xopekiiisg giteir 3 MB moxke Bin-
OyBarucst  JeKiJlbKOMa  nuisixamu.  lepriuit
nisiX — Moaudikaiis 3Bu4aiiHoro XapuyBaHHS
JI0 BiJIMIOBIJIHOTO PO3MOJiNYy CKJIAJ0BUX, Tepe-
Ba)KHO JKMPIB Ta GIJIKIB 3 ypaxyBaHHSAM 10TPeb
B eneprii. /Ipyruii muisx, ocob6JuBO MpHU TOPY-
MIEHOMY HYTPUTUBHOMY CTaHi, CIPSIMOBAHWIT HA
BBEJIEHHS CITEIiaJbHUX TTPOAYKTIB IJIs Meand-
HUX IiJeit (kainigHoro xapuyBanns) [15,34].

BasksuBe 3HaueHHd B XapuyBaHHiI XBOPUX Ha
MB mae sxicTb kupiB. ¥ 3B'43Ky 3 TOpYIIEH-
HIMM B remartobimiapHiii cdepi, KigpKicTh Ha-
CUYEHUX 1 TPaHCKUPIB 0OMEXKYIOTH, Hajar0un
nepeBary sKupam, OaraTuMm Ha MOJiHEHAaCUYeHi
JKUPHI KucJa0TH (oMera-6 ta omera-3). 3a jJaHuUMU
Cochrane cucremaTU4yHOro OrJIsILy, Ai€Ta, 36ara-
yeHa ®-3 eCCeHIiaJbHUMM KUPHUMHU KUCJIOTA-
MW, MA€ CIPUATINBUN MPOTU3ATATBHUN edeKT
Ha Taki xponiuni cranu, ak MB [33]. [Ipoxyx-
TH i3 CepelHbOJIAHIIIOTOBUMHU TPUTIiTlepUIaMU
i3 cepe/IHbOIO I0BKMHOIO BYIJIEBO/HOI'O JIAHITIOTa
(C6-C12) € jieTkO 1OCTYITHUM JIZKEPETIOM €HePTii,
SKi He TOTPeOYIOTh eMYyJIbrallil sKOBYHUMU COJIsI-
MU Ta riipoIi3y maHKpeaTuyHoIo JIia3o1o, Jerko
3aCBOIOIOTHCS, MUHAIOUM JTiMGpATUUHY CHCTEMY,
6e3mocepesiHbO B KPOBOHOCHI CY/IUHYM CHUCTEMU
BOPITHOT BEHMU, 110 JIA€ 3MOTY PEKOMEH/1YBaTH 1X
JJid BBeJleHHd JI0 paliiony xBopux Ha MB Bij-
MOBITHO /10 EBPONIENCHKOTO (hOpPMYyJisipa 3 HYTpU-
TUBHOI MATPUMKU TIPHU Pi3HUX cTaHax [12,34].
3 orJIsily Ha BUIIEHABEEHe CJIi/] 3ayBasKUTH, IO
B YKpaiHi Ha PUHKY CIleliaJi3oBaHUX XapuoBUX
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MPOJYKTIB JIJISI TiIBUIIEHHST KaJOPIMHOCTI Xap-
qyBaHHsI Ta 3a0e3MeYeHHsT BUCOKOTO PiBHSI €Hep-
reTuaHUX 1oTped y xpopux Ha MB € 50% xuposa
eMYJIbCisd CcepelHbOJIAHIIOTOBUX TPUTJIIEPUTiB
Liquigen (Nutricia, Higepaanan). [IpogykT Mox-
Ha 3MilaTy 3 HATIOSIMU Ta iHIITOIO 13Kel0, He oTpe-
6ye nmpusHaYeHHsI J0aTKOBUX (hePMEHTIB, MOKe
npusHavyaTucd JiTAM BiJi HapoKeHHd. Bucoxa
eHeproeMHICTh NPOAYKTY (1 MJI eMyJbCii MiCTUTH
0,5 r KuUpiB = 4,5 KKaJI) Ja€ 3MOTY KOPUTYBaTH
CKJIAJl XapuyBaHHS BiITIOBITHO JI0 iIHAWUBIyaJb-
HuUX 1moTpeb TarieHTa B eHeprii 6e3 3HAYHOTO
36iJbIIeHHsT 00’€MIB /17151 BJ)KUBAHHS.

[IponykTu A creniaIbHUX MEIMYHUX I1iJel
(kiHiuHe XapuyBaHHS) B YKpaiHi mpejicTaBJieHi
IMTUPOKUM CIIEKTPOM TIOJTiMepHUX 130- (1 KKaJI/MJ1)
ta rinepkasopiitnux (1,5-2,4 kkaju/mma) popmy.,
ri[poJi3oBaHMMM CyMilllaMu Ta BapiaHTaMM 31
3MiHEHOIO BYTJIEBOZHOIO CKJIAJI0BOIO, IKi MOXKYThb
OyTH K €MHUM J)KEPEJIOM XapuyBaHHS, Tak i
MpU3HaYaTUCA K JIOMOBHEHHS /10 3BUYaNHOT TXKi.
Ile mae 3mory 3abe3neuynTy iHAWBIIyai30BaHe
ajieKkBaTHE XapuyBaHHs XxBopux Ha M B niTeii Biji-
MOBI/IHO /10 PI3HUX KJIHIYHUX CUTYyallili Ta BiKY
JUTUHU.

15 HOBOHAPOKEHUX 1 HEMOBJIAT i3 J1iarHO-
croBaHuM M B pekoMeH1yI0Th XapuyBaHH S TPY/I-
HUM MOJIOKOM 13 PeTyJSpHOIO OI[iHKOIO TPAEK-
TOpii 3pOCTaHHS, a 32 YMOBU MOPYIIEHHS TEMIIiB
36isbIlIeHHsT Macu Tijna — doprudikaiis rpyi-
HOTO MOJIOKa ab0 J0/laBaHHsI CYMIIIli TIPOTSTOM
HEpIIOoro POKY KUTTs. 3abe3nedeHHs IPyaHO-
ro BUIOZOBYBaHHs HeMOBJIAT 3 MB € ocobinso
BAKJIMBUM 4Yepe3 MiJBUIIEHHS PU3NKY iHMEKITil
npu MB, a rpyzine MOJIOKO BijjoMe TTIO3UTUBHUMU
edexktamu Ha IMyHHY cucTeMy. 3a BiJICyTHOCTi
MOKJIMBOCT1 BUT'O/IOBYBaHHS IPYTHUM MOJIOKOM
g HeMoBJiAT 3 MB Ta o3nakamMu iHTOJIepaHT-
HOCTi /10 13Ki MOXKHA BUKOPUCTOBYBATH CyMiTlli,
SIKI MICTSITb Cepe/lHbOJIAHIIIOIOBI TpUTJIilepU-
nu, 30iJbleHy KiJbKiCTh TJINOOKOTiAPOJIi3oBa-
HOTO CHPOBATKOBOTO OiJiKa, 3HMKEHY KiJIbKICTh
JIAKTO3M, ajie SKi € eHepreTMYHO PI3HUMU: Ha-
npukian Nutrilon Maapabcopbiis (1,8 r 6isnka
i 66 kkan Ha 100 mu) ta Infatrini Ilenrticop6
(2,6 r 6inka i 100 xkxax xa 100 mu). [pu migBu-
meHHi motpeb B eHeprii 3ajieskHO Bix mepebiry
3aXBOPIOBaHHA 1/a60 HasgBHUX KOMOPOIJHUX
CTaHiB KaJOPiHHICTh XapuyBaHHS MOKHA 36iJ1b-
IMUTHU I0JJaBaHHAM KUPOBOi eMyJbCii i3 cepe/l-
HbOJIAHIIIOrOBUMHU TpUTIiniepuiamu Liquigen.

CranpmaptHi mosimMepHi (GoOpMyan KJiHIY-
HOTO Xap4YyBaHHS H00pe MEePEeHOCSATHCS MIThbMU
3 MB Ta 3abe3neuyioTh migBuINeHi moTpedu B
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eHeprii Ta 6iJiKy. 3 ycbOro CHeKTpa IPOAYKTIB
KJIIHIYHOTO XapuyBaHHS MOKHA 3BEPHYTU yBa-
Iy Ha TilepKaJopiliHi MPOAYKTU AT NOJAATKO-
BOTO B)KMBAaHHA MiXX OCHOBHUMHU HpUOMaMU
i, 1Mo /Mae 3Mory 0e3 3MiHU 3BUYHOTO CIOCO-
Oy xuTTs 3abe3neunt moTpedbu autuHU 3 MB.
TakumMu TpoAYKTaMU € PIiJIKi TillepKaJopiii-
Hi cyminmn (2,4 kkasu/miu abo 300 kkas y nopiii
125 mu): Nutridrink Compact Fibre 3 xapuosu-
My BojiokHamu (12 T 6isika Ha TMOPIi0, TPOAYKT
MPU3HAYEHU N /15 BXKUBAHHS JITbMU BiKOM Bijf
3 poki) ta Nutridrink Compact Protein (18 r
6isika Ha TOpIlifo, Bij 6 POKiB), sski MalOTh pi3Hi
cMmaku. Bucokuii BMicT Gijika 3 aJleKBaTHUM 3a-
GesredyeHHAM HeOITKOBUMHU KaJIOPisIMU JIA€ 3MO-
Ty O4iKyBaTU He TiJIbKU MiABUIIEHHS MacH TiJa,
ayie i1 (popMyBaHHS ONTUMAJBHOTO CKJIALY TijTa
3a paxXyHOK 30iJIbIIIEHHSI YacTKW ITICHOI MacH.
[IponyKTH € TOBHOLIHHUMU J1J151 TPOBEICHH T Me-
JUYHOI JIETUYHOI Tepallii Npu pUu3uKax MaJbHY-
Tpuiii abo il HasgBHOCTI B AiTeil 3 MB.

3 oTJIg/ly Ha BUIlleHaBeleHe TPOYKTH KJIiHi4-
HOTO XapyyBaHHS Ta KMPOBA €MYJIbCis BXOJAATH
JI0 TIEPEeJTiKY MTPOLYKTIB /1714 CIIeTiaIbHUX MeJI1 Y-
HUX I(iJiell, sIKuii 3a0e3Me4yeThCsl MPOrpaMoio
Micbkol aaminicTparnii M. KumeBa «3axkymiBis
XapyoBUX MPOAYKTIB 1O MICTATH TiJPOJIi30Ba-
HUH O1JI0K Ta JKUPHI KUCTIOTH 3 CEPEAHBOIO JTOB-
JKMHOIO JIQHIIOTA, a TaKOX TillepKaJopiiHuX
CyMilleit 17151 XBOPUX HA MYKOBICIIUI03», & TAKOXK
nojibHuMu nporpamamMu B PiBHeHCHKIN, MuUKO-
JaiBcbKiil, XapkiBcbkiit, /[onenbkiil, XMeabHu-
kit Ta CyMchbKiil 06acTsX.

Kainiyauii BUnaaox

XJomuuK, BiKOM 7 pOKiB 4 Micsmi, Maca
tima — 17 xr, 3pict — 117 cm, FEV) = 52%,
akTUBHUI. HenepenocumMocTi TpoAyKTiB He Bij-
mivae. OmiHKa HyTPUTUBHOTO CTAaHY: Maca Tija
Ha Bik = -2,18 z-score (izmean. 24 xr), 3picT Ha
Bik = -1,06 z-score (izea. 124 cm), ieaysbHa Maca
Tima Ha 3pict = 22 xr, IMT 12,4 = -2,34 z-score
(imeau. 15,6); ingexc Bpoka -2 = 70,83%. [liarno3
«binkoBo-eHepreTMyHa HeNOCTATHICTH TTOMipHA
(E44), rennentiist 10 3aTPUMKH JIiHIHHOTO POCTY,
MaJIBHYTPUTLisT Ha (OHI OCHOBHOTO 3aXBOPIOBAH-
Hsi». [lifyisirae ak TUBHIN XapyoBiil iHTepBEHILII.

JlocutizkeHHST BAKOHAHO Bi/IITOBITHO /10 TIPUH-
nuniB lenbcincpkoi meknapamrii. Ha mposBexen-
HS JIOCJI/I)KeHb OTPUMaHO iH(GOPMOBaHY 3TONY
0aTbKiB IUTUHU.

Pospaxynox mnompe6: morpeba B eHeprii
(po3paxyHOK Ha ifeaJbHy Macy Tima 24 Kr):
6azoBuii  obOmin 3a  dopmyrnoio  Schofield
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(WH)19,6x24+130,3%1,17+414,9=1037,7xxamn/no-
6y. Kousepciiini xoedimientu: (AC 1,7)x
(FEV1 1,4)x1,1(CFA)=2716,7 xkau/noby. Biz-
MOBIJIHO /IO PO3MNOJiJIEeHHSI MaKPOHYTPIEHTIB
npu MB: 40% sxupy cranoButh 1087,6 kkan =
120,7 r xupy; 15% OinkiB — 407,5 kkanm =
101,8 r 6Giska. IIpu BEH mnomipHoro crymess
CJIil pO3TIOYaTH MENYHY HYTPUTUBHY Teparriio
3 npubauszno 30% Bix pospaxoBaHUX HOTPED.
Ha crapri auTuHi MOMXKHA 3alPOIOHYBATHU
NPOAYKT KiiHigHOro xapuyBaHHs Nutridrink
Compact Fibre 3 xapuoBumMu BOJIOKHAMU 2 pasu
Ha 100y 1o 1 musmimi 125 mu (600 kkam, 26 T
JKUPY Ha H00Y) i KOHTPOJEeM AMHAMIKK Macu
tisa. IIpu He3amoBiIbHOMY pe3ysbTaTi — 30i1b-
mutu 70 3 pasis mo 125 M (900 kkaut, 39 rxkupy)
Ha 7100y. st 100% mokputTst motpebu B sKMpax
PIBHUINIO MiK HOPMOIO Ta KiJbKicTIO, 1o 3abes-
nevyyBaTUMe MPOAYKT KJIHIYHOTO XapuyyBaH-
Hs (IIpM CIOKUBAHHI JIBOX IJSNIEYOK PisHUTLS
cTaHoBUTH 94,7 T, a IpU CHOKMUBAHHI TPHOX —
81,7 r Ha 100y), MOKHA IOKPUTH, KPiM 3BHYAli-
HUX TIPOAYKTiB XapuyBaHHs, 32 PaXyHOK KU PO-
BOI eMYJIbCil 13 cepelHbOJIAHIIOTOBUMU TPUTJIi-
nepugamu Liquigen.

BucuoBku

Hytputusauii nmedinur y apiteéi (MaJbHy-
TpuIis), acomiioBanuit 3 MB, € ¢gakTopowm, 110
IPU3BOJUTD /10 IIPOTPECYBAHHS PeclipaTOPHUX
MOPYHIEHD i Mi/IBUTIEHHS 4aCTOTH 1HMEKIINHNX
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