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MyxkoBicuumo3 (anria. Cystic fibrosis) — 1e 3aXxBOpIOBaHHS, SKE IIHPOKO
PO3IOBCIO/IKEHO B YCIX €THIYHUX I'pynax. Mykosicuuao3 (MB) € netaibHUM ClaIKOBUM
3aXBOPIOBAHHSIM 3 ayTOCOMHO-PEIIECHBHAM THIIOM YCHAJKyBaHHsS, HaidacTime
3yCTpiYaeThes y O1710r0 HaceneHHs cBity [1].

OcHoBHUMU TIposiBaMu MB €: XpOHIYHMII OOCTPYKTUBHUI NPOLIEC B JUXAIbHHUX
NUISIXaxX, SKUH CYMPOBOIKYEThCS OaKTEpialbHOIO 1HQEKINIE0; MOPYIICHHIM CUCTEMU
TPaBJICHHS 3 HEJOCTATHICTIO €K30KPUHHOI (PYHKIIIT MiANITYHKOBOI 3aJ103U; M1ABUIICHHAM
BMICTY €JIEKTPOJITIB y TOTOBIH piauHi. [[puunHOI0 XapaKTepHUX MATOJOTTYHUX 3MIH B
OpraHi3Mi XBOPOT'O € HAasBHICTh MyTallli B 000X ajelsX reHa, SKWHW JIOKAJI30BaHO Ha
noBromy turedi xpomocomu 7 (7q31) [1].

MB — 3axBoproBaHHS 3 MEPEBAKHUM YPaKEHHSIM JUXAJIbHOI 1 TpaBHOI cUCTEM. Y
OpOHXOJIETeHEBI CHUCTEMi TyXKe paHO BHMHHUKAE 3amanbHHl Tporec. Po3BHTOK Koia
«OOCTpyKIsl - 3amajbHUM Mpolec - 1HQEKLid - TIIepceKpelis CIu3y» MpPOrpecUBHO
noripurye crad autuHu [2]. ['yctuit cnm3 Takok 3a0uBae MiANUIYHKOBY 3aji03y Ta
MEPEIIKOJKAE NIEPETPABIIOBAHHIO 1Ki. JIIKyBaHHS OO MOJSATAa€ y NMPUHOMI OpajbHUX
(dbepMeHTIB MiAIUTYHKOBOI 3aJ103H 3 Oy[b-SKOI0 TKEel0, 110 MICTUTD KUPH, OLIKU Ta/abo
CKJIaJTHI BYTJIEBOIH.

[Tpupoanuit mepedir MyKOBICIIUA03Y TSDKKUH, 1 0€3 JikyBaHHS Outbin HiK 80%
BUIIAJIKIB 3aKIHUYETHCS JICTAIBHO y TEPIT POKU KUTTA. BIpoBayKeHHS Crieriani3oBaHol
MEJIUYHOI JIOTIOMOTH 3a0€3MMeUnsio ICTOTHE IIJBHINCHHS BHXKHWBAHOCTI TMAIEHTIB: Yy
PO3BUHYTHX KpaiHax CBITY CMEpPTh BiJl 1€l MATOJOTil y AUTIYOMY BiIll 3yCTPIYAETHCS
piaKO, OUIBIIE OJIOBUHM MAIIEHTIB — cTapii 18 pokis.

[IpaBuibHE XapuyyBaHHS XBOPOi JHWTHHH € OJHIED 3 OCHOBHHMX JIAHOK Y

3arajibHOMY KOMIUIEKCI T€paneBTUYHUX 3aX0/1iB. JIiIKyBallbHE XapuyBaHHs, TOOYI0BaHE 3
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ypaxyBaHHAM NaTOT€HE3y 3aXBOPIOBAHHS, BIKY, OCOOJMBOCTEH PO3BUTKY, HOpMAaTi3ye
OOMiHHI TIPOIIECH, KOMIIEHCYE HEOOXIiHI €HepreTWYHI BUTPATH, CIPHUSE I1IBUIIECHHIO
IMYHITETY, TOJIETIIEHHIO MATOJIOTTYHOTO MPOIIECY.

OCHOBHI ~ MPUHIMUIM  JIKYBAJBHOIO  XapuyyBaHHS TPU  MYKOBICIUA031
chopmynboBani B podotax [2, 3]. XapuyBanus npu MB Bumarae BHCOKOKAJIOPIHHOT i
BUCOKOOUTIKOBOI JIIETH 3 MIJABUIIEHUM HAJAXOKCHHSIM JKUPOPO3UMHHUX BITaMiHIB,
MOJIIHEHACUUEHUX JKUPHUX KHUCIOT Ta MIHEpaJbHUX PEYOBHH. bBUIbLIICTh XBOPUX
noTpedyoTh JOJAaTKOBOIO BBEIEHHS Kaliio, HaTpito 1 Xxjopy. PekoMeHayeTbcs
30UTbLIEHHS! €HEPreTUYHOI I[IHHOCTI pauioHy B 1,5-2 pa3u B NOpIBHSHHI 31 3A0POBOIO
JUTUHOI0 TOro K BiKy. Jlucaxapuau 1 MoHoOcaxapuau B OUIBIIOCTI BHUIAJIKIB
nepeHocaThes poope [3].

XapuyBaHHs AUTUHU Ma€ OyTH peryisipHuM — 3a ¢popmynoro 3+3, To0To 6 pa3iB Ha
100y HaBiTh HJIs IMIKOJSAPIB. XapuyBaHHA Ma€e OyTH «IIUTbHHUM», B KOXXKEH OCHOBHUU
npuiioM K1 (CHIIaHOK, 001/, Be4eps) MOBWHHI BKIFOYATUCS CTPABU, IO MICTATH SIKICHI
TBapUHHI OLIKK (M’sicO, puba, s 800 MOJIOYHI MPOAYKTH — CHpP, KHCIOMOJIOUHUI CUD),
SIKICH1 JKupH (0J111, BEPIIKOBE MacCj0, CMETaHa, BEPIIKH), CKIIaIHI (KpyIH, X0, oBodil) i
npocTi (QpyKTH, COJIOOII, BapeHHs, Mea) ByriaeBoau. [lomaTkoBi mpuiiomu ki (2-i
CHIZIaHOK, TIOJYIEHOK, 1Xa mepesl CHOM) 000B’A3K0OB1; BOHM CKJIQAI0ThCs, SIK MPABUIIO, 3
KHCJIOMOJIOYHHX MPOYKTIB, CUPY, GPYKTIB, BUMIUKH 200 CONoaoIIiB [2].

[Ipobmema XxapuyBaHHS XBOpPUX Ha MYKOBICIMI03 Ta iX 3a0e3MedyeHHs
CHeliali30BaHUMHU XapYOBUMH MPOAYKTAMHU € aKTyaJIbHOIO B YKpaiHi Ta 3a il MeXaMH.
Konne miampueMcTBO B YKpaiHi HE BUITYCKAa€ XapuyoBY NPOAYKINIO IJis XBOPHX Ha
MyKOBicu03. 1le moB’s13aH0 3 TUM, IO YKpaiHIll HEAOCTAaTHBO iH(OpMOBaHI PO (HakT
ICHyBaHHS Takoi XBopoOH, Toji K y kpainax €Bponu Ta Crnonydenux lllTtatax Amepuxu
KOKEH MEIIKaHelb Msrae 000B’I3KOBOMY OOCTE)KEHHIO Ha HASIBHICTh 3aXBOPIOBAHHS.
3a KOpJOHOM MOpyY 3 (papMalleBTUYHUMH Tpenaparamu po3poOisSiOTbCs JTIETUYHI Ta
XapyoBi J100ABKH, CIELIai30BaHl NPOAYKTH, 10 MPU3HAYEHI IS PEryJspHOro

CIIO’KMBAHHS XBOPUMMH.
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B VYkpaini ponrHu XBOpUX KOXHOT'O JHS CTUKAIOTHCS 3 MPOOJIEMOIO BIJCYTHOCTI
CHeIiai30BaHUX MPOJYKTIB ISl MIATPUMAHHS JIKYBaJbHOI JI€TH. BimbIICTh XBOPHX
3MYIIIEH] ITyKaTH Ta KYIyBaTH JIOPOrOBAPTICHY 3aKOPOHHY TPOayKIlito. HoBl mpoaykTu
CHeIlalbHOTO TpPU3HAYECHHS, K1 po3poOJieHl JUIsi TaKUX XBOPHUX, 3MOTJM O 3HAYHO
MOJIETIINTH 1X KHUTTS 1 CTATH HE3aMIHHOI YaCTHMHOI KOMILIEKCHOI JIIKYBaJIBHOI Teparii
IPU MYKOBICITH/T031.

Metoto poboTu € po3pOoOJIEHHS HOBOIO CIIELIai30BAHOrO MPOAYKTY s
Xap4yBaHHS XBOPUX Ha MYKOBICIIH/I03 Ha OCHOB1 KHCIOMOJIOYHOTO cupy. [IpomonyeTbes
CTBOPUTH CHUPKOBHIA JKEJICHHUM AecepT, SIKUH JO3BOJIUTH PO3IIMPUTH aCOPTUMEHT CTPaB,
Kl CIOXWBA€ XBOpa JUTHHA, a TaKOX 3a0e3Me4uTh ii HEOOXIAHUMHU XapYOBUMHU
pEUOBHUHAMM.

[Ipouenypa mNpoeKTyBaHHS pEUENTYpHd HOBOT'O TMPOAYKTY IMONATaE y BHOOpI
XapuoBOi OCHOBM Ta €(PEKTUBHHMX JpKepen (PYHKIIOHAIBHUX I1HTPETIEHTIB JUIs 1l
30arayeHHs] Ha OCHOBI aHaNI3y iX HYTPIEHTHOTO CKJIaay, a TaKoX y Mmig0oOpi Takux
MaCOBHMX YaCTOK KOXKHOT'O 3 HHUX, SKI 3a0€3Me4y0Th HEOOXITHUNM KUTbKICHUM 1 SIKICHUH
CKJIaJ] pelenTypHoi KOMMIo3ullli. SIk Xap4oBy OCHOBY, OyJO OOpaHO KHCIOMOJOYHHMA
cUp, a/pKe 1e TPaAULIHHUA OUTKOBUN MPOAYKT, SKUH Ma€ BUCOKI XapyoBi 1 JIKyBaJbHO-
TIETUYHI  BJIACTUBOCTI. TakKOX JIIKYyBaJbHI BJIACTUBOCTI KHUCJIOMOJOYHOTO CHPY
I'PYHTYIOTbCS Ha OaKTepUUUIHIA 3JaTHOCTI MOJIOYHOKHCIHMX OaKTepii 1 IPLKIKIB IO
BIJIHOIIEHHIO J10 MaToreHHoi Mikpodiopu. Lle € Haa3BUyaiiHO BaXIMBUM (HAKTOPOM ISt
XBOPHX, SIKI 4aCTO MiJAIOTHCS YPKCHHIO 1H(DEKITIHHOI0 MIKPO(hIOPOIO.

B saxocti 30arauyBauiB Oynu oOpaHi ©OaHaH, fK JDKEpENO Kajiio Ta
JIETKO3aCBOIOBAHMX IPOCTUX BYIJIEBOIB, KOKOCOBAa CTPY)KKa, BOJOCBHKUI TOpIX, fK
JDKEpPEo TOBHOIIIHHOTO OUIKY, TOJIHEHACHYEHUX JKUPHUX KHUCIOT, >KHUPOPO3UYMHHUX
BITaMiHIB, Ta aJIbT1HAT HATPIIO, IK CTPYKTYPOYTBOPIOBAY Ta JHKEPESIO XapuOBHX BOJIOKOH.
BulOip cupoBHHHM 71 CTBOPEHHS MPOAYKTY € apryMEHTOBAaHHUM, aJK€ came Takli
IHTpEIEHTH 3a0€e3MeUyI0Th OCHOBHI BUMOTH IMOJO Xap4YyBaHHS XBOPHUX: MOBHOLIIHHUMA
O1JIOK, BUCOKU BMICT MOJIIHEHACUUYEHUX KUPHUX KUCIIOT, )KUPOPOIUMHHUX BITAMIHIB Ta

MIHEpaJIbHUX PEYOBHH.
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XapyoBy Ta O10JOriYHY IIHHICTh pI3HUX BHUIIB CHPOBMHU Ta 30aradyeHoro
MPOAYKTY  OINIHIOBAIIM  PO3PAaXyHKOBUM  METOJOM 3 BHUKOPUCTAaHHSAM  (OpMYI
MarepianbHoro Oamancy Tta iHTerpainbHoro CKOPy. ®yHKIioHanIbHO-TEXHOIOTIYHI
BJIACTUBOCTI Ta (PI3MKO-XIMIYHI TOKa3HUKKW OOpaHMX 30aradyBadiB Ta TOTOBOTO
MPOJYKTY BU3HAYMIIN 3 BUKOPUCTAHHSAM CTaHJAPTHUX METO/IHK.

ExcnepyMeHTaTbHUM [IIAXOM 3 ypaxyBaHHSAM O10JIOTIYHOI I[IHHOCTI Ta
OpPTraHOJIENITUYHUX BIIACTHBOCTCH CHUPOBHHH, OYJIO BH3HAUCHO ONTHMAIIBHY PEIENTYpy
HOBOT'O MIPOAYKTY, KA BKJIOYae, %: KUCIOMOJIOUHMM cup — 70; 6aHaH — 12; BOJIOCHKUM
ropix — 8; KoKocoBa CTpyxka — 7; ambrinat Hatpiro — 1,8; mykop — 1,2. Eneprernyna
LIHHICTh AecepTy ctaHoBUTh 207,2 kkai. OTxe, 3a paxyHok criokuBaHHs 200 r gecepry
CTYITiHb 3aJ]0BOJICHHS JJOOOBOT MOTPEOM B €Heprii cTaHOBUTH 16,6%.

Po3pobnenuii gecept — 1e MPOAYKT BHUCOKOI XapdoBOi Ta 01070TIYHOI IIHHOCTI,
KWW € JDKEPEIOM TakuX 010J0T1YHO aKTUBHHUX PEUOBHH, SK BitTaminu E, A, ceneH, Kaji,
dbocdop, xapuoBi BoJIoKHA. HasiBHICTh IIUX HYTPIEHTIB Yy CKIIAJ1 ECEPTY 3YMOBIIIOE HOTO
npodiIaKTUYHI, JIKyBajdbHI Ta aJcoOpOIiiiHI BIacTHBOCTI. ['OTOBHH TIPOIYKT Mae
MPUEMHHUI CBITJIMM KOJIp, SCKpaBui OaHaHOBO-TOPIXOBHM CMakK Ta apomar, KpPEeMOBY
TEKCTYPY, OJHOPIJIHY KOHCHUCTCHIIIIO 3 YacTOYKaMH IiACYINIEHUX SJIEP BOJIOCHKOTO
ropixy, 1 Ma€ BCl IAHCH CTaTH NMPUBAOIUBUM JJIsl CTIO’KMBAYA.
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