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KJINHUKO-3KOHOMUYECKOE OBOCHOBAHUE BKJIOYEHUSA HOBBIX
SHTEPAJBHBIX CMECEN B IEPEYEHD CIIEIIAAJIN3UPOBAHHBIX MPOJAYKTOB
JEYEBHOI'O IUTAHUA JJISA AETEN- THBAJIMJOB C IMATHO30M
MYKOBHUCIINI03

U. Il. Bumkosckasn, C. H. Abpamos, O. B. 3enenosa

@OI'BY «l]enmpanvhblii HAYYHO — UCCIE008AMENbCKUL UHCIUMY M OP2AHU3AYUU U
unpopmamuzayuu 30pagooxparenusny Munucmepcmea 30pasooxpanenus Poccuiickoii @edepayuu,
2. Mockea.

MyxkoBucuuo3 (MB) sBrsercs oIHUM U3 CaMbIX YaCThIX MOHOT€HHO HAcleAyeMBbIX 3a00JeBaHUI
cpemu opdanHbIX OoJe3Hel (dacToTa HOBOpokAeHHBIX B Poccuu 1:9000). MB — 3T0o xpoHu4eckoe
MpPOrpeccupyroniee  MyJIbTHUCUCTEMHOE 3a0O0JieBaHUE, IMOpaXkarollee JbIXaTellbHbIE MYTH,
KEJIyI0YHO-KUIIEYHbI TPakT, MEeYeHb, MODKETYJOUHYIO JKEJIEe3y, CIIOHHBIE, IOTOBBIE KEJE3bl,
PENpPOAYKTUBHYIO cuUcTeMy. HegocTaTouyHOCTh MUTaHUS SBJISETCS OJHOW M3 OCHOBHBIX MPOOJIEM
nanueHToB ¢ MB, koTopas cnocoOCTBYeT YXYAUICHHIO KadyecTBa XH3HU W Ooisee OBICTpOMY
MPOrpeccupoBaHnio 3a0oneBaHusa.  JlokazaHa HEMOCPENCTBEHHAs CBSI3b MEXIY XOPOIIUM
HYTPUTHUBHBIM CTaTyCOM, yJay4lieHHeM (DYHKIUH JIETKUX U BDKHBaeMOCTH. [loaTOMy mammenTam ¢
MB ¢ MOMeHTa yCTaHOBKH JAMarHo3a He0OXO0JMMO MOBHIIIEHHOE oTpediieHue oenka Ha 50% - 100%
Y SHEPrHH 10 CPAaBHEHUIO C MX CBEPCTHUKAaMH. VICTOYHMKAaMu Oelika SIBIAIOTCS BCEM HM3BECTHBIC
MPOAYKTHI: MSCO, ITUIIA, pbl0a, MOPENPOAYKThI, MOJIOKO, KUCIIOMOJIOYHBIE IPOIYKThI, TBOPOT, CHIPHI,
giilia. B xadecTBe JOMOIHUTEILHOTO NCTOUYHUKA Oellka PeKOMEHIyeTCs MCIOJIb30BAHNE JIEUYEOHBIX
cMecel ISl SHTEPAIbHOTO U IOTIOJIHUTENIBHOTO MUTAaHUS C BBICOKHM COJIEpXKaHueM Oelka.

b — KTMHUKO-?PKOHOMHYECKOE€ 000CHOBAHHE BKIIFOUEHHUS HOBBIX MPOJYKTOB JI€U€OHOTO MTUTAHUS
B [IEPEYEHb CHEIMATU3UPOBAHHBIX POAYKTOB J€UEOHOr0 MUTAHUS JUIsl IETeH- HHBAIU/IOB C LENIBIO
SKOHOMMUHU OIOKETa IPOrPaMMBI.

Marepuaji W MeTOABI: NPOBElIeH aHanu3 3722 MAalMeHTOB ¢ MYyKOBHCIHI030M (manee — MB),
Haxojsmuecs B peructpe B 2020 rogy MEIMKO-T€HETUYECKOTO0 HAyYHOT O [IEHTpa UMEHH aKaJleMUuKa
H.I1. BoukoBa, KOTOpBII ONMyOJIMKOBaH B OTPBITOM JIOCTYIE Ha caiiTe OpraHu3aliy, B 3aBUCMOCTH
oT moJyia u Bo3pacTa. [IpoBefieH aHanNM3 KIMHUYECKUX PEKOMEHAALMH MO BOCIOJIHEHHIO Oenka y
JeTel ¢ JAMAarHo3oM MyKoOBUCIMI03. IlpoBeneH aHanu3 BIUSHMS Ha OIOKET IepedHs
CHEHATM3UPOBAHHBIX MPOAYKTOB JIEYEOHOTO MUTAHUS AJS JIeTell — MHBAJIUJOB MPH BKIIIOUEHUU
HOBBIX DHTEPAJIBHBIX CMECEH.

Pesyabrarsl. [IpencraBieH aHalin3 COOTHOUIEHHs] KOHIIEHTpAIMKM Oelka B MPOAYKTax JIe4eOHOIo
MUTaHUsS, KOTOPBIE BXOJAT B MIepeUeHb CIEIMATU3UPOBAHHBIX MPOIYKTOB JIEYEOHOTO MUTAHUS IS
nereil- nHBanuaoB. CpopmupoBaHa Mojenab namueHTa ¢ MB, xoTopomMy MokasaHbl MPOJYKTHI
JIe4eOHOT0 MUTAHUS C YYETOM YaCTOThI MPEIOCTABICHUS YCIYTH U YacTOThI IPUMEHEHUS COTJIACHO
peKoMeHAalusaIM 1Mo (OPMHPOBAHUIO 3aTpaT il KIMHMKO-CTaTUCTHUECKUX TPYMI MPOrpaMMBI
rocy/apCTBeHHBIX rapanTuil. [IpoBeneH aHanu3 BIUSHUSA Ha OIOPKET MPOTPaMMbl MPU BKIIOYCHUH
HOBBIX MPOAYKTOB JIEYeOHOTO TUTAHMUS.

BoiBoabl. CaMbiM KOHIIEHTPUPOBAHHBIM 110 O€NKY siBisieTcs: mpoaykT dpe3youn [Iporenn cyxas
cmech (Ppesennyc- Kabu, I'epmanust), koTopslii cogepxut 6,9 r 6enka Ha 100 mi1, TaHHBIH TPOAYKT
pacTBopsieTcs B JII000M MKUAKOU MITH MOJTYKUJKOH ele, KOTOPYIo MOTpeOseT NalueHT U He TpeOyer
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JIOTIOJIHUTEIbHON BOAHOM Harpy3ku. Bce ocranbHble NMPOIYKTHI JIEUEOHOIO IMUTAHUS, KOTOPbIE
BXOJIAT B MEPEUYCHb CIEIUAIU3UPOBAHHBIX MTPOIYKTOB JIEYEOHOTO MUTAHUS ISl A€Tel- HHBAJINUIOB,
HE TOJBKO MMEIOT MEHBIIYI0 KOHIleHTpanuto Oenka B 100 mur pactBopa, HO ¥ TpeOYIOT OOJIBIIIOTO
KOJIMYECTBA KUJKOCTH Ui yCBOeHUs 3Toro Oenka. /st neBouku minu manbuuka 10 et Heo6xoaumo
BBIIUTH OT 2 70 3 JINTPOB MPUTOTOBJIEHHON cMecu npoayktoB Hyrpuson, Ilentamen FOnuop nnun
mo00i 13 otedecTBeHHBIX MpoaykToB HYTPUDOH exenneBHO, 4TO BiieueT 3a cOOOH BOIPOC O
MPUBEPKEHHOCTH MAITUEHTOB U UX POAUTENEH K TAKOMY BOCIIOJIHEHHIO OellKa.

B macTosAmmii MOMEHT B MeEpeuyeHb CIEUHUaTU3UPOBAHHBIX MPOAYKTOB JIeYeOHOTO MUTAHUS IS
JeTeii- MHBAJIUI0B HE BKJIIOUEH CaMblil BBICOKOOENKOBBIH nmpoaykT dpe3youn [Iporenn, nmerommii
MPEUMYIIECTBA IO MPUBEPKEHHOCTH K IMOTPEOJICHUIO U OTCYTCTBHIO JIOMOJHUTENIbHON BOJHOU
Harpy3ku y naiuesToB ¢ MB B mo0o0ii Bo3pacTHO# rpyrre.

KiaroueBble cjioBa: MyKOBUCITHJIO3, JHTEPAITBHOE TUTAHNE, HYTPUTUBHAS ITOICPIKKA,
HYTPUTUBHAS HEJJOCTATOYHOCTh, HEIOCTATOYHOCTD OEJIKa, MPSMbIC METUIIMHCKHUE 3aTPAThI, aHAIN3
BJIUSIHUS HA OOKET

CLINICAL AND ECONOMIC JUSTIFICATION FOR THE INCLUSION OF NEW
ENTERAL MIXTURES IN THE LIST OF SPECIALIZED PRODUCTS

THERAPEUTIC NUTRITION FOR DISABLED CHILDREN DIAGNOSED WITH CYSTIC
FIBROSIS

I.P. Vitkovskaya, S. I. Abramov, O. V. Zelenova
Russian Research Institute of Health, Moscow

Cystic fibrosis (MV) is one of the most frequent monogenically inherited diseases among orphan
diseases (the frequency of newborns in Russia is 1:9000). MV is a chronic progressive multisystem
disease affecting the respiratory tract, gastrointestinal tract, liver, pancreas, salivary, sweat glands,
and reproductive system. Malnutrition is one of the main problems of patients with MB, which
contributes to a deterioration in the quality of life and a faster progression of the disease. A direct
relationship between good nutritional status, improved lung function and survival has been proven.
Therefore, patients with MB from the moment of diagnosis need an increased intake of protein by
50% - 100% and energy compared to their peers. Protein sources are well-known products: meat,
poultry, fish, seafood, milk, dairy products, cottage cheese, cheeses, eggs. As an additional source of
protein, it is recommended to use therapeutic mixtures for enteral and supplementary nutrition with
a high protein content.

The goal is a clinical and economic justification for the inclusion of new therapeutic nutrition
products in the list of specialized therapeutic nutrition products for disabled children in order to save
the program budget.

Material and methods: the analysis of 3722 patients with cystic fibrosis (hereinafter referred to as
MV) who are in the register in 2020 of the Academician N.P. Bochkov Medical and Genetic Research
Center, which is published in open access on the organization's website, depending on gender and
age, was carried out. The analysis of clinical recommendations on protein replenishment in children
diagnosed with cystic fibrosis was carried out. The analysis of the impact on the budget of the list of
specialized medical nutrition products for disabled children with the inclusion of new enteral mixtures
was carried out.
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Results. The analysis of the ratio of protein concentration in medical nutrition products, which are
included in the list of specialized medical nutrition products for disabled children, is presented. A
model of a patient with MB has been formed, who is shown medical nutrition products, taking into
account the frequency of service provision and frequency of use according to the recommendations
on cost formation for clinical and statistical groups of the state guarantee program. The analysis of
the impact on the budget of the program when new therapeutic nutrition products are included is
carried out.

Conclusions. The most concentrated protein is the product Frezubin Protein dry mix (Fresenius-
Kabi, Germany), which contains 6.9 g of protein per 100 ml, this product dissolves in any liquid or
semi-liquid food consumed by the patient and does not require additional water load. All other
medical nutrition products, which are included in the list of specialized medical nutrition products for
disabled children, not only have a lower protein concentration in 100 ml of solution, but also require
a large amount of liquid to assimilate this protein. For a 10-year-old girl or boy, it is necessary to
drink from 2 to 3 liters of the prepared mixture of Nutrizon, Peptamen Junior or any of the domestic
NUTRIEN products daily, which entails the question of the commitment of patients and their parents
to such protein replenishment.

At the moment, the list of specialized therapeutic nutrition products for disabled children does not
include the highest protein product, Frezubin Protein, which has advantages in adherence to
consumption and the absence of additional water load in patients with MV in any age group.

Keywords: Cystic fibrosis, enteral nutrition, nutritional support, nutritional deficiency, protein
deficiency, direct medical costs, budget impact analysis

AKTyajbHOCTh. MykoBuciuao3 (MB) sBrnsercs ogHMM H3 CaMBIX YacThIX MOHOTEHHO
HacleqyeMbIX 3a0olieBaHUi cpean opdaHHBIX Oosie3HEl (YacToTa HOBOPOXKACHHBIX B Poccum
1:9000). MB — 3T0 XpOHHYECKOE MPOrPECCUPYIOIIEE MYIbTUCUCTEMHOE 3a00JIEBaHKE, TOpaKAIOIIee
AbIXAaTCJIbHBIC ITYTH, )KCJ'I}U:[O‘-IHO-KHHIG‘IHLIﬁ TPAaKT, NCUYCHDb, MOMKCITYAOUYHYIO KCJIC3Yy, CIIOHHBLIC,
MIOTOBBIE JKEJIE3bl, PENPOIYKTUBHYIO cucTeMy [1-4].

MB cBsi3aH C HU3KUM HYTPUTHUBHBIM CTaTycOM KaK HampsMyl (9K30KpHUHHAas
HEJ0CTAaTOYHOCTh MMOJKEIY0YHOM KeNe3bl SBJsIeTCs NMPUYMHON MalibabcopOuuu xupa, Oenka,
HEAOCTATOYHOCTH HCE3aMCHUMBIX JXHUPHBIX KHCIIOT, XHUPOPACTBOPUMBIX BHTAMHWHOB H JOPYrux
BaXHBIX HYTPHUEHTOB), TaK U KOCBEHHO (BBICOKHME DHEPreTUYECKHE MOTPEOHOCTH, CBA3AHHBIE C
OJIBIIIIKOM, KalllJeM JOMOJHUTEIbHOW Harpy3KoW Ha ABIXaTeIbHYI0 MYCKYIaTypy, XPOHUYECKUUN
UH(EKIIMOHHO-BOCTIAMTENLHBIN mporiecc) [1,6-9].

HenocratrouHocTh muTaHUS SBISIETCS OJHOM W3 OCHOBHBIX MpoOyieM marueHToB ¢ MB,
KOTOpasi CIOCOOCTBYET YXYIIICHHIO KayecTBa XU3HU U Oosiee OBICTpOMY MPOTPECCUPOBAHHIO
3aboneBanus. Jloka3aHa HEMOCPEACTBEHHAS CBsI3b MEXKAY XOPOIIMM HYTPUTHUBHBIM CTaTyCOM,
yIIydiieHueM (QyHKITUH JIETKUX U BbDKHBaeMocTH. [loaTomy manuertam ¢ MB ¢ MOMEHTa yCTaHOBKH
JMarHo3a HeoOX0IMMO TOBEIIIEHHOE TToTpedeHne 6enmka Ha 50% - 100% u sHEepTruu 1Mo cpaBHEHUIO

¢ ux cBepctaukami [1,6,8-12]. [Tutanue TOIMKOIBHUKOB, IKOJLHUKOB U B3POCIBIX MaiiueHToB MB
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JOJDKHO OBITH PEryJsipHBIM (6 pa3 B JCHb Jake AJISl MIKOJIBHHUKOB, opmyna 3 + 3): 3 OCHOBHBIX
(3aBTpax, oben, y>KUH) U 3 JOMOJHUTEIBHBIX NIepeKyca (2-if 3aBTpak, MOJTHUK, HA HOYb).

CornacHo denepanbHbIM KIMHUYECKUM pekomeHnanusM «Kcuto3uwiii ¢pubOpo3 B3pocibie
/metn» 2021r-2023 r. BceM nanueHtam ¢ MB pekomenayeTcs yBeaTudeHue CyTOYHOTO MOTPEOJICHHS
kanopuii 10 120-150% no cpaBHEHMIO C HOPMaMH IO BO3pacTy, IPONOPLIUOHAIBLHOE YBEIMUEHUE
notpebnienus 6enka (20% ot cyrouHoro kanopaxka) u xkwupa (35-40% OT CyTouHOTO Kajopaxa, ¢
Y4eTOM MpaBWIbHO MOA0O0paHHON (pepMEHTHOW Tepamuu), a TaK ke HYKJAIOTCS B MOBBIIICHHOM
konuuectBe Oenka (Ha 50-100%) ero morepu 0O0YCIOBIEHBI MpoLEcCaMH MalbabcopOouuu u
SMU30JlaMU  KaTabojiu3Ma TMpPHU JIETOYHBIX OOOCTpeHusiX. [Ipu OTCyTCTBMM WM HeaaeKBaTHOM
(epMEHTHOH 3aMECTHTEILHOM TEPAITUU TTOTEPs OEIKa CO CTYJIOM MOXKET Jo0X0auTh 50%.

Hctounukamu Oenka SBJSIOTCS BCEM HW3BECTHBIE MPOAYKTBHI: MSCO, MTHUIA, pPbIOA,
MOPEMPOIYKTHI, MOJIOKO, KHUCIOMOJIOUHBIE MPOYKThI, TBOPOT, CHIpPHI, fAiina. Jletsam ctapuie 1 roma
PEKOMEHIyeTCsl BKJIIOYATh B PAIlMOH MUTAHUSI BEICOKOOEIKOBBIE IPOYKTHI HE pexe 3 pa3 B JCHD,
MOJIOKO U KHCJIOMOJIOYHBIE MPOoAyKThl He MeHee S00—800 mi1 B eHb. B kadecTBe AOMOTHUTEIHHOTO
UCTOYHUKA OeJKa PEKOMEHIYeTCs HCIOJIb30BaHUE JICUeOHBIX CMecel s HHTEPaIbHOrO H
JIOTIOJTHUTEIBHOTO MMUTAHUS C BHICOKHM COJIEp>KaHuEeM Oenka. BombIIMHCTBO JIeueOHBIX cMecel ams
SHEPAJIBHOTO TMHTAHUS BKIIOYECHBI B CHEIUAIU3UPOBAHHBIN TIEPEUCHb MPOAYKTOB JIEYEOHOTO
MUTAHUA ISl JETEW — MHBAJIUJIOB, KOTOPBIM MEpEeCMaTpUBAETCS €XKEeroHO. K BRICOKOKAIIOPUIHBIM
OTHOCSTCS cMecH, conepsxkantue 6onee 70 kxan/100 mu mast nereit go 12 mec., ot 100 1o 150 kxam —
st nereid 1-6 ner; ot 150 go 200 kkan — i1t 1erei crapiie 7 JIET U B3pOCIbIX.

Heab — KIMHUKO-KOHOMUYECKOE 000CHOBAHME BKJIIOUEHHUS HOBBIX MPOIYKTOB JIEUEOHOTO
MUTAHUS B TIEPEUEHD CTICIIHAIU3UPOBAHHBIX TTPOYKTOB JICUEOHOTO MUTAHUS JIJIS JIETEil - MHBAJUIOB
C LIETTBI0 SKOHOMUHU OIOKETa MPOTPaMMBbI.

Marepuan 1 MeTOBbI: IPOBEAECH aHanu3 3722 nalMeHToOB ¢ MyKOBHCIIMA030M (z1anee — MB),
Haxojsmuecs B peructpe B 2020 rogy MEIUKO-T€HETUYECKOT0 HAyYHOTO 1IEHTpa UMEHU aKaJIeMUKa
H.IT. BoukoBa, KOTOPHBII OMYOJIMKOBAH B OTPHITOM JIOCTYIIE HA CaliTe OpraHu3allii, B 3aBUCUMOCTH
oT moJia u Bo3pacTa. [IpoBefeH aHanMM3 KIMHUYECKUX PEKOMEHMAIMN MO BOCIONHEHUIO Oenka y
JIeTeii C JAuarHo3oM MYyKoBHCHMIO03. [IpoBeneH aHanu3 BIMSHHUS Ha OIOMKET MepedHs
CHEIUATU3UPOBAHHBIX MPOIYKTOB JICUSOHOTO MHUTAHUS I ACTeH — WHBAIUIOB MPU BKIIOYCHHUH
HOBBIX SHTEPAIBHBIX CMECEH.

Pe3yabTaTsl n 00cy:kaenune. B uccienoBanuu BriepBble MPUBOJUTCS aHAINW3 COOTHOLIECHUS

Ocnka Ha 100 M MMpOAYKTa BCCX CMCCGﬁ, BKIIIOYEHHBIX B NnepCUCHb, KaK MHOCTPAHHOI'0, TaK U
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POCCHUICKOrO IPOU3BOJCTBA, HA OCHOBE KJIMHHUYECKUX PEKOMEHJALMN IO BOCHOJHEHHUIO Oelka
nereii ¢ MB B 3aBucuMocTu oT moja u Bo3pacra. [lorpeGHocTu Oenka /Ui AEBOYEK U MabUUKOB
MpEeACTABICHBI B Ta0muIax 1-2.

Tab6umna 1

Pacuer notpebuocTH Oenka s neBouek ¢ 3 10 17 jeT B 3aBUCIMOCTH OT Beca U BO3pacTa

Bospacm Bec benox Kon-60
e/ke/cym benxa 6 cym
3 roga 14,85 2,5 37,12
4 roga 16,02 2,5 40,05
5 jger 18,48 2,5 46,20
6 Jer 21,34 2,5 53,35
7 ner 24,66 2,5 61,65
8 et 27,48 2,5 68,70
9 et 31,02 2,5 77,55
10 ner 34,32 2,5 85,80
11 ner 37,4 15 56,10
12 ner 44,05 1,5 66,07
13 ner 48,7 1,5 73,05
14 ner 51,32 15 76,98
15 ner 56,65 1,5 84,97
16 ner 58 1,5 87,00
17 ner 58,6 15 87,90

Kak BugHO u3 Tabnuuel 1, KoauuecTBo Oeska y AeTell MeHseTCs B 3aBUCUMOCTH OT BO3pacTa
u Beca. Pacuer morpeGHOCTM B Oenke y J€BOYEK C JMAarHO30M MYKOBHMCLHIO3, COTJIACHO
KIMHAYECKUM PEKOMEHAIUSAM, TO3BOJSIET TOBOPHTH O TOM, YTO B MEPUOJ BBICOKOTO pOCTa
NOTpeOHOCTh B CyTKM Oyner konedarbest oT 37 rpamm 0 85, 4yTO MO3BOJISIET MCHOJIb30BaTh Kak
JIONIOJTHEHHE K MUTAHUIO BBICOKOOENKOBbIe cMecH U cunuHru. C Bo3pacta 11 1o 17 ner notpedHoctn
B O6enke 1,5 rp Ha Kr Beca u Oynet kosnebarbes oT 56 rpaMMoB 87 B CyTKH K 17-1eTHEMY BO3pacTy.

B Tabnuie 2 mpeicTaBieHbl pe3yIbTaThl pacyeTa MOTpeOHOCTH B OETIKE Y MATBYMKOB € 3 110
17 ner, n3 KOTOpOH BUIHO, YTO B IMEPUOJ BBICOKOTO pocTa OyaeT TpedoBaThes oT 37 no 84 rpamm

6enxka B cyTkH, ¢ 11 1er go 17 notpedyercs ot 53 1o 101 rpamm Genka B CyTKH.

439



Hay4Ho-nmpakTHueckuil peleH3upyeMbIil )KypHaJI
"CoBpeMeHHBIE TPOOJIEMBI 3IPAaBOOXPAHEHUS U MEAUITMHCKOM cTaTucTuku" 2023 1., No 1
Scientific journal "Current problems of health care and medical statistics™ 2023 r., Ne 1
ISSN 2312-2935

Taoaunma 2
Pacuer motpebHOCTH Oeika /11 MaTbuUKOB € 3 10 17 JIeT B 3aBUCHUMOCTH OT Beca U BO3pacTa
Bec benox Korn-60
e/ke/cym benxa 6 cym

3roga 14,95 2,5 37,37
4 roga 17,14 2,5 42,85
5 ner 19,7 2,5 49,25
6 Jer 21,9 2,5 54,75
7 jaer 24,92 2,5 62,30
8 ser 27,86 2,5 69,65
9 jiet 30,6 2,5 76,50
10 ner 33,76 2,5 84,40
11 ner 35,44 15 53,16
12 ner 41,25 1,5 61,87
13 aer 45,85 15 68,77
14 ner 51,18 1,5 76,77
15 ner 56,5 1,5 84,75
16 sner 62,4 15 93,60
17 ner 67,35 1,5 101,02

B tabnumax mpencraBieHbl JaHHBIE O MPOAYKTax JIEYEOHOrO MUTAHUS, KOTOPbIE BXOJAT B
nepeyeHs Ui aered — nHBaiaua0B B 2022 roy: 0T€UECTBEHHOI'O MPOU3BO/ICTBA MPEACTABIECHO TPU
nmpoaykra B Buze cyxoi cMmecu i passenenus: HYTPUOH Cranmapr, HYTPUOH Cranpapt ¢
numeBbiMi BostokHamMu U HYTPUDH J[luaber (Mudampum (Poccust). 3apyOexHble HTPOAYKTHI
npencTaBieHsl AByMs npoaykramu: Hyrtpuson cyxas cmech (Hyrpunums, I'epmanus) u Ilentamen
KOnuop ¢ apomarom Banwmm (Hectie (IlBetinapus). Cyxas cmecy @pe3youn [Iporenn (Opesenunyc
Kabwu, 'epmanus) noka He BXOAMUT B IIepEUEHb.

Kak BuaHo u3 tabnui 3 u 4, caMbIM KOHIIEHTPUPOBAHHBIM MO OEJKY SIBISETCS MPOIYKT
komnanuu @pesennyc Kabu — @pe3youn [Iporenn cyxas cMech, KOTOPBIN coaepkuT 6,9 r 6enka Ha
100 My, maHHBIA MPOOYKT pacTBOpsieTCs B JIO0OM KHUAKOW WM TONYXKHUIKOH elle, KOTOPYIO

MOTpeOIseT MalMeHT U He TpeOyeT MOMOJHUTEIbHON BOAHONW HarPY3KH.
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Taoauua 3
CpaBHUTENbHAS XapaKTEPUCTHKA BRICOKOOETKOBBIX CyXUX MPOYKTOB JIEUEOHOTO MUTAHUS JIJIs

JAC€BOYECK C MYKOBHUCIIHI030M sapy6e>1<Horo IMpOU3BOJICTBA.

Dpe3youn Hympu3zon Ilenmamen FOnuop c
npomeux cyxas cmecs apomamom 8aHuIu
benox cym 003a benox cym 0o3a benox cym 003a
6,9/100 un | Genka 6 un | 4/100 un 56;2 ’;a © 1 28100m1 | 6w

Mephbie Mepnobie Mepnvie
Bospacm JLOHCKU JLOICKU JIOHCKU
3roaa 5,4 538 9,28 928 13,3 1326
4 rona 58 580 10,01 1001 14,3 1430
5 ner 6,7 670 11,55 1155 16,5 1650
6 Jer 7,7 773 13,34 1334 19,1 1905
7 et 8,9 893 15,41 1541 22,0 2202
8 aer 10,0 996 17,18 1718 24,5 2454
9 ger 11,2 1124 19,39 1939 21,7 2770
10 ger 12,4 1243 21,45 2145 30,6 3064
11 aer 8,1 813 14,03 1403 20,0 2004
12 ner 9,6 958 16,52 1652 23,6 2360
13 ner 10,6 1059 18,26 1826 26,1 2609
14 ner 11,2 1116 19,25 1925 27,5 2749
15 ner 12,3 1232 21,24 2124 30,3 3035
16 aer 12,6 1261 21,75 2175 31,1 3107
17 ner 12,7 1274 21,98 2198 31,4 3139

Bce ocranbHble MPOAYKTHI HE TOJBKO MMEIOT MEHBIIYI0 KOHIEHTpanuio Oenka B 100 mi
pacTBopa, HO U TPeOYIOT OOJIBIIOrO KOJUYECTBA KUIAKOCTHU NIl ycBOeHus 3Toro Oenka. Tak, ans
neBouku 10 et HeoOXOIUMO BBIMUTH OT 2 10 3 JIUTPOB MPHUTOTOBIEHHOW CMECH NPOAYKTOB
Hytpuson, [lentamen FOumop unu mo6oii u3 oredectBeHHbIX mpoayktoB HYTPUDH exennesHo,
YTO BJEUeT 3a COOOH BOMPOC O TNPHUBEPKEHHOCTH MALMEHTOB M MX POJMUTENEH K TaKoOMy

BOCIIOJIHEHHIO Oellka.
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Taoauna 4
CpaBHUTENIbHAS XapaKTEPUCTHKA BHICOKOOCITKOBBIX CyXUX MPOYKTOB JIEYEOHOTO MUTAHUS JUIS

JE€BOYCK C MYKOBUCIHIO030M pOCCHﬁCKOFO IIpOU3BOJCTBA.

HYTPUDH
HYTPAIH Cmanoapm c HYTPUDH Jluabem
Cmanoapm
nuue8bIMU 80I0KHAMU

Genox cym 003a Genox cym 003a benox cym 003a

42/100 oenka 6 mi 432/100 oenka e mn | 4,22/100 mn | benxa 6 mu
Bospacm M M

Mepnvie Mepnwvie Mepnwvie

JLOJCKU JIOJHCKU JIOJICKU

3 roga 9,28 928 8,6 863 8,8 884
4 rona 10,01 1001 9,3 931 9,5 954
5 ner 11,55 1155 10,7 1074 11,0 1100
6 et 13,34 1334 12,4 1241 12,7 1270
7 ner 15,41 1541 14,3 1434 14,7 1468
8 ser 17,18 1718 16,0 1598 16,4 1636
9 et 19,39 1939 18,0 1803 18,5 1846
10 Jer 21,45 2145 20,0 1995 20,4 2043
11 Jer 14,03 1403 13,0 1305 13,4 1336
12 ner 16,52 1652 15,4 1537 15,7 1573
13 ner 18,26 1826 17,0 1699 17,4 1739
14 ner 19,25 1925 17,9 1790 18,3 1833
15 Jer 21,24 2124 19,8 1976 20,2 2023
16 Jer 21,75 2175 20,2 2023 20,7 2071
17 ner 21,98 2198 20,4 2044 20,9 2093

B Tabnuuax 5 u 6 mpeacTaBieHbl CpaBHUTEIbHBIE XapaKTEPUCTUKU MPOIYKTOB JI€4eOHOTO
MUTaHUSI OTEYECTBEHHOT'O U 3apy0eXHOro MPOU3BO/ICTBA, KOTOPHIE BXOAAT B IIEPEUEHb IS JeTeH —
MHBaJIN0B (3a uckimoueHnem @pe3youn [Iporenn, npoussoacto koMmnanuu @pesenunyc Kabu) s

MAaJIbYMKOB B 3aBUCUMOCTHU OT BE€Ca 1 BO3pacTa.
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Taoauua 5

CpaBHI/ITeJIBHaSI XapaKTCPUCTHUKA BBICOKOOEIIKOBBIX CyXuX IMpoOAyKTOB J1Ie4eOHOI0 MUTAHUS JJIA

MaJIbYUKOB C MYKOBUCIITHAO30M 3apy6e>KHoro IMPpOU3BOJICTBA.

Hympuszon Ilenmamen FOnuop c
Dpe3ybun npomeun cyxas cmecob apomamom 8aHuau
cym
Bospacm 6?3710 g 0 CZZZSZT benok 003a benox cym 003a
4/100 mn oenxka e | 2,8/100 mn 8 Ml
M M
ML
Mepnwvie Mepnwvie Mepnwvie
JIOJHCKU JIOJHCKU JIOJHCKU
3 rona 5,4 542 9,34 934 13,3 1335
4 rona 6,2 621 10,71 1071 15,3 1530
5 ner 7,1 714 12,31 1231 17,6 1759
6 ner 7,9 793 13,69 1369 19,6 1955
7 net 9,0 903 15,58 1558 22,3 2225
8 ner 10,1 1009 17,41 1741 24,9 2488
9 ner 11,1 1109 19,13 1913 27,3 2732
10 et 12,2 1223 21,10 2110 30,1 3014
11 ner 1,7 770 13,29 1329 19,0 1899
12 ner 9,0 897 15,47 1547 22,1 2210
13 ner 10,0 997 17,19 1719 24,6 2456
14 ner 11,1 1113 19,19 1919 27,4 2742
15 ner 12,3 1228 21,19 2119 30,3 3027
16 ner 13,6 1357 23,40 2340 33,4 3343
17 net 14,6 1464 25,26 2526 36,1 3608

Ananuz MMPEACTABJIICHHBIX JAHHBIX IMOKAa3aJl TCHACHIUIO, XapAKTCPHYIO U I AC€BOYCK (CM.

tab. 3-4), Tak B 10- nerHeM Bo3pacTe, B NepuUoi OBICTPOro pocTa, MOTpeOyeTcss MOTUBHUPOBATH

pebenka Ha morpebieHne or | 70 2 JUTPOB CMECH €KEAHEBHO, UYTO He MoTpedyercsi IpH

npuMeHeHnH cyxoit cmecu @pe3youn IlporenH, T.K. OH MOXKET OBITH J100aBJIEH B JIIO0YIO KHUIKYIO

WIN TOJTYKUIKYIO ey peOeHKa 1 He TpedyeT A0NOTHUTEeIbHOI BOJIHONH HATPY3KH.
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Taoauna 6

CpaBHI/ITeJIBHaSI XapaKTCPUCTHUKA BBICOKOOEIIKOBBIX CyXuX IMpoOAyKTOB J1Ie4eOHOI0 MUTAHUS JJIA

MaJIbYNKOB C MYKOBHCIIUI030M pOCCHﬁCKOFO IIpOU3BOJICTBA.

HYTPUDH HYTPUDH Cmanoapm c
Cmanoapm nuUUe8bIMU BONOKHAMU HYTPUDH Jluabem
Bospacm benox ng;:;g: benox cym 003a benok C;ZZZT:
4/100 mn 4/100 mn oenka 6 mi 4,2/100 mn
ML ML
Mepnvie Mepnvie Mepnvie
JIOJCKU JIOJICKU JIOJCKU
3 rona 9,34 934 8,7 869 8,9 890
4 rona 10,71 1071 10,0 997 10,2 1020
5 ner 12,31 1231 11,5 1145 11,7 1173
6 net 13,69 1369 12,7 1273 13,0 1304
7 net 15,58 1558 14,5 1449 14,8 1483
8 ner 17,41 1741 16,2 1620 16,6 1658
9 ner 19,13 1913 17,8 1779 18,2 1821
10 ner 21,10 2110 19,6 1963 20,1 2010
11 ner 13,29 1329 12,4 1236 12,7 1266
12 ner 15,47 1547 14,4 1439 14,7 1473
13 ner 17,19 1719 16,0 1599 16,4 1638
14 ner 19,19 1919 17,9 1785 18,3 1828
15 ner 21,19 2119 19,7 1971 20,2 2018
16 ner 23,40 2340 21,8 2177 22,3 2229
17 ner 25,26 2526 23,5 2349 24,1 2405

BoiBoabl. B pe3ynbTare npeacTaBieHHOTO BbIIIE aHAIM3a HOTPEOHOCTH B O€IKaxX NalieHTOB

¢ MB B 3aBHCHUMOCTH OT IIOJa H BO3pacTa, HaMHU IPOBCACH pacyeT CpGI[HCKprOBOﬁ J03bl U

CTOUMOCTH JIA OTACIIbHBIX MPOAYKTOB J1Ie4eOHOTr0 IMUTAHUS. HpOBe,Z[eHHLIe PacCUCThI IMO3BOJINIIA

chopMHUPOBATH MOJIETTH MMAIIMEHTA ¥ TPOBECTH aHATN3 BIIMSIHUS Ha OF0KET MTPOrpaMMBbl 00ecTieueHUs

JeTe- MHBAIMIOB C TUAarHO30M MYKOBHCITU03, PE€3YyIbTaThl KOTOPOTO MPEICTaBIECHbI B TabIuUIIE 7.
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Taoauua 7
AHanu3 BIUSHYS Ha OFO/PKET IPUMEHEHUS IPOAYKTOB JICUCOHOTO TUTAHMSI, BXOISAIIUX B IIEPEUCHb

CIICHHUAIM3UPOBAHHBIX ITPOAYKTOB IMUTaHUA IJIA I[eTefI — MHBAJIMAO0B U (DPCSY6I/IH IIPOTCHUH.

OumepanvHoe numanue
(Hympu3zon cyxas cmecs,

Haumenosanue suda neuebnozo Jnmepaionoe HYTPUIH Cmanoapm,
)
numanue (Ope3youn HYTPUDH Cmanoapm ¢
numanus
Ilpomeun) nULesbIMU 80TOKHAMU,

HYTPUDH Jluabem, [lenmamen
FOnuop ¢ apomamom eanunu)

YcpennenHasi 4acTora

1 1
Npea0oCcTaABIEHHSA
Eaunuibl u3MepeHus MJI Mn
Cpennecyrounas n03a (CCH) 800 1374
CpeanekypcoBasn no3a (CKJ) 219 000 py6 501 510 py6
Lena 3a 1 exuHUIly U3MepeHUsI 70,4 74,2

3aTpaThbl Ha MPOAYKTHI
Jie4eOHOro muTanus Ha 1
nanueHTa B roj 154 176 py6 372 120,42 py6

3aTpaTbl Ha NPOAYKTHI
Je4eOHOro MUTaHus HA
NOIMYJIAMIO NAIUEHTOB B I'0JI

(N =3722) 573 843 072 py6 1 385 032 203 py6
811 189 131,24
JKoHOMHUSA OIOIKETa
pyo
KoanuecTBO J0NOJIHUTEILHO
NPOJICYCHHBIX NALHCHTOB 5261
OxoHomus o0romaxkera % 58,57

[IpsiMbie 3aTpaThl Ha MPOAYKTHI JIEYEOHOTO MUTAHUSA, KOTOpPHIE BKJIIOYEHBI HAa TEKYIIUH
MOMEHT B IT€peUeHb CIEIUATM3UPOBAHHBIX MTPOAYKTOB ITUTAHUS IS IETEH - HHBAJINIOB COCTABIISIOT
372 120 pyOneii B roj, Ha MOMYJISALMIO NAlMeHTOB ¢ MB, KOTOpbIe npecTaBiIeHbl B GeiepaibHOM
perucTpe manueHToB HeoOXoauMmsblid Oropker coctaBuT 1 385 032 py6ineit. Ilpu ucnonb30BaHUM
poayKTa JieueOHoro nutanusi @pe3yOrH MpOTEeWH, KOTOPBIH HE BXOIUT B INEPEUYCHb, KypCOBas
CTOMMOCTH cocTaBiisieT 154 176 pyOneit B ro, a 010/pKeT 3aKynok coctaBut 573 843 072 pyOueid,
4TO 1M03BOJIUT cOKOHOMUTH 811 189 131 pybneit nnu 58% Orokera U MPOJIEUYUTH JTOTIOIHUTENHHO

5 261 mauueHTa.
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Takum o6pa3zom, HarboJiee KIMHUKO-IPKOHOMUYECKH 000CHOBAHHBIM MIPOAYKTOM JICUEOHOTO
IIUTaHUS, KOTOPBII MOXET 3KOHOMMTH OIO/DKET Ha 3aKyIKy MPOAYKTOB CIELHMAIU3UPOBAHHOIO
NUTAHUA Ui JeTel - MHBaIuI0B siBisgercss Ope3yOuH nporeuH. B HacTosAmMI MOMEHT B IIepevyeHb
CHELUAIIM3UPOBAHHBIX MPOAYKTOB JIe4YEOHOTr0 MUTAHUS AJIs JeTel- NHBAINIOB HE BKJIIOUEH CaMbli
BBICOKOOENKOBBIN NponykT @pe3youn IlporenH, nMeromuil npenMyIiecTBa Mo NpUBEPKEHHOCTH K
NOTPeOJICHUI0 U OTCYTCTBHIO JIOTIOJIHUTENILHOW BOJHOW HAarpy3k y mauueHToB ¢ MB B mo06oit

BO3PAacTHOM TpyTIIIE.
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