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CuHapom manbabcopobuumn ppyKTo3bl
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Manbabcopbumsa PpyKTO3bl OTHOCUTCHA K PacrnpoCTPaHEHHbIM COCTOSIHUSIM B OETCKOM BO3pacTe, YacTo MpOTeKawlmMm nog
Mackol (hyHKLMOHaIbHbIX 3a60MeBaHNN XenyaoyYHO-KMLLEYHOro TpakTta. Lienb o63opa — npeacTaButb COBPEMEHHbIE CBefe-
HVWS1, KacaloLmecs KpUTepmes ANarHoCTUKK, STUOMOrMK, NaToreHesa, SNAEMUONOrUK, KIIMHWKU U NeYeHns CMHapoma Manbao-
copbuum cbpykTo3bl y AeTen. 3a nepuog 1990-2019 rr. npoBegeH novck ¢ nomolLbto 6a3 PubMed, Google Scholar u kntoyeBbix
cnos: fructose malabsorption, children, functional gastrointestinal diseases in children, oto6para gns aHanusa 41 ctatbsa (0630-
pbl 1 pe3ynbTaThl KNMMHUYECKUX nccneposaHuii). B o63ope nprvBeaeHbl onpeaenenve, knaccudmkaums cuHgpoMa manbabcop6-
LMK (OPYyKTO3bl, AMMAEMNONOrMHECKUE AaHHble, NaToreHeTUHeckne 0CO6EHHOCTM B 3aBUCUMOCTU OT CPOKOB €CTECTBEHHOMO
CO3pEeBaHWs TPAHCNOPTEPOB, YHaCTBYIOLLMX B a6copbummn chpyKTo3bl. MNprBeaeHb! KMMHUYECKNe CUMMTOMbI, peKOMeHAauMn no
o6cnefoBaHunio, onvparoLLMecs Ha CornalleHne 3KCnepToB, YTO KonM4ecTBo OpyKTo3bl 50 r 1 6onee y B3pOCsbIX Uin 2 I/Kr y
JeTen npeBbilaeT a6COPOLMOHHYIO CMOCOBHOCTL KULLIEYHUKA K YCBOEHMIO (hPYKTO3bI Y 300PpOBbIX L. Josa <25 r ans B3poc-
nbix vnn <1 r/Kr pnsa getev NnpeacTaBnseTca onTMManbHOM Ans ynoTpebneHns Ans 300poBbIX AL, U AN AUAarHOCTUKN CUHOPO-
mMa Manbabcopbumm dpykTo3bl. K OCHOBHBIM MeToAaMm NeveHns OTHOCUTCA MPUMEHEHNE OrpaHNYUTENBHOW ANETbl, NPUBOAS-
Len K ynydweHuio camodyscTeus B 60-90% cny4aeB. OcBefoOMMEHHOCTb O AaHHOW naTonoruu, Metogax AMarHOCTUKM Y
AneToTepanum noBbICUT 3PPEKTUBHOCTb ANArHOCTUHECKOrO MOMCKa Y AETeW 1 ynyHLUIUT pe3ynbTaTbl eHeHns.

KnroueBble criosa: ¢pykTo3a, manbabcopbumsi (hpyKTo3bl, AETU, (PYHKLUMNOHAIIbHbIE 3a6051eBaHNS Xesly[04YHO-KMLLIEYHOro
TpakTa y petvevi
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Fructose malabsorption is a common paediatric condition, often occurring under the mask of functional gastrointestinal disorders.
The review was aimed at presenting current data about the diagnostic criteria, etiology, pathogenesis, epidemiology, clinical signs
and treatments of fructose malabsorption in children. The search was carried out for the period 1990-2019 using the databases
PubMed, Google Scholar and the key words: fructose malabsorption, children, functional gastrointestinal diseases in children, 41
articles were selected for analysis (reviews and results of clinical studies). The review offers a definition, a classification of fructose
malabsorption syndrome, epidemiological data, pathogenetic specificity depending on the terms of natural maturation of
transporters via which fructose is absorbed. Clinical symptoms, recommendations for examination based on the expert consensus
that the amount of fructose 50 g and more in adults or 2 g/kg in children exceeds the capacity of the intestines to absorb fructose
in healthy individuals. A dose of <25 g for adults or <1 g/kg for children is regarded as an optimal intake for healthy individuals
and for diagnosing fructose malabsorption. The main methods of treatment include a restrictive diet, resulting in improvement of
wellbeing in 60-90% of cases. The awareness of this pathology, diagnostic methods and diet therapy will enhance the efficacy of
diagnostic search in children and improve the outcomes of treatment.

[Ans KoppecnoHaeHUUu:

For correspondence:

XaBkuH AHaTonuin nbuy, JOKTOP MEAULIMHCKUX HayK, Mpodheccop, rnasHbIv Anatoly |. Khavkin, MD, PhD, DSc, professor, chief researcher
Hay4HbI COTPYAHMK OTAENa racTpoaHTeponorun Hay4Ho-uccnenosartenbCkoro of the department of gastroenterology, Yu.E.Veltishchev Research
KIIMHWUYECKOro MHCTUTYTa neguatpum um. akagemuka t0.E.Benstuiesa and Clinical Institute of Paediatrics, Pirogov Russian National Research

Poccuiickoro HauMoHanbHOro uccnefoBaTenbCkoro MeAULIMHCKOrO YHMBEpeuTeTa Medical University

mm. H.W.Muporosa

Appec: 125412, Mocksa, yn. Tangomckas, 2 Address: 2 Taldomskaya str., Moscow, 125412, Russian Federation
TenedooH: (495) 483-4192 Phone: (495) 483-4192
E-mail: gastropedclin@gmail.com E-mail: gastropedclin@gmail.com

ORCID: https://orcid.org/0
Cratbs noctynuna 07.10.

© M3patenbctBo «[duHacTus»

000-0001-7308-7280 ORCID: https://orcid.org/0000-0001-7308-7280
2020 r., npuHaTa K nevatn 30.04.2021 r. The article was received 07.10.2020, accepted for publication 30.04.2021

, 2021

Ten./thakc: +7 (495) 660-6004, e-mail: red @ phdynasty.ru, www.phdynasty.ru

2



L)

M.M.T'ypoBa, A.N.XaBkuH / Bonpockl getckon guetonoruum, 2021, Tom 19, Ne2, c. 23-32

M.M.Gurova, A.l.Khavkin / Pediatric Nutrition, 2021, volume 19, No 2, p. 23-32

Key words: fructose, fructose malabsorption, children, functional gastrointestinal diseases in children

For citation: Gurova M.M., Khavkin A.l. Fructose malabsorption syndrome. Vopr. det. dietol. (Pediatric Nutrition). 2021; 19(2): 23-32. (In Russian).

DOI: 10.20953/1727-5784-2021-2-23-32

enbio 0630pa fBUIOCL OMMCaHWE KPUTEPUEB ANArHoCTu-
u KW, 3TMOMOrnW, natoreHesa, 3aNMAEMUONONUN, KITUHUKN U
neyvyeHuns cuHapoma mManbabcopobumm pyKTo3bl y AeTen.

MpoeeneH nouck 3a nepuog 1990-2019 rr. ¢ nomoLko 6a3
PubMed, Google Scholar n knto4eBbix cnos fructose malabsorp-
tion, children, functional gastrointestinal diseases in children,
oTo6paHa ana aHanuaa 41 cratbs (0630pbl M pesynbTaTbl Ku-
HUYEeCKMX NCCnefoBaHun).

PacnpoctpaHeHHOCTb HENEPEHOCMMOCTH OTAESIbHbIX KOMMO-
HeHTOB nNuwu gocturaet 20% B obLLer nonynsumMmM 1 npeacras-
NAeT akTyasibHyl0 Npo6remy B neavaTpuyeckon npaktuke [1].
Cpeon HeMMMyHHbIX (POpM MWLLEBOW HenepeHOCMMOCTHU
(adverse food reactions) HenepeHOCMMOCTb YrNeBOOOB BbIABMA-
eTca Hambonee 4acTo, YTO CBSI3aHO C MOCTOSHHLIM POCTOM WX
noTpebneHus Bo BCem mupe. Tak, No AaHHbIM HaLMOHaNbHOro
onpoca B CLUA BbISIBNEHO, YTO 3a MOCNeAHNE HECKONbKO Oecs-
TMNEeTUA noTpebneHne oTAeNlbHbIX YrNeBofoB, B OCHOBHOM B
Buae [o6aBNeHHbIX caxapos, yBennuunock 0o 900% [2].

Knaccudurkauns HenepeHoCMMOCTI YrNeBOAOB NpeacTaBse-
Ha Ha pwuc. 1.

K Hamb6onee n3y4eHHbIM hopmam HENEPEHOCUMOCTM YrNeBo-
[OB OTHOCUTCH NakTadHas HegocTaToyHoCTb. OfQHAaKo y naumen-
TOB C raCTPOUHTECTMHANbHLIMW CUMNTOMaMW Hapsigy C Hepo-
CTaTO4HOCTLIO nakTasbl (B 51% cny4yaes) BbiiBNSETCS HapyLUe-
Hue abcopbumm Apyrux caxapos: PyKTo3bl — B 60% cryvaes,
HapyLueHve abcopbuum o6oux yrneBonoB (PpyKTo3bl U NaKTO-
3bl) — B 33% cny4aes [3, 4], 4TO 06YCNOBNMBAET aKTyanbHOCTb
npo6nembl Manbabcopbumm PPyKTO3bl B 4ETCKOM BO3pPAacTe.

DpyKTO3a ABMAETCA LUMPOKO PaCNpPOCTPaHEHHbIM MpUpoa-
HbIM MOHOCAxapuaoM, CO[AEPXUTCA MNPEUMYLLEeCTBEHHO BO
dpyKTax, B Mefe 1 LIoKonage M B HeOOMbLLIOM KOMYecTse B
osowiax [1]. B nuwe copepxutcs B BUAE MOHocaxapuaa pyk-
TO3bl, B COCTaBe aucaxapuga — caxaposbl (B-ppykrtosa u
0-TNI0K03a) U B BUAE PPyKTaHOB — NONMMEPOB OPYKTO3bI (KaX-
bas Mmonekyna gpyktaHa COCTOMT U3 MHOXecTBa monekyn B-D-
PPYKTO3bI M OQHOM MoneKysbl o-D-rnoko3sbl) [5, 6] (puc. 2).

®pykTO3a ABNAETCS CaMblM Cnagkmm ua caxapos — B 1,5
pasa cnaiye caxapo3sbl 1 B 3 pasa cnatue rfokKo3bl, YTO Nocny-
XXU0 NPUYMHON aKTUBHOMO €€ NCMOSIb30BaHNsA B NMULLIEBON NPo-
MbILLSIEHHOCTU B Ka4decTBe [eLueBOoro, 1erkofoCcTyrnHOro nog-
crnacTuTens Af1a rasvpoBaHHbIX HaMUTKOB, KOHAET M (hpyKTO-
BbIX COKOB [7].

®pykTO3a B kayecTBe MoHonpoaykta u B coctase FODMAPs
(dbepmeHTMpYyeMble onurocaxapubl, Avcaxapvabl, MOHocaxa-
pvabl U NONMOSNbI) ABMAETCA 3TUONMOMMHYECKMM (PakToOpoM pas-
BUTUA HEMMMYHHOW HenepeHOCUMOCTW Yr1eBOAOB, BbI3BAHHOM
0eheKTOM TPAHCMOPTHBIX CUCTEM, — CMHAPOMA ManbabcopoLmm

dpyKTOo3bI (PUC. 1).

Onpepgenexne

CuHgpom mManbabcopbumm PyKTO3bl — CUMNTOMOKOMISIEKC,
06YCMNOBMNEHHbIN HapyLLEeHNEM BCacbiBaHNSi PPYKTO3bl B TOHKOM
KULLKE BCNEACTBME €€ N3BbITOYHOIrO NOCTYMNNEHNS C NMULLEBLIMU
NPOAYKTaMuU W/WMNN CHUXEHUS aKTUBHOCTWU TpPaHCMOpPTEPOB
(hPYKTO3bI, MPOABNSAIOLLMIACA B3AYyTUEM, GONAMM B XUBOTE WU
avapeen.

| HeneperocumocTs yrnesogos / Carbohydrate intolerance |

leHeT4ecKn 06ycnoBneHHas /
Genetically conditioned

| PaHHwuit pebtot / Early onset | | MoaaHuin pnebtot / Late onset |
| | Bapocnblit
BpoxpeHHas vn
caxaposo- Maba6cop6Lst BpoXaeHHbIi ”e(b””"”?
13omansTasHas rMIOKO30- Aecovumt EZKI;“?"'
HEOCTATOYHOCTS / ranaxkToas! / nakTass / A ”/ type
Congenital Glucose- Congenital ypolactasia
sucrase- galactose lactase
isomaltase malabsorption deficiency
defficiency

Puc. 1. Knaccudmkaumsa HenepeHocumocTu yrnesopos [1].

HereHeTuyeckon atvnonorum /
Nongenetic etiology

Manba6copbuus | | HenepenocumocTs | | HenepeHocumocTs | | HenepeHocuMocTb
hpyKTO3bI / cop6utona / Tperanosbl / FODMAPs /
Fructose Sorbitol Trehalose FODMAP

malabsorption intolerance intolerance intolerance

FODMAPS — akpoH1M, 0603Ha4aoLLmin hepMeHTUpyeMble onurocaxapuibl, ucaxapuabl, MOHOCaxapuabl U NOMNONbI.

Fig. 1. Classification of carbohydrate intolerance [1].

FODMAPs — an acronym for fermentable oligosaccharides, disaccharides, monosaccharides and polyols.
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CuHpgpoM Manbabcopbunn pyKTo3bl

Fructose malabsorption syndrome

CHuOH
H 0 H
o OH H
o+
5 OH
HIO B. ®pykTo3a B cocTase
a avcaxapuaa — caxaposb /
_|_x, HI Fructose in a disaccharide —
sucrose
aH OH
¥ HI
[ T 1 “"-_-"
. a n g A
HDH o o B. Monumep dpykTo3bl
I HG (dpykTaH — uHynmH) /

Fructose polymer (
OH OH  fructan — inulin)

Puc. 2. Xumnyeckoe ctpoeHune ppykTo3bl:

Fig. 2. Chemical structure of fructose:

A. Xumnyeckas cpopmyna MoHocaxapuga cpyktosel / Chemical formula
of fructose monosaccharide; b. ®pykTo3a B CTPYKType gucaxapvpa —
caxaposbl / Fructose in the structure of a disaccharide — sucrose;
B. MNonumep dpykTo3bl — dpykTaH — MHYNuH / Polymer of fructose —
fructan — inulin [5, 6].

MepBoe onucaHve cuHApoMa Manbabcopbunn QpPyKTOo3bl
6b110 gaHo Andersson 1 Nygren B 1978 r. ABTOpbI COO6LLMAU O
4 nauueHTax C XPOHWYECKOW auapeen 1 npucTynoobpasHsiMu
60n59MK1 B XNBOTE, KOTOPbIE 6bINN U3NEYeHbI C MOMOLLLIO ANETHI
C nckno4veHnem pykTo3sl [8].

Anugemuonorus

dnugemMunonorna To4HO He u3BecTHa. Ha ocHoBaHMWM MHoOro-
YUCMEHHBIX UCCMEeAoBaHWI ObIIO NOKa3aHo, YTO YacToTa BbisB-
neHua cuHgpoma mManbabcopbumm OpyKTo3bl 3aBUCUT OT BO3-
pacTta naumeHToB (puc. 3) n nmeeT [0303aBUCMMbIN IDEEKT.

CornacHo umeroLmMea faHHbIM, Haubornee 4acTto CMHOPOM
Mansabcopbumn OpPyKTO3bl BbIABMAETCA y Aeten mnapgwe 10
neT (MakcumarnbHO 4acTo B Bo3pacTe 2—4 NEeT), YTO BeposATHee
BCEro CBA3aHO C BO3pacT-3aBUCMMOWN, 3BOSIIOLMOHHO 06YCOB-
neHHow perynaumen skcnpeccun GLUTS (0CHOBHOro TpaHcmnop-
Tepa, obecneumnBaroLlero abcopbumo ppykTosbl). bbino noka-
3aHO, 4YTO nocne BBefdeHWs (PpykTo3bl B Konu4yecTse 1 r/Kr

100

80~

60 [~

40 [~

2

10-15 net/
10-15 years

6-10 net/
6-10 years

1-5 net/
1-5 years

o 1ropa/
Upto 1 year

Puc. 3. YacToTa BcTpeyaeMocTy cuHapoma Manbabcopbuum ¢pyk-
TO3bl B 3aBUCMMOCTHU OT Bo3pacTa [5].

Fig. 3. Age-specific incidence of fructose malabsorption syndrome
[5].
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Jetam B Bo3pacTte 1-3 neT NonoXuUTENbHbIN OblXaTesbHbIA BO-
JOpOoAHbLIA TecT 6bin nonyyeH B 69,5% cny4vaes, Torga Kak y
peTert 4—6 net npu aHanorM4Hon Harpyske pyKTo30M — TONbKO
B 26,8% cny4aes [9]. B nocnepytowem npu o6cnegosaHmim 1093
JeTeri 1 B3pocnbix Obina nokasaHa cnefylollas Bo3pacTHas
AMHaMmka aécopbumm dpykTosbl: 4o 10 neT cnoco6HOCTb K Mo-
rMOLLIEHNIO (PPYKTO3bI YBENMYMBANach; B fallbHENLLEM, B BO3-
pacTHoM npomexyTke oT 10 fo 79 neT, CNOCOBHOCTb K NOrmoLLe-
HUIO PPYKTO3bl HE nameHsanacs [10]. MNpu cpaBHeHUN BO3pacT-
HbIX OCOOEHHOCTEN BbISBMEHNS HENEPEHOCMMOCTU NaKTO3bl OT-
Me4aeTcs obpaTHas KapTuHa: MakcuMaribHas akTMBHOCTb Jlak-
Tasbl XapakTepHa [ANA paHHero Bo3pacTta, C NocrenyoLmm
CHWKEHMEM aKTUBHOCTM nocne 4-5 net. Tak, no pesynsratam
uccrnenoBaHua negvaTpuyeckon nonynaumm B OuHNSHOUM w
Comanu, akTMBHOCTb J1aKTa3bl CHUXanacb B OCHOBHOM B BO3-
pacte ot 5 go 10 net [11].

Mpepnonaraetcs, 4YTO GbICTPOE CHWXKEHWE 4ucna OeTen C
ManbabcopbLumen PPyKTO3bl K LLKONBHOMY BO3PacTy OTpaxaet
HOpMarnbHOe TeyeHue npouecca CO3PeBaHUsA TPaHCMOPTHbIX
CUCTEM, y4acTByOLLMX B abcopbunn pykTosbl. OgHako B cny-
Yyae W3BLITOYHOro ynoTpebrieHMs NPOAYKTOB, coAepXallmx
PPYKTO3Y, HE3PENbIE TPAHCMOPTHBIE CUCTEMBI HE CNPAaBNAIOTCA
C NOBbILLEHHOW Harpy3kon [12, 13].

B TO e Bpemsi HeNb3s1 UCKIMIOYUTb BO3MOXHOE 3NUreHeTnye-
CKOE' BMUSHWE 3K30- U 3HAOMEHHbIX (PakTOpPOB, MOCKOMbKY CUH-
OpOoM ManbabcopbLumn hpyKTO3bl HAMGONEE YacTo BbIABNSAETCA Y
peten ¢ yHKUMOHANBbHBIMW PACCTPONCTBAMU KENyQO4HO-
kuweyHoro TpakTa (PP XKKT). Mo gaHHbIM Lozinsky A.C. et al.
(2013), cuHgpom Manbabcopbuun PYKTO3bl BbIABAANCA Y
neten, HabnaaBLUNXCA C AMarHO30M CUHAPOMA pasapakKeHHo-
ro kuwe4Huka (CPK), B 16,3% 1 y getelt ¢ pyHKUMOHANbHBIM
abgoMuHanbHbIM 60MeBbIM cnHgpoMoM — B 9,3% [12]. B uccne-
noeaHum Choi et al. (2003) 661110 NokazaHo, 4To Npu o6cregoBa-
HUM 187 naumeHToB C xanobamun Ha 60nun B XnBoTe B 73% cny-
YaeB 6bINO BbIABMAEHO HapylUueHne abécopbumm pyKkTo3bl (Mo
OaHHbIM BOOOPOAHOrO ApixatenbHoro tecta) [14]. B Tom xe umc-
cnepoBaHnn 6bi1 NPOAEMOHCTPUPOBAH [0303aBUCUMMBINA  3h-
(heKT HapyLLeHUsi BcacbiBaHUS OpyKTO3bl: NpY NPOBEAEHUMN Obl-
XaTenbHOro Tecta C pacTBOPOM (PPYKTO3bl PA3NIUYHOM KOHLUEH-
Tpauumn 66110 NoKasaHo, YTo Npu npuMmeHeHnn 10%-ro pacteopa
OPYKTO3bl MONOXMTENbHBIA pe3dynbraT BbiaBnancs y 39% (u3
101 naumeHTa), npyn npumeHeHun 20%-ro n 33%-ro pacrteopa
KONMMYECTBO MNaLMEHTOB C MONOXMTENbHbIMK pe3ynbraTtaMmu
TecTa yBenu4yunocs Ao 70 n 80% cooTeBeTcTBEHHO (P < 0,01) [14].

laToreHes

Mpu cuHpgpome Manbabcopbumm PPyKTO3bl OTMEHAETCH CHU-
>XXEHNEe CMOCOGHOCTU TOHKOM KULLIKU K MOMOLLEHUIO OPYKTO3bI,
YTO CBSI3aHO C ABYMSI OCHOBHbIMW MPUYMHaMMK: 1) CHUKEHHbIM
YMCNOM TPAHCMOPTEPOB (B CWUY HE3PENnoCTW CAM3UCTON 060-
JIOHYKM KULLEYHMKA, MOAMMDULMPYIOLLETO BAUSHUS 3NUreHeTnYe-
CKUX BO3OENCTBUN, UM HANM4Us BOCNanUTeNbHbIX U atpodunye-
CKUX U3MEHEHWU B CNU3UCTOMN 060M04KE), 2) N36bITOYHLIM MO-
CTynneHnemMm pykTo3bl C NULLEN, BCNEACTBUE HEro BO3HUKAET
neperpyska TpaHCMOPTHbIX CUCTEM W MOBLILLAETCA KOHLUEHTpa-
Lums pyKTO3bl B NpocBeTe KULWKK [15—17].

OcHOBHbIe TpaHCNopTepPbI, y4aCTBYOLLME B TPaHCMopTe OpyK-
T03bl — GLUT-5 n GLUT-2 — oTHOCATCA K CEMENCTBY HaTpUi3aBu-
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[anakTo3a /
Galactose

[anakTosa /
Galactose

®pykTo3a /
Fructose

Na / OpykTo3a /
Fructose

w
=
=
-
&

e
5. B /
Puc. 4. MexaHu3m pa3BuTUS CUHAPOMa Manbabcop6uumn PpyKTO3bl
B pe3ynbTaTe [,0303aBMCUMON neperpys3ku TpaHcnoptepa GLUTS.
Fig. 4. The mechanism of developing fructose malabsorption
syndrome due to dose-dependent overload of the GLUT5 transporter.
A — HopmanbHas abcopbumsa moHocaxapoB / normal absorption of
monosugars;, B — HapylueHne BcacbiBaHWs (OPYKTO3bl B pe3ynsrare
[0303aBUCMMON Neperpy3ku TpaHcnoptepa / impaired fructose
absorption due to dose-dependent overload of the transporter.

SGLT1 — HaTpuii3aBUCMMBIA TpaHcnopTep rnoko3bl, GLUT2 ocyuiecT-
BNAET TPaHCNOPT HOKO3bl, ranakTto3bl 1 CbpyKTOSbI N3 3HTEepouunToB B
NpPocBeT KPOBEHOCHbIX cocyaoB, GLUTS aBnseTca 0CHOBHbLIM TpaHCMop-
TepoM — NePeHOCHNKOM PPYKTO3bI.

SGLT1 — sodium-dependent glucose transporter, GLUT2 transports
glucose, galactose and fructose from enterocytes into vascular-lumens,
GLUTS is the main fructose transporter.

CMMbIX TpaHcnopTepoB rmioko3bl SGLT1 (puc. 4), obecnevnsatoTt
naccmBHoe nepemeLleHme ppykToabl. TpaHcnoptep GLUT-5 pac-
MOJSIOXEH B anuKanbHON MeMbpaHe 3HTepoLMTOB 1 NpeacTaenser
CO6O0W IMIOKO30HE3aBNCUMBIA TPAHCNOPTEP C OTHOCUTENBHO HN3-
KO CKOPOCTbIO MOrSIOLLEHNS OPYyKTO3bl, YTO OMNpepenseT [o30-
3aBMCUMBIV 3pekT ee TpaHcnopTa. GLUT-2 aBnseTcs rnoko3o-
3aBMCUMbIM KOTPaHCMoOpTEPOM (PpyKTO3bl, pacnonaraetcs Ha
6asonareparnsHo MembpaHe, NoMMMO (PPYKTO3bI, y4acTBYyeT B
TpaHCcnopTe MMKo3bl U ranakTo3el [1, 3, 17, 18].

UccneposaHue aktnBHocTn GLUTS npoBOoamMnock Ha XMBOT-
HOM mogenu (Mbiwn). Y XMBOTHBIX, NuieHHbIX GLUTS, nokasa-
HO CHWXXEeHWe NornoLLeHnst PyKTo3bl B TOLLEN KMLLKE N CHUXKe-
HVe ypoBHSA (PPYKTO3bI B Mna3Me KpoBM MO CPaBHEHUIO CO 3[0-
POBbIMW XWMBOTHbIMW. TeM He MeHee KMWLUEYHbIA TpaHCnopT
PPYKTO3bl B OrpaHNYEHHOM KONMYECTBE COXPaHASCS, YTO yKa-
3blBAaE€T Ha MPUCYTCTBME APYrnX MEepeHOCYNKOB (PYKTO3bI
(GLUT2) B knwwe4Huke. NocnegytoLlee KOPMAEHUE MbILLIEV NPO-
JyKTtamu, cogepxXalmmmn He meHee 60% ppyKTO3bl, B TeHeHne
14 gHel NpvBENO K YBenn4YeHuo y Hux akcnpeccun GLUTS [19].
Bonpoc 0 BnusHWM 60oraton (PpyKTO30M NULLM HA YBENUYEHUE
akcnpeccun GLUTS y yenoseka HyxgaeTcs B U3y4eHUN.

Koaupytowaa obnacte TpaHcnoptepa GLUTS ananusnposa-
nack € UCnonb3oBaHMeM MeToda OOHOLIeNo4Ye4HOro KoHdopma-
uuoHHoro nonumopduama (SSCP) y 8 geten ¢ nogTBEep>KAeH-
HbIM OMarHo30M cuHApoMa manbabcopbumm pykTo3bl (oua-
rHO3 MOATBEPXAANM Ha OCHOBaHWW [AblXaTenbHOro TecTa),
6 300poBbIX geTen (rpynna KoHTpons) n 13 30opoBbIX poauTe-
nen naumentos [20]. He 66110 BbiIsBNEHO nonumopduama rexa,
kogupytowero GLUTS, KoTopbi 6b1 KOPPenupoBan ¢ HapyLLEeHN-
eM BcacbiBaHusA pykTo3bl. MyTauum GLUT2 cBf3aHbl ¢ pas-
BUTUEM cuHgpoma daHkoHU-Bukkens, ayTOCOMHO-
peLeccrBHOIrO HacneACTBEHHOro 3ab0sieBaHns, XxapakTepuayto-

LLIerocsl HaKoMMeHMEM FMNKOreHa B NMeYEHN U Noykax, ANCQyHK-
LMeln NoYeYHbIX KaHanbLEB M HEMEPEHOCUMOCTbLIO MOKO3bl/ra-
nakTo3bl. OgHako npu 3ToM 3abos1IeBaHUN He BbISI0 3aperncTpu-
poOBaHO HapyLLeHWs BcacbiBaHMsA OpykTo3bl [21, 22].

fvnote3sa o ToM, 4TO KuMwe4dHaa askcnpeccuss GLUTS wnum
GLUT2 moxeT 6bITb CHVXeHa npu mansabcopbumnm pyKTo3bl,
6bina nposepeHa Wilder-Smith et al. y 11 B3pocnbix ¢ HapyLue-
HMEM BcCacblBaHUs (PPYKTO3bl (MONOXUTENbHbIN AbIXaTeSbHbIN
TecT), rpynna KoHTpons — 355 3goposbix nogen. CogepxxaHune
MPHK n akcnpeccust 6enkos GLUTS 1 GLUT2 6b11m oguHaKoBbI-
MU B 06eunx rpynnax [22]. Takum o6pas3om, Hanu4me reHetTmye-
CKWUX UKW 3MNUreHeTUHECKNX BapmaLnii B KULLIEYHbIX TpaHcnopTe-
pax dpykTo3bl (GLUT5, GLUT2) HyxpaeTcs B ganbHeWLleM
YTOUYHEHUN.

Bo3spacTHble ocobeHHocTM TpaHcnopTepa GLUT5 npepcTas-
NeHbl B Tab6N. 1.

HapylweHne BcacbiBaHUsi (ppyKTO3bl MOXET BbISBMAATLCA Y
3[0POBbLIX NtoJei, He3aBUCUMO OT BO3pacTa, Npu ynoTpebneHum
NpoayKToB, codepxaLlmx PPyKTo3y B KONMHECTBE, MPEBOCXOAA-
LeM dyHKUMOHanNbHble BO3MOXHOCTU TpaHcrnoptepa GLUTS.
Manba6copbuma PpyKTO3bl MOXET pa3BMBaTbCA BTOPUYHO, Ha
hOHE MOpaXXeHUSA CANIUCTON 0OOSIOHKM TOHKOW KULLKK, Hampu-
Mep MNpu Lenmakuu, rmucTHO-napasnTapHbIX MHBa3USX U annep-
rmyeckunx sabonesaHusx [9, 23, 24].

lpynnamu pucka no passBuTuio cuHapoma mMansabcopéumm
(PPYKTO3bI ABASIOTCS:

e netn go 7—10 ner,

* nyua, nmMetowme 3aboneBaHns, CONPOBOXAAIOLLNECA BOC-
nanuTenbHbIMU UMK aTPOUYECKUMUN USMEHEHUSIMU CITN3U-
CTOM 06O0MOYKM TOHKOM KWULWKKU (Uennakusi, rnCTHO-
napasvTapHble MHBa3uW, annepruyeckoe BocnaneHve).

Ha ckopocTb abcopbuun pyKTo3bl BAUSET COOTHOLLEHME
(PPYKTO3bI M IMHOKO3bI B MPUHATONM MULLE, HO KOHKPETHLIA Mexa-
HW3M, OTBETCTBEHHbIN 32 3TOT NPOLIECC, eLle NPeacToUT BbISiC-
HUTb [9]. MNpegnonaraeTcs, 4TO B 9TOM Cry4ae TpaHcrnopTep
GLUT2 MOXeT [OomnofiHUTENbHO BCTPauBaTbCA B anuKasnbHYH
MeM6paHy, YTO 3HA4YUTENLHO yBENMYMBAET abcopbumo PPYKTO-
3bl [18, 25, 26]. Kpome Toro, opyktosa ¢ Apyrumu pacTBOPEH-
HbIMM BeELLIECTBaMM MOXET MOCTynaTb napauesusIonsapHO npu
OTKPbLITUW MMIOTHLIX COEeANHEHWIA, BbI3BAHHOM OOHOBPEMEHHbLIM
nocTynneHneM rnokosbl [18]. Hanuume 3Tux rnokoso-onocpe-
JOBaHHbIX MexaHu3MoB abcopbummn OpyKTo3bl O6BACHSAET, MO-
4YeMy Npw ynoTpebneHnn NpoayKToB, B KOTOPbIX KOHLIEHTpauums
(PPYKTO3bI NPEBLILLAET KOHLIEHTPALUMIO MOKO3bl, Y HEKOTOPbIX
Nofen MOXeT pasBuTLCA Manbabcopbumsa dpykTossl [9, 27, 28].

Ta6nuua 1. CpaBHUTENbHasA 0oco6eHHOCTU TpaHcnopTepa GLUTS y
AeTel 1 B3poChbIX
Table 1. Comparison of the specificity of the GLUT5 transporter in
children and adults

etw / Children

Huskas akcnpeccus B cnnancToi
060104Ke, yBENM4MBAatOLLASACA C
BO3pacToM (MakcumansHo K 7-10
rogam) / Low expression in mucosa,
increasing with age (being maximal by
7-10 years).

Huakas, fo3o3aBncKMan ckopocTb
TpaHcnopTa (pykTo3bl / Low, dose-
dependent velocity of fructose transport

Bapocnble / Adults

Hu3kas, §o303aBucrMasi CKopoCTb
TpaHcnopTa pykTo3bl. CUMNTOMBI
MOryT NOSBUTLCSA NPY YNOTPEGEHNM
tpykTo3bl >25 1 / Low, dose-
dependent velocity of fructose
transport. Symptoms might appear at
fructose intake >25 g
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CuHgpoM manbabcopbunm ppykTo3bl

Fructose malabsorption syndrome

|VFJ'|6BO,ElbI | Carbohydrates

MoHocaxapugb! /
Monosaccharides

®pykrosa / Fructose
Inioko3a / Glucose
lanakTtosa / Galactose

T

IOucaxapupbl / Disaccharides

NakTo3a / Lactose
Tperanosa / Trehalose

o o~

depmeHTaLmMs KULLEYHBIMW BakTepUsMM /
Fermentation by intestinal bacteria

1 ocmoTM4ecKkoro aaBsnexus /
1 osmotic pressure > 3apepxka xupakoctn / Water

retention

> [loBbILLIEHHOE ra3006pa3oBaHune (BOJOPOL,
YrekucnbIV ras, MeTaH) / Excessive gas  —
accumulation (hydrogen, carbon dioxide,

Meteopuam. Bagytve xueota /
Meteorism. Flatulence

Dwapes / Diarrhoea

methane)
> [Mpopaykuwmsa KLPKK (M3meHeHre MOTOPUKY 1

A680MMHaNbHbI 6ONEBO CUHAPOM /
Abdominal pain syndrome

BUCLiEpPanbHON rMNepHyBCTBUTENBHOCTY) Yepes

peuentopbl KLDKK / Production of SCFAs

KLKK — kopoTkoLueno4eyHble

(change of motility and visceral hypersensitivity) L p BHeKl{"—'—'e‘*Hble CUMMTOMbI / >XXUPHbIE KMCIOTbI.
through SCFA receptors Extraintestinal symptoms SCFAs — short-chain fatty acids.

Puc. 5. O6me MexaHM3Mbl MaTtoreHe3a HeNepeHOCUMOCTH YreBoA0B HereHeTuyeckom atnonorum [1, 17].
Fig. 5. General mechanisms of the pathogenesis of carbohydrate intolerance of nongenetic etiology [1, 17].

Mpu HapyweHnn abcopbumn OpyKTO3bl BCNEACTBUE BbiLLe-
nepeYncrieHHbIX MeXaHM3MOB NMPOUCXOAMUT MOBbILLIEHWE OCMOTU-
YeCKOro AaBfieHUsi B TOHKOW KULLIKE C MOCIeayoLLMM NPUTOKOM
XXNOKOCTU N pasBMTMEM OCMOTUYECKOW Amapen. 3a cyeT dep-
MeHTauun HeabcopbupyembIxX YrnesofoB MUKPOQIOPOW Tos-
CTOM KULLKW OTMe4YaeTcs MoBbILLEHHOE ra3oo06pa3oBaHne, CUH-
OPOM M36bITOYHOrO 6akTepuasibHOro pocta (puc. 5).

HeraTneHOe BNvsiHWE Ha BcacbiBaHWe OPYKTO3bl MOXET OKa-
3blBaTb OJHOBPEMEHHLIN NpvemM copbutona. Takxe ycunvsaet
nposiBNeHna cnHagpoma Manbabcopbumm ppyKTo3bl Npuem npo-
OYKTOB, COAEpXaLLMX NOnunonbl, KOTOpble B npoLecce MeTabo-
nM3mMa MoryT npespaLlaTtbes Bo pyKTody, 6moknpys GLUT-5 un
BbI3blBasl XapaKTepHble KIIMHNYECKNe CUMMNTOMbI [29].

KnuHnyeckune nposisreHus

Y nNaumeHToB C HapyLLEeHMeM BcacbiBaHUA PYKTO3bl ynoTpe-
6neHune n3bbiTka PPYKTO3bl, 0COBEHHO B I6/IO4HOM U MPYLLIEBOM
COKax, MOXET BbI3BaTb AMapeto, MeETEOPU3M, B3AyTHE XUBOTA U
60nb B xuBoTe [1, 13, 24]. Y peTten ¢ yxe nMerLmmMmncs ractpo-
WHTECTMHaNbHbIMK Xanobamun npMem NPOoAyKTOB, COAEPXaLLMX
MOBbLILLEHHOE KONMMYECTBO (PPYKTO3bl ((PPYyKTbl, COKM) MOXET
NPUBOANTL K YXYALUEHUIO KNMMHUYECKMX nposiBnenun [30, 31].

KnvHuyeckas kapTuHa xXapakTepusyeTcs KOMOuHaumen cum-
NTOMOB, CPEAN KOTOPbIX MOXHO BblAENUTb TUMUYHbIE KIIMHUYE-
CKME NPOSIBIEHMS U PEOKO BCTPEYAOLLMECH CUMMTOMbI (Tabn. 2).

Mo paHHBIM nccnegoBaHui, K HaMbonee YacTbiM CUMMITOMaM
oTHOCATCA: MeTeopuam (83%), abgomuHanbHas 6onb (80%),
B3dyTMe xmeota (78%), oTpbixka (70%) W HapylieHue cTyna
(65%) [14, 32]. Bonu B XMBOTE NSIOXO JIOKANMU30OBaHbI, HOCAT
pacnpoCTPaHEHHbIW XxapakTep My OLLYLLAIOTCA B OKOMOMYMoY-
HOW 06r1acTu, CO4eTalTCsA CO B3OYyTUEM XMBOTA, METEOPN3MOM
M MOFyT COMpPOBOXAaTbCsA Anapeen.
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B0o3MOXHO nosiBNeHVe BHEKMULLEYHbIX CUMMTOMOB: FOMOBHbIE
601, FONOBOKPYXeHMWs. Halle BHEKULLIEYHbIE CUMMTOMbI Xapak-
TEPHbI ANs BPOXAEHHbIX hepMeHTonatum [1].

CuHapom manbabecopbumnn ¢hpyKTo3bl

u peynausupyroyne 60511 B XXUBOTE

Gijsbers et al. nposenu pBowHoe cnenoe nnauye6o-
KOHTPONMPYeMOEe MUCCreaoBaHNe No OLEHKE HacTOTbl BbISBIEHNS
cvHgpomMa Manbabcopbumm hpyKTo3bl Y AETEN C PeLnanMBUpPYIO-
wen 6onbio B xmBoTe. O6cnenosaH 121 pebeHOK, NoONOXUTENb-
HbI ObiXaTeslbHbI TECT BbiABMNEH B 65% cnyyaeB (Harpyska
pykTOo30# 2 r/Kr, makcmaneHo 50 r). Nocnenytollee HasHaqe-
HWE OrpaHN4YUTENbHOM AMETbI C MOHMXKEHHBIM COAEpXaHueMm
PPYKTO3bI YMEHBLLMIO CUMMTOMBI Y 2/3 naumeHToB. [Nocne ynyy-
LIeHns caMOo4yBCTBMS OEeTAM MOBTOPHO HasHavanachb pykrosa.
Mpv npoBeaeHn NPOBOKALMOHHON NPO6bI CUMNTOMbI MOABUIUCH
y 41% petein. VccnepoBaTenu He UCKNIOYAIOT, YTO Ha3HavYaemas
0032 PpyKTO3bl ObiNa CANLLKOM GOMbLLOM U MOrna crnpoBoLMpo-
BaTb CUMNTOMbI, HE3aBMCMMO OT HaNM4usa manbaécopbuun. B 1o
Xe BpeMs Ha WHOMBUAOYyamnbHYIO TOMEPaHTHOCTb K (hpykTO3e
MOryT OKa3blBaTb BNWUSHWE Takne hakTopbl, Kak COCTaB MUKPO-
61OTbI KNLLEYHMKA, BPEMS TPaH3WUTa 1 COCTaB paumoHa [27].

Tabnuua 2. KnuHu4Yeckne nposiBNeHMsi CUHAPOMa Manbabcop6-
ummn cppykTosbi [10, 32]

Table 2. Clinical signs of fructose malabsorption syndrome [10,
32]

TUNUYHbIE CUMNTOMBI / Pepko BbiSBNSOLLMECH CUMMNTOMBI /
Typical symptoms Rare symptoms
Bonw B xuBote / Abdominal pain TowHota / Nausea

Bapytvie xwBota / Abdominal bloating ~ Psota / Vomiting
[Dvapes / Diarrhoea
Meteopuawm / Meteorism

2
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CuHapom manbabecopbynmn ¢ppyKTo3bl U CUHAPOM

pa3fapaxceHHoOro KyLLeYHnKa

Bbicokoe noTtpebrieHne pPyKTO3bl MOXET BbI3BaTb CUMMTO-
Mbl 3a6onesaHus y naumeHtos ¢ CPK. MNpu gose 25 r dpykTo3bl
22% (20/90) naumerToB ¢ CPK nokasanu nonoxuTtesibHbIA BO-
OOpOoAOHbIA OpIXxaTenbHbln TecT. Cpean aTnx naumeHtoB y 35%
6bIT1 a6AoOMMHANbHBIE CUMMATOMbI BO BPEMS NPOBEAEHUs TecTa
[33]. Ana nauneHTos ¢ CPK notpe6neHne pyKTO3bl OrpaHnym-
BaeTcs B pamkax guetbl ¢ Hu3kum FODMAP [31].

HAwnarHoctuka

1. TwartenbHasa oueHKa OUETUYECKOro aHamMHe3a — ans Bbl-
SIBNIEHNS1 B3aMMOCBA3WN MOABIEHUSs CUMMTOMOB C YNOTPe6IeHu-
€M NpoayKToB, 6oratbiX PPYKTO30M. XOTH, N0 MHeHuio Ebert et
al. (2016), aHaMHe3 MOXeT OTCYyTCTBOBaTb, TaK Kak NauueHThbl
(ocobeHHO 6onee cTapLuero Bo3pacrta) MHCTUHKTMBHO u3berarT
ynoTpebneHus NpogyKToB, KOTOPblE MOIYT CNPOBOLMPOBATH MO-
ABMEHNE CMMMTOMOB [34].

2. MNposegeHve ob6cnegoBaHUs Nepeor NUHUKN: O6LLMIA aHa-
M3 KPOBMW, MOYM, KOMporpamma, o6cnefoBaHne Ha reslbMUHTbI
n npoctenumne, Y3W neyveHun, XenyHoro ny3bips, NOLXKeny[oH-
HOMW Xeresabl, NoYeK, OpraHoB Masnoro Tasa.

3. OCHOBHbIM METOAOM AMAarHOCTUKM ABNAETCH OblXaTerbHbIN
BoopoaHbI TecT [35]. B Bbigbixaemom Bo3dyxe nocne npyema
CTaH#apTU3NpoBaHHOM A03bl PPYKTO3bI (0,5 r/Kr, MakcMmanbHO
25 r) onpepenseTca KoHUeHTpauma H.. OuarHo3 nogreepxgaeT-
€ Npu yBenuMyeHnn yposHs sogopoda (H.) B BblgbixaeMOM BO3-
gyxe >20 ppm w/wnv npu noBblweHnM ypoBHSA MeTaHa (CH.)
>10 ppm no cpaBHeHUIO ¢ 6a3anbHbIM YPOBHEM (B psige nccne-
JOBaHWIA pekoMeHZyeTcs TecTupoBaTtb NauMeHTOB ABa pasa) u
BO3MOXHO€ BO3HWKHOBEHME guckomdopTa B XMBOTE Mocne
yrnoTpe6eHns TeCToBoM A03bl. HyBCTBUTENBHOCTb U cneumduy-
HocTb TecTa — oT 80 no 90% [36]. OgHako, N0 MHEHMIO Opyrux
aBTOPOB, OTpULUATENbHBIN pe3ynbTarT AbIXaTenbHOro TecTta He
MCKIOYaeT MOMOXUTESIbHOrO OTBETa Ha orpaHuyeHne pyKTo-
3bl B gueTte [35].

Mpy NpoBegeHMM ObixaTeslbHOro Tecta MPOJEMOHCTPUPOBaH
[0303aBUCUMbIN A(PAEKT YyCBOEHNS (PPYKTO3bI. Tak, nocrne npu-
ema 50 r dpyKTo3bl 58% 13 102 cy6LEKTOB NPOAEMOHCTPUPOBA-
NN HapyLleHre ee abcopbumm C NOBbLILLEHNEM YPOBHSA BOAopoaa
B BbigbIxaeMom Bo3gyxe >20 ppm u B 25% cny4aes nauueHThbl
NPeabABANM Xanobbl Ha NosiBNIieHNe 60er B XMBOTE NpuU Npo-
BEeAEHVMN fbIxaTeflbHoro tecta. 21 4enoBek C MONOXMTESIbHbIM
AbixaTenbHbIM TeCTOM nocne npuema 50 r ppyKTO3bl MOBTOPUIM
npouenypy ¢ 25 r ppykTo3bl. [pn yMEHbLUEHUN HArpy3ku TONbKO
B 11% cny4aeB BbISIBIEHO HapyLueHWe abcopbuum OpyKTO3bl.
Kpome T0ro, ua 11% naumeHToB, y KOTOPbIX ObIN ab6aoMMHasb-
Hble CMMMTOMbI, TONIbKO Y OAHOr0 YesioBeka 6bin BbISIBIIEH NOBbI-
LLIEHHBIA YPOBEHb BOAOPOAA B BbiabIXxaeMoM Bo3ayxe [37].

B nccnemoBaHum ¢ npuMmeHeHveM (ppykTo3bl B J03€ 2 r/Kr
mMaccel Tena (MakcumanbHo 50 r) y 31 pebeHka B 71% cnyvaes
BbISIBNIEH MONOXMWTENbHBIN ObIXaTenbHbI TecT, B 13% cnyyaes
oTMevanuch Xanobdbl Ha 60nn B XmnBoTe [38]. B cBsA3M ¢ 3TUM
COBETOM 3KCNEepTOB 6bINIO MPUHATO COrfaLleHne, YTOo Konuye-
CcTBO (ppykTO3bl 50 I 1 6Gonee y B3pOCHbIX Unn 2 r/Kr y aeTten
npeBbILLalT abCoPOLMOHHY0 CNOCOOHOCTh KULLIEYHMKA K YCBOE-
HUIO PPYKTO3bI Yy 3A0pOBbIX NnL. [o3a <25 I Ansa B3pocnbIX um
<1 r/kr ana getev npeacTaBngaeTcs OoNTMMAanbHOW Ansa ynotpe-

611eHns Ans 300POBbIX UL U AN AMAarHOCTMKU CMHApPOMa Ma-
nbabcopbumm HpyKTO3bI.

AnchchepeHumanbHas gnarHocTuka
CwvHgpom Manbabcopbumm ppykTo3bl Heobxoanmo audde-
peHuMpoBaTh:

* C HEMEPEHOCUMOCTbLIO APYrMX YrNeBOAOB: NaKTO3bl, COPOU-
Tona, Tperano3bl [1, 18];

® C 3H3UMONATMAMM, BbI3BAHHLIMU OEPULNTOM (DEPMEHTOB,
y4yacTBylOLLMX B MeTabonname ¢pyKTo3bl, necvunt
(PPYKTOKUHA3bI (MauMonaTn4eckas WM 3ScceHumanbHas
PpyKTO3YpUKsa) 1 Aehmumnt anbponassl (HacneacTBeHHas He-
nepeHocMMocCTb (hpyKTo3bl) [23, 39].

JleyeHune

OCHOBHbIM NeYeHMEM ABNSAETCA OrpaHNyUTENbHAN aneTta — pe-
KOMeHAYeTCs CHU3UTb KONMYECTBO YNOTpebnsemMon ppykTo3bl 40
10 r/geHb 1 MeHee. KonnyectBo opyKTO3bl, KOTOPOE MOXHO Yro-
TPebnATb 6€3 NoABNEHN CUMATOMOB HEAOCTATOYHOCTU, U3y4anmu
Ha 15 3gopoBbix gobposonbuax. Mcnons3osanu [o3el 25 rn 50 r
PPYKTO3bI (CpepHne Konuyectsa (ppykTo3bl, ynoTpebdnsemMbie B
CLA) ¢ nocnenyowymM npoBedeHMEM [ObIXaTeSlbHOro BOLOPOS-
Horo TecTa. [Mpu yBenuyeHun [o3bl PPyKTo3bl Bbile 25 I Noso-
XUTENbHBIV ObIXaTeSbHbIN TECT BbIBINEH Y 53%, NpY yBENNYEHUN
0o3bl Bbie 50 r — y 75%, ¢ yBenMyeHnem Konm4ectsa CUMMTO-
MOB co cTopoHbl XKKT 1o Mepe yBenuyeHuns fosbl opykTosbl [40].
Bbino nokasaHo, 4To HpyKTO3a B 0OLIMHO NOTPEGAAEMbIX KONU-
YecTBax MOXET MPUBECTU K NETKUM XeNyOAo4HO-KULLIEYHbIM Ha-
pyLLUeHVsIM Y 300POBbIX Ntogen. TpebyeTca AOoNonNHUTENbHOE UC-
cnegoBaHue ansa oueHkn peakumn XXKT Ha KOMOMHaLMIO YrneBo-
J0B hpyKTO3a—T/1l0KO3a (KaK B KYKYPY3HOM CMpPOME C BbICOKUM
coepxaHnem pykTo3bl) U PPYKTO3Y, NOCTYNAOLLYIO C MULLER,
Kak y 300pOBbIX ftofen, Tak n 'y nogen ¢ ®P XKKT.

MpoaykTbl, cogepxalime n3bbITOYHOE KONNYECTBO (PPYKTO-
3bl, M anbTepHaTUBHbIE BapuaHTbl NpefcTaBneHsbl B Tadn. 3 [39].

Kpome TOro, Heo6xogumo WHMOPMUPOBaTL MAUMEHTOB O
BaXXHOCTU cHanaHCUPOBaHHOIO NOTPebieHUs POPYKTO3bI U IH0-
ko3bl. [MpumMepoM NpoayKToB cO cbanaHCMpPOBaHHbIM coaepxa-
HWEM TTII0KO3bl U (PPYKTO3bl ABNAIOTCA 6aHaHbl, rperndpyTbl.
[MprmMepom NpoayKToB ¢ nNpeobnafgaHnem OpyKTo3bl HA rOKO-
301 SABNAIOTCA A6N0KN — cofepxaHue pykTo3bl B cpegHem
7 r/a6noKo, cogep>xaHue rnoKosbl — 2,3 r/a6M0K0 (COOTHOLLEHWE
3:1). B nccnegosanum (1984) 66110 NokasaHo, YTO y AeTen OT-
MeYancs MNOMOXWTENbHBIA OblXaTemNbHbI TECT C BOAOPOOOM
nocne BeegeHuns 2 r/kr (makcumym 50 r) ppykTO3bl, HO NoCne
npuema ppyKTO3bl BMECTE C IKBUMOJSAPHLIM KOIMYECTBOM [T1t0-
KO3bl UM ranakTo3bl TECT 6bIN oTpUuaTesbHbiM [38]. STOT agh-
hekT 6611 noaTeepXaeH Rumessen et al. y 10 30opoBbIX B3pOC-
neix [41]. BeposiTHee Bcero, 3TO CBA3aHO C BO3MOXHOCTbIO
naccusHon abcopbLmmn OpyKTO3bl N3-3a CTUMYINIMPOBAHHOM Mio-
KO30M abcopbumu Boabl. ApyruMm 06bACHEHNEM SBMASETCH HaNW-
yne rMoKO303aBUCUMON CUCTEMBbI KOTpaHcrnopta (pPyKTO3bI
[41]. MpepcTaBneHsl AaHHble, YTO MOAOGHLIA 6NAroNPUATHLIN
appekT MOXeT ObITb ONocpeoBaH He TOMbKO MHOKO30M, HO U
amMuHokucnoTamu (Hanpumep, anaHmHom) [42]. Kpome Toro, no-
TpebrneHne KCUno3onsomepasbl B Ka4ecTBe MULLIEBON [06aBKM
MOBbILLAET KOHBEPCUIO (PPYKTO3bI B IMIOKO3Y M YMEHbLLIAET CUM-
NTOMbI MansaécopbLuumn ppyKTossb! [43].
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Fructose malabsorption syndrome

ppyKTO3bI

OrpaHuuuTs / Foods to limit

AraBa / Agave

F6noku / Apples

A6pukocsl / Apricots

Kokoc 1 kokocosoe monoko / Coconut and
coconut milk

Jnuam / Litchi

Manais / Papaya

lpywa / Pear

Matro / Mango

CyxodpykTbl / Dried fruit

YepelwuHs / Sweet cherries

[blHs / Melon

MyckatHas abiHs / Nutmeg melon
KaHtanyna (tanckas gpinsi) / Cantaloupe
(Thai melon)

AnenbcuHbl/MaHgapunbl / Oranges/
tangerines

DpyKTOBbIE COKW/TOMATHBIN COK / Fruit
juices/tomato juice

AHaHaCbl KOHCEPBUPOBAHHbIE MNN CYLLIEHbIE
/ Canned or dried pineapples

Kapawmbona (3Be3pgHbiii nnog) / Carambola
(starfruit)

TomatHas nacta unu coyc / Tomato paste
or sauce

lMpunpasel (coyc ans 6apbekto, keT4yn,
KMCNO-CNapKuiA Coyc, CMBOBBIA COYC,
yatHu u 1.n.) / Condiments (barbecue
sauce, ketchup, sweet and sour sauce,
plum sauce, chutney, etc.)

KyKypy3Hblit cvpon ¢ 601bLUMM
copepxanmem dpykTosbl / High-fructose
corn syrup

Copéuron / Sorbitol

Meg / Honey

Cykpanosa, cnneHaa — CUHTETUYECKe
caxapo3amenutenu / Sucralose, splenda —
artificial sugar substitutes

Bpokkonu, MopkoBb, LIBETHas KanycTa,
3eneHas haconb, Cragkui nepeLl, cnagkui
KapTochenb, NOMUAOPEI, haconb, Fopox,
Kykypy3a / Broccoli, carrots, cauliflower,
green beans, sweet pepper, sweet potato,
tomatoes, beans, peas, corn

Ta6bnuua 3. MpoayKTbl, KOTOPbIE MOXHO YNOTPE6NATL U KOTOpPbIe
cneayeT orpaHU4MTb NauMeHTam ¢ CUHAPOMOM Manba6cop6Luun

Table 3. Products that can be eaten and that should be limited by
patients with fructose malabsorption

Pekomenayetcs / Recommended

BaHaHbl / Bananas

Yepruka / Blueberry/bilberry
Exesuka / Blackberry
CmopopwHa / Currants

Wrxwp cexwit / Fresh figs
peindppyT / Grapefruit
BuHorpag / Grapes

Kwvieu / Kiwifruit

JumoH / Lemon

IMepcukn / Peaches

YuncTbIn KNeHoBbI cyupon / Pure
maple syrup

Ceexwuii aHanac / Fresh pineapple
Cnmssl / Plums

IpaHat / Pomegranate

ManuHa / Raspberries

Pesetb / Rhubarb

Kny6Hruka / Strawberries
KopwyHessbli caxap / Brown sugar
TpocTHukoBbIN caxap / Cane sugar
Menacca (4epHas natoka) /
Molasses (blackstrap molasses)
HepadhvH1poBaHHbIA caxap /
Unrefined sugar

I'Ipvl npuMeHeHnn guetortepanunn pemmccna CMMNTOMOB OT-

Meyvanack B 60—-90% cny4yaes [39, 43].

o ﬂpl/lMeHeHVIe OFpaHVI‘-WITeJ'IbHOIZ OuneTbl pekomMeHgyeTcqa B

TeyeHue 2—6 Hepd. [39].

e [Tocne yny4dLleHnsi COCTOSIHUSA MOXHO MOCTEMNeHHO BBOOWTb
OPYKTO3y B MULLLY ANt OLIEHKN ee NepeHOCMMOCTMU.

* BoaMoxHo yrnoTpe6bnenne 10-15 r cppykTosbl B AeHb 6e3
nosiBneHns cumntTomosn [39].

B KayecTBe MeOMKaMeHTO3HOW Tepanuu MOXeT noTpebo-
BaTbCH 3TarnHas KOPPEeKUMs HapyLUeHUA MMKpoOOMOoLieHOo3a: Ku-
LweyHan gekoHtammHauus npyu CPK ¢ guapeen — HuTpodypaHbl
(Hndbypokcasug, Hudypartens), caxapomuueTsbl Bynapawn, 3atem
KYPC MyNbTULLITAMMOBBIX MPOBMOTMKOB [36].

3aknoyeHue

HapyLueHve ycBoeHust yrneBofoB, B YaCTHOCTU (PPYKTO3bI, AB-
NseTcs pacnpocTpaHeHHoW NpobeMon B AETCKOM BO3pacTe, npu-
BOASILLIEA K MOSIBNEHUIO abooMMHAaNbHOro 60neBoro CUHOPOMA,
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MEeTeopu3My, HapyLleHuio cTyna B Buae avapeun. BbisaBneHbl
BO3pacT-3aBMCMMblE N [0303aBUCKMblE OCOBGEHHOCTU YCBOEHUS
PpYKTO3bl. Heo6x0auMO JanbHenLlee n3y4yeHne reHeTu4eckmx u
3MUreHeTUYECKNX MEXaHN3MOB, BIINSAIOLLIMX HA SKCMPECCUIO0 OCHOB-
HbIX TpaHcnopTepoB pyKTo3bl. OCTaETCH HEACHBIM, MOYEMY MO-
JIOXUTENbHbIA BOOOPOAHbIA TECT YaCcTO He COMpPOoBOXAAaeTcs Mo-
ABNeHeM abJoMuHanbHbIX CMMNTOMOB. HyxXpaeTcs B ganbHen-
LLEM M3yHYeHUN B3auMOCBA3b Manbadbcopbummn cpykTosbl u CPK.
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MEXAYHAPOAHAA MEAWUWHCKAA MEYATD

OxupeHune y geTert — KOMMNEKCHOE MOIMITUONOrMYeckoe 3abonesaHne, B pa3BUTMN KOTOPOrO UrpaloT BaXHYIO POfib reHeTuye-
CKWne 1 cpefoBble (hakTophbl, a Takxke Nx B3aumopencTamne. BnvaHve gaHHbIx pakTopoB Ha MONynsaumMoOHHOM YPOBHE N3Y4YeHO Hepfo-
cTaTo4Ho. NpoaHanM3npoBaHo B3aMMOLENCTBME NnokasaTtesien no NoIHOreHOMHOW LLKare NnofiMreHHoro pucka, CBA3aHHOro C OXu-
peHunem (PRS) ¢ coumanbHo-gemorpadudecknmm gaktopamm n 0CoO6eHHOCTAMM obpasa >XXN3HW, acCOUMMPOBAHHBIMU C UHAEKCOM
maccel Tena (MMT) n okpyxHocTbto Tanum (OT) y eBponerckmx geten n nogpocTkos. AHann3 ocHoBaH Ha 8609 HabnogeHnax y 3098
y4acTHMKOB cemeliHom koropThl IDEFICS B Bo3pacTte 2-16 net. MNokasartens no wkane PRS paccynTbiBany ¢ UCNonb30BaHUEM CyM-
MapHOW CTaTUCTUKN HE3ABUCUMbIX UCCNEfOBaHMIA B3aUMOCBA3WN NOSIHOreHOMHbIX nccrnegosaHuii ¢ UMT MeTogoM CMellaHHbIX nu-
HEHbIX MOZENEN, HOPMUPOBAHHBIX MO MOy, PEMMOHY MPOXUBAHWSA, YPOBHIO 06pa30BaHnNs poauTenen, hakTUYeCKoro NUTaHns u
nonynsauMoHHoOM cTpatudmkaumm. MNMokasaHo, 4To 3HaveHne PRS accouummposaHo ¢ UMT (B [95% OW] = 0,33 [0,30, 0,37], r? = 0,11,
p=79x10%) n OT (B [95% OWN] = 0,36 [0,32, 0,40], r> = 0,09, p = 1,8 x 107"). O6Hapy>xeHa 3Ha4YMMas B3aMMOCBA3b AemMorpacdu-
Yyecknx akTopoB 1 obpasa xusuu ¢ UMT n OT. Y geTelr n3 toxxHo EBponbl BbisiBNieHa 6onee BbICOKas reHeTnyeckas npegpac-
NONMOXEHHOCTb K oxumperuto (MMT: B [95% O] = 0,40 [0,34, 0,45]) NO cpaBHEHMIO C AETbMU, NMPOXMBAIOLLMMA B LEHTPANIbHON
Espone (B [95% OW] = 0,29 [0,23, 0,34]), p = 0,0066). [leTn poguTenel ¢ HU3KMM YypoBHEM 06pa3oBaHus obnaganu 6onee BbICOKOM
reHeTUYECKON NpenpacrnosioXeHHOCTbIO K oxupeHuto (MMT: B [95% O] = 0,48 [0,38, 0,59]) no cpaBHEHMIO C OETbMWU, POOUTENN
KOTOPbIX MMenu BbicLlee obpasoBaHue (B [95% O] = 0,30 [0,26, 0,34]), p = 0,0012). Kpome TOro, reHeTu4eckas npeapacronoxeH-
HOCTb K OXMpeHUo ocnabesana npv BbICOKOM ypoBHE NOTpebneHus nuesbix BonokoH (MMT: B [95% AW = -0,02 [-0,04, -0,01]) n
npv yMEeHbLUEHNW BPEMEHW, NPOBOAMMOro nepep 3kpaHoM (B [95% AW] = 0,02 [0,00, 0,03]). MNMonyyeHHble pe3ynsTaThl NOKa3bIBaKoT,
YTO 300POBLIV 06Pa3 XMU3HM MOXET HACTUHHO HUBENMPOBATb MEHETUYECKYIO MPEAPACNONIOKEHHOCTb K OXUPEHUIO Yy AeTen U Nog-
POCTKOB.
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