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[ucaxapudasnas HedocmamouHocmp 00veduHsem nepeuUtble U 8MoputHble HAPYUEHUS MEMOPAHHO20 2UOPOTU3A Y27le80008
8 monkoti kuuixe. CHuMeHUe AKMUBHOCMU (PEPMEHINO8 W4eMOUHOU KATiMbl NPUBOOUM K HENOTTHOMY PACUENTIEHUIO
TIAKMO3bl, CAXapo3vl U NPooyKmos eudponusa kpaxmand. Hepacuiennentvle yeneso0vl nosviuaiom ocMomueckyto HazpysKy
U nocmynawom 6 npoceem Kuuiku, 20e noosepearomcs bakmepuanvroti pepmenmauu. Knunuueckumu nposeneHuamu
Mozym Oblb NOCMNPAHOUANLHOE 630y Mie HUBOMA, MEMEOPUM, ypUarue, ab0omMuHanvHas 60 u ouapes. Taxecmo
CUMNINOMO8 He 6ce20a coomsermcmeyem cmenexu depmenmmozo degpuvuma. Iloamomy epmermmbiti Oepunum,
ManbabcopOUus U KIUHUUECKAS HeNepeHOCUMOCb He SB/IAIMCS PABHOSHAUHDIMU NOHAMUIMU.

B cmamuve 0606uierbvl cospemeHHble danHble 0 IAKMA3HOL HeOOCMAMoUHOCMU, CHUNEHUU AKMUBHOCMU CAXAPA3bi-
U30MATILIMA3bL U MATLINA3DL-2TIIOKOAMUNLA3bL Y 83POCTbIX. Paccmompenvt snudemuonoaus, namoeeres, KiuHu4ecKue
NposIeneHUs U OUAZHOCUHECKUE B03MONCHOCIU ObIXAMETbHBLX IMECIO08, KOTUYECMBEHH020 AHANU3A JUCAXapuda3

8 buonmamax 08eHAOUAMUNEPCIMHOL KUK, 2UCOTIOZUMECKO20 U 2EHEMU1ECK020 UCCTIE008AHULL.

Ocoboe 8HUMAHUE YOeneHo Pa3epaHueHUo CUHOPOMA OUCAXAPUOAZHOTI HEOOCTNAMOUHOCIU U CUHOPOMA PA3OPAHEHHO20
KUWEUHUKA, KOMOPble MOZY UMeMb CXO0Hble NPOSIBTIEHUS U CO4emarmvcst y 00H020 nayueHma.

Jleuenue npedycmampusaem KOppeKuuto 6MOPUHHOLE NPUUHbL, UHOUBUOYATbHOE 02PAHUHEHUE NII0XO0 NEPEHOCUMO20
Yenee00a u nocnedyiousee pacuiuperue payuona. Jnumenvras cmpoeas ouema ¢ Huskum cooeprcaruem FODMAP
(Fermentable Oligosaccharides, Disaccharides, Monosaccharides And Polyols — 6 nepesode ¢ anenuiickoeo -
pepmermupyemuie onu2o-, Ou-, MOHocaxapuovl u nonuonvt) — low-FODMAP-Ouema e A6715emcs yHUBEPCATTbHBIM
Memodom Koppekuyuu epmermHozo depunyuma u mpebyerm coOmo0eHUsI MAN08 PeUHmMpoOyKUUU U nepcoHanu3auuu
pavuona. PepmeHmosamecmumenvHas Mepanusi OUCAXapuoa3amu no3eossiem 8030eticmeosams Ha KOHKPEMHbLL
nuw4es0ti Cyocmpam u nomeHUUAILHO COXPAHUMD nauueHmy pasHoobpasue numanus. Haubonee ybedumenvtoie danHvle
nomyueHvl 07151 IAKMA3bL U CAKPO3UOasvl. IPPeKmusHoCb UCNONbI0BAHUS K-2ANIAKIMO3UOA3DL 3ABUCUMN O KITUHUHECKO20
peromuna cundpoma, a ycnewiHocmy nPpUMeHeHUsI KOMOUHUPOBAHHDIX (PePMEHINHBIX NPenaparmos eule npeocmoum
OUEHUMb 6 HE3ABUCUMBLX KOHIMPOTUPYEMbLX UCCTIE00BAHUAIX Y 83POCTIbIX.

Kniouesvie cnosa: ducaxapuoasnas Hedocmamo4HoCmy, 1aKmasa, Caxapasa-u3omanvimasa, Manvmasa-emoKoamunasa,
MAnbOU2eCus yenes0008, epmeHmHas mepanus, cunopom pasopasxcerntozo kuuieunuxa (CPK)
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BeepeHune

Jucaxapupasbl eTOYHON KaiiMbl SHTEPOIMTOB TOHKOI
KUIIKM 00eCreuynBaIOT 3aK/IIOYNTENbHBIN 3Tall MEM-
OpaHHOro MuieBapeHns yraeBonos. OHM pacIIeIIsSI0T
Hycaxapujbl M KOpOTKME OIMTOcaxapujbl 10 MOHOCA-
XapUJOB, TOCTYIIHBIX I/ BcacbiBaHMA. JlakTasa-dio-
PM3MH-TUAPOIa3a TUAPONU3YET TAKTO3Y, a caxapasa-

M30MaabTasa U MajbTas3a-IIKOaMMUIasa COBMECTHO
YYaCTBYIOT B [lepeBAPMBAHMI CAXapO3bl ¥ IPOAYKTOB
paciervieHns Kpaxmana [1, 2].

CHIDKeHMe aKTUBHOCTU 3TUX (PEPMEHTOB B TOHKOI
KIIIKe MOXKET BBI3BIBATh B3[[yTHE )XUBOTA, METEOPU3M,
abroMIHaIBHY0 OO/Ib ¥ PACCTPONICTBA CTY/IA ITOC/IE IIPK-
ema iy, Takue IposiBIeHNsI HeCIIenMWIHBL M 9aCTO

JddekTBHaA hapmarotepanua. 28/2026



HAIlOMMHAIOT CUHJPOM pa3fpaKeHHOTO KUIIeYHMKa
(CPK), cunpoM n36BpITOYHOrO 6aKTEpUATBHOTO POCTa
(CUBP) u gpyrue QyHKIMOHANbHBIE U [UCOMOTIYECKNIE
paccrporictea JKKT. [ImarHocTuKy 3TOro CUHApOMa J0-
HO/THUTE/IbHO 3aTPYAHAIOT OTPAHMYEHHAs JOCTYIHOCTD
(depMeHTHOrO aHaIM3a GMONTATOB U OTCYTCTBUE €N-
HBIX pedepeHCHBIX MHTEpBajIOB. B pesynbrate MCTUH-
Hasi Ma/IbJUTeCTIsI MOXKeT OCTaBaThCs HEPACIIO3HAHHOI,
TOT/a KaK [MarHo3 MUIeBOlt HellePeHOCUMOCTI HEPERKO
YCTaQHAB/IMBAIOT TOJIbKO HA OCHOBAHUY >Ka/I00 U IMIIe-
BOTrO aHaMHesa [2, 3].

Lenv — 06061 UTh COBpeMEHHbIE JAHHBIE O [UCaXapu-
[a3HOJ HEeJOCTATOYHOCTY Y B3POCIBIX, COTOCTABUTD
Pe3y/IbTaThl POCCUIICKIX 1 3apYOEXHBIX UCCIIeOBAHMIL,
HpefCTaBUTh NMPAKTUYECKUI MMOAXOM K JJMAarHOCTHKE
U OLEHUTb MECTO IMeTHYECKUX Meponpusatuii u dep-
MEHTHOJI 3aMeCTUTEIbHOI TePaIuyl BBORUMBIMMI VM3BHE
AMcaxapufasaMim.

MeToponorus noncka nuTepatypbl

JIst mpoBeneHMs 11e/1eBOr0 HApPAaTUBHOTO IIOMCKA IIy-
6nmukauuit ucrnonbsosanu 6assl PubMed/MEDLINE,
Cochrane Library, eLIBRARY.RU u ourinanbHsie caiTbl
POCCUIICKMX U 3apyOe>KHbIX HaYYHBIX KypHayoB. ITonck
BBINIOTHAIN 1O c/lenylomuM TepMuHaM: disaccharidase
deficiency, lactase deficiency, lactose malabsorption,
sucrase-isomaltase, maltase-glucoamylase, breath test,
duodenal biopsy, enzyme replacement therapy, alpha-
galactosidase, low-FODMAP diet, a Takxe ux pyccko-
SI3BIYHBIM KBUBA/IEHTAM.

Ipuopurer OTAABAMN KIMHUYECKUM PEKOMEHIALVIIM,
cHucTeMaTU4ecKuM 0630paM, KOHTPONMUPYEMBIM HCCIIe-
IOBaHUAM U paboTaM C y4acTHeM B3POC/IBbIX Ial[MeH-
TOB, ony6nrKoBaHHBIM B 2020-2026 rr. [Is1 ommcaHus
¢usnonorny, reHeTUKY ¥ METOLOB AVATHOCTHUKI BKIIIO-
vyamu u 6onee paHHMe 6a3oBble myOnuKkanyu. bubnmo-
rpaduyecKue TaHHbIE IPOBEPSIN IO UHEKCUPYIOLet
6ase U cTpaHuUlle U3faTe/st WK OPULNATIBHOMY CATy
KypHana. VI3-3a HEOZHOPOJZHOCTH MCC/IETOBAHMII BbI-
[IO/IHEH Ka4eCTBEHHBII CYHTE3 JaHHBIX.

TepmuHonorua u Knaccupukauma

B kIMHMYECKON HpaKTMKe BaXHO pasnuyarth ¢ep-
MEHTHBIIT TeDUIUT, MaTbJUTECTIUIO, MaTbabCoOPOIIIo
U HeIlepeHOCHMOCTb YITIeBOJOB. ManbaurecTns — 3To
HeIlOo/THOe paclllell/IeHMe YI7eBOofla B TOHKON KUIIKe,
a ManbabcopOust — HapylieHte eTo YCBOeHNs, TOATBep-
JKIEHHOE 0O'bEKTVBHBIM METOOM, HAIIPVMEP [bIXaTeNb-
HBIM TeCTOM. TepMIH «HETIePEeHOCUMOCTD» UCTIONIb3YIOT
IIPY BOCIIPOV3BOAVMMOM IIOSABJICHUY CUMIITOMOB IIOCIIE
yIoTpe61eH st OIpefeNleHHOTO YI/IEBOA.

9T COCTOAHUSA MOTYT CO4YeTaTbCs, HO He ABIAIOT-
Cs1 paBHO3HauHbIMU. [I0MOXUTENbHBIN [bIXaTe/b-
HBIIl TECT IIPU OTCYTCTBUU KA00 CBUAETENIbCTBYET
0 ManpabcopOIMy, HO He MOATBEPXKIAeT KIWHMU-
YeCKYyl0 HellepeHOCUMOCTb. HampoTus, nmosBieHue
CUMIITOMOB IIOC/Ie IpKueMa MOJIOYHBIX IPOJYKTOB
camo 1o cebe He JOKa3bIBAE€T HEMEPEHOCUMOCTD JIaK-
TO3BI ¥ TpeOyeT OLleHKM peaKIy Ha KOHKPeTHYIO MU~
I[eBYI0 HAarpysKy [3].

[acTpo3HTeponorms

Tabnuuya 1. Paszpanuuenue depmenmnozo deduyuma, manvouzecmu,

manvabcopOyuy u HenepeHOCUMOCU Y271e60006

Onpegenerre

DepMeHTHBI CHIDKeHEe aKTUBHOCTY OFHOTO M/IM HECKOMbKUX (epMEeHTOB
nebunuT IIETOYHON KaliMbl TOHKOV KUIITKI
Manpgurectus HenonHoe epMeHTaTHBHOE paclieN/IeHye YITIeBOfa
B TOHKOJ KUIIIKe
Marnbabcop6ryst Hemnonnoe ycBoeHMme yrieBoyia, MOATBEPKIEHHO
00BEKTVBHBIM METOIOM, HAIIPYMEP [IbIXaTebHbIM TECTOM
Henepenocumocts Bocnpoussopyumoe nosBieHNe >Keay 04H0-KMIIeYHbIX
YITIEBOZIOB CHMIITOMOB II0C/Ie YIIOTpeO/IeH NS OIIpefie/IeHHOTO YITIeBOfia

JucaxapupasHas HELOCTaTOYHOCTD, TAKUM 06pas3om,
SIBISIETCST COOMPATENbHBIM TEPMIHOM, 00beAVHSIOIIIM
U CHVDKEHHYIO aKTUBHOCTD (DepMEHTOB ILJeTOYHOI KaeM-
KJ S9HTEPOLIUTOB, U MX Ma/JbJAUTeCTUIO, U Manbabcopo-
LIMI0, YTO KJIMHUYECK) MOXXET IIPOSABIIATHCA IUILEBOI
CyOCTpPATHOI HEelepeHOCUMOCTDIO IPY CKOMIIPOMETH-
POBaHHOIT YyBCTBUTEIBHOCTY KUIIKY [4].
HenepeHOCHMOCTD JIaKTO3bI, CaXapo3bl U JPYIUX yITIe-
BOJIOB IIPY AVICaXapy/ja3HOi HEJOCTATOYHOCTY He OTHO-
CUTCA K ajieprudeckuM peakuusam. Ee passutue cBs-
3aHO C HEIOMHBIM (pepMEHTATUBHBIM paclielIeHIeM
U HOCTIeRyIoleil 6akTepranbHOIl GpepMeHTaIMel YIie-
BOJIOB, @ He ¢ MIMMYHHBIM OTBeTOM. B yacTHOCTH, Hene-
PEHOCHMOCTD JIAKTO3bl HEOOXO[MMO OTINYATh OT ajl-
7iepruu Ha OelKM KOPOBbErO MOJIOKA, TOCKO/IBKY 9THU
COCTOSHUA pa3INYaloTCA 110 IaTOreHe3y, AUArHOCTUKE
u nedeHuio [3].

BhIfeNA0T epBUYHYIO U BTOPUYHYIO JYICaXapyUAa3HYIO
HEROCTaTOYHOCTb. K mepBiyHbIM pOpMaM OTHOCAT: pen-
Kiie BpOXJieHHbIe jeeKThI TeHOB JIAKTas3bl 1 caXapasbl-
M30MasbTas3sl; TMIIOMOpPdHBIE BapUaHTHI reHa SI; mak-
Ta3HYI0 HEJOCTaTOYHOCTb B3POC/IOTO TUIIA, CBA3AHHYIO
¢ perynaropHbeiMu BapuaHTamu obnactu LCT/MCM6
[4, 5]. [Tpu mosiBIeHMM CUMIITOMOB IIOC/Ie YIIOTpebie-
HUA JTAKTO3BI UCIIONb3YIOT TePMIH «HENepeHOCHMOCTD
JTAKTO3bI».

BropuuHas pycaxapujasHas HeSOCTaTOYHOCTb pasBU-
BAeTCA [PV MOBPEXAEHMY CIIMBUCTOI 060I0UKY TOHKOI
KMIIKA Y TALJYIEHTOB € M3HAa4a/IbHO HOPMaJIbHOJ 9KCIIpec-
Cuell COOTBETCTBYIOINX reHoB. Hanbornee yacTeiMu pu-
YMHAMMY SIB/ISIOTCS Lie/IMaKust, MH(EKIMOHHBI SHTEPUT,
60ne3Hp KpoHa ¢ mopa’keHyeM TOHKOJ KMIIKY, TeKap-
CTBEHHOE 1 JIy4eBOe IIOBPEeX/IeHMe, a TAaK)Ke IOCIeCT-
BUA XMPYPrUYecKux BMerarenbcTs. [TockonpKy nakrasa
IpeuMYILeCTBEHHO JIOKaIN30BaHa Ha BepXYIIKaX BOp-
CMHOK, €€ aKTVBHOCTb OOBIYHO CHIDKAETCSI PaHblIle aK-
TUBHOCTU Jipyrux (pepmenToB. [Ipu coyeranHoM pedu-
I[UTe HeCKONIbKYX Ayicaxapupas TpebyeTcs UCKIIoYeHe
PacIpOCTPaHEHHOTO MOPAXEHWsI CIM3KUCTON 060TOUKY
¥ BO3MOYKHBIX [IPEaHaIUTIYECKX OMOOK [2, 3, 6].

MaToreHe3

Hepaciiennennble yIneBoybl IIOBBIIAT OCMOIAPHOCTD
XMMYca U BCTIEACTBUE 3TOTO Y/IepKUBAIOT BOAY B IIPO-
CBeTe TOHKOV KUK, IIpy 3HAYMTENbHOI YITIeBOLHOM
HarpysKe 3TO MOXXET YCKOPATb KMIIEYHBIN TPAaH3UT, CO-
KpalaTh BpeMs KOHTaKTa COJIePKMMOTO CO CIMU3UCTON
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Tabnuya 2. OcHoéHvle PopmbL OUCaxapuoasHoii HedoCMamouHoCmu

Kmmnnyeckas ¢popma | OCHOBHBIE IPIYMHBI

JlakTasHasa
HENOCTATOYHOCTh
B3POC/IOrO TUIIA

Bpoxnennas nakTasHas

HEOJOCTAaTOYHOCTb
HeJIOCTaTO‘IHOCTb

TeHeTI9eCKY 0OYCIOBTIEHHOE CHIDKEHYIE aKTVBHOCTI
JIAKTa3Bl, CBA3aHHOE C PETY/IATOPHbIMY BapUaHTaM
o6mactu LCT/MCM6

Pepxue myTanym resa LCT

ITaToreHHBIe VTN TUIIOMOP(HbIE BapMaHThI reHa SI

caxapaspI-MI30MaIbTa3bl

Bropuunas
mycaxapuiasHas
HEJOCTaTOYHOCTh

CoueTaHHas WIN

[IaH-Caxapyu/asHas

HEOOCTATOYHOCTDH

/6

Ilenakus, MHGEKIMOHHBII SHTEPUT, 6071e3Hb KpoHa

C IIOpaKeHMeM TOHKOJ KVIIKM, IeKapCTBEHHOE VTN
Jly4eBOe OBPEXIEHIIE, XUPYPINIecKIie BMeIIaTeIbCTBa
PacnpocTpaHeHHOe OpaskeHMe CIIM3UCTON 000IOUKY
TOHKOJ1 KMIIKM; PeXKe — HapylieHue 3abopa,
TPaHCIOPTMPOBKY MM XPaHEHN OHONTaTa

000/I04YKOI1 1 ZOTIOTTHUTENBHO CHIDKATD 3¢ (EeKTNBHOCTD
HepeBapyBaHMs U BcachlBaHMUA. B pesynbrare yacTb cy6-
CTpara IIOCTYIAEeT B TONCTYIO KMIIKY.

B TonCTON KMIIKe YITIEBOABI IOABEPraloTca 6aKTepu-
anbHOI (epMeHTalLNM ¢ 0Opa3oBaHMeM BOOPOa, Me-
TaHa, YIJIEKMCIOTO Ta3a, KOPOTKOLIeITOYeYHBIX XKUPHBIX
KUCTIOT U fpyrux MeTabomutos. KopoTkomemnodeynsre
JKMPHBIE KMCTIOThI B HOpMe NPEUMYIIeCTBEHHO BCa-
CBIBAIOTCA M MCHONb3YIOTCA KonoHouuraMmu. OgHaKko
npy OBICTPOM MOCTYMIeHUY OONBLIOrO KONMYeCTBa
cybcTparta pepMeHTATUBHOI 1 abCOpOLUMOHHOI CITO-
COOHOCTEN TONCTOI KUIIKM MOYXKET 0Ka3aTbCHd HeHO-
cratoyHo. CoxpaHAIIIAsACA OCMOTHUYECKasA Harpys3Ka
U yBenu4eHye o6'beMa BOJbI B IPOCBETe CIIOCOOCTBYIOT
pasBuTuIo guapen [2, 7].

la3oo6pasoBaHme BBI3BIBAET PACTSKEHME KULIKU
U MOXKET M3MEHATD ee NBUTaTeIbHYI0 aKTUBHOCTD. [Ipn
9TOM K/IMHUYECKYe IIPOSIBIEHUS ONIPENe/IA0TCS He TO/b-
KO 00IuM 06'beMOM ra3oB. YacTb BOLOPOJa UCIIOTIb3Y-
€TCs MeTAaHOT€HHBIMU U APYTMMM MMKPOOpTaHM3MaMu,
YaCTb BCAChIBAETCs M/IV BIBOAUTCS C BBIIbIXa€MbIM BO3-
myxoM. MeTaH MOXeT 3aMei/IATh KMIIEYHbI TPAaH3UT,
IIO3TOMY XapaKTep CTy/Ia 3aBUCUT OT IIpeob/Iajaloliero
OyTU MUKPOOHOTO MeTabonm3Ma ¥ MHAMBUIYaTbHBIX
0cob6eHHOCTeNt MOTOpUKY [7].

BpIpa>keHHOCTb CUMIITOMOB 3aBUCUT OT CKOPOCTH Ke-
JTYJOYHOTO OIOPOXKHEHMA, COCTaBa IUIIN, O3Bl yTIIe-
BOJja, KMIIEYHOIO TPAH3UTA, MUKPOOVOTHI 11 CIIOCOOHO-
CTU TOJCTON KMIIKY aJaliTUPOBATbCA K PEryIapHOMY
HOCTYIIEHUIO cy6cTpara. CyIeCTBEHHYIO PO/Ib UTPaeT
BICIIepa/IbHAsI YyBCTBUTENbHOCTD: OfHAKOBAs CTENIEHb
ManbabCcopOUU U COMOCTABUMBIIT IIPUPOCT BOLOPOTA
IIpU JIBIXaTeIbHOM TeCTe MOTYT CONPOBOXKAATbCA KaK
BBIPKEHHBIMM >Ka/100aM, TaK U IIOTHBIM OTCYTCTBIEM
CUMIITOMOB [3, 7, 8].

Ponp BucHepanpbHOV 4YYBCTBUTENBHOCTYM IIOKa3aHa
B nccregoBannu M. Di Stefano u coaBT., mpoBeneHHOM
B VTanuu, B KoTopoM y 30 y49aCTHMKOB OLIeHMBA/IM BCa-
CbIBaHMe JIAKTO3bI, )KeTyLOYHOE OIOPOXKHEHMeE, Opo-
I[eKa/IbHBIJI TPAaH3UT U YYBCTBUTENbHOCTb PEKTOCHUT-
MOMJIHOTO oTjena Kumku. Ilocme Harpyskm maxkTo3oit
Y CTUMY/ISILMY TaKyM 00pasoM KuievdHoi ¢pepMeHTa-
LMY TTOPOT AMCKOMQOPpPTa OB CHVMXKEH TOMIBKO Y IMaly-

€HTOB C HEIePeHOCHMOCTbIO TAKTO3bI, HO He M3MEHS/ICA
y ManyeHToB ¢ 6eccuMITOMHON Manbabcopbument. Ta-
XeCTb CUMIITOMOB KOPpeIMpoBaja ¢ HUSKUM II0POTrOM
nrckoMdopTa, TOTAA KaK pasaudns TPaH3UTa He 00b-
SICHSUIM KIIMHWYECKYI0 peakuyio. 1 faHHbIe IIOATBep-
JKIAI0T, YTO HEIePEeHOCUMOCTb OIpefe/isIeTCsl CoueTa-
HUeM ManibabcopOUMM U TIOBBIIIEHHON BUCIEPATTBHOM
YYBCTBUTE/IBHOCTH, A He TOJIBKO KOMMYeCTBOM Hepaclije-
IUTEHHOTO yI/ieBopa [8].

Takum 06pa3oM, CHIDKeHUE (pepMEHTHON aKTUBHOCTH
co3faeT yC/IOBMA JIsI OCMOTUYECKON Harpysku u 6ax-
TepuanbHON (PepMeHTAL MM, HO KIMHWYECKUIT OTBET
OIpefeIsieTCsT TAaK)XKe MOTOPUKOIT, MUKPOOMOTON 1 BUC-
Liepa/IbHOI YYBCTBUTENBHOCTDIO. I109TOMY pesymbraTht
TECTUPOBAHMS HEOOXONUMO COIOCTAB/ISATD C KIMHIIYe-
CKOJ CMMIITOMAaTMKOM ITallieHTa.

OcHOBHble MeXaHU3Mbl (GOPMMUPOBAHUS CUMIITOMOB
IIpefiCTaB/IeHbl Ha puC. 1.

nugemuonorus

JlaHHbBIE O PaCTIPOCTPAHEHHOCTH JUcaXapyuiasHOI He-
TOCTAaTOYHOCTY IPOJO/IKAKT HAKaI/IMBAThCsA, OJHAKO
UX MHTEPIpeTalysA BapbUpPyeT U 3aBUCUT OT U3ydae-
MOJI MONYIALNYI ¥ MCIIO/NIb3yEeMbIX JMArHOCTUYECKMUX
Kputepues. 7 TaKTa3HO HEJOCTaTOYHOCTH JOCTYII-
HbI KpYIIHbIe TeHeTYeCKIe MCCIelOBaHMsA, TOTHa KaK
cBefleHNUsA o feduunte APyrux GepMeHTOB IONydeHbI
IpeNMYLIeCTBEHHO B HEOONbUINX KIMHIUYECKUX BBI-
60pKax, M03TOMY YacCTOTY FeHeTUIEeCKUX BAPUAHTOB,
CHIDKEHMe aKTMBHOCTU ()epMEHTOB U PacIpOCTpaHEeH-
HOCTb KIMHNYECKOJ HEeIepeHOCMMOCTH CleflyeT olje-
HIUBATD Pa3JeNbHO.

PacmpocTpaHeHHOCTb reHeTHYeCKM OOYCIOBIEHHOTO
CHIDKEHMS aKTMBHOCTH JIAKTa3bl 3HAUNTEIbHO pa3/iu-
YaeTCs MeX/y STHIMYEeCKVIMY TPYIIIaMI U CBsI3aHa C pac-
Ipefie/ieHNieM peTylIATOpHbIX BapuanTos LCT/MCMS6.
TeHoTHN pUCKa yKa3bIBa€T Ha BEPOATHOCTb CHIDKEHNA
aKTUBHOCTU (pepMeHTa IIOCTIe ETCKOTO BO3PAcTa, OfHa-
KO caM 110 cebe He MOATBEPXK/aeT KIMHIIECKYIOo Hellepe-
HOCHMOCTb JIAKTO3BHI [3, 5].

B xpynneiimeM poccuiickoM MHOTOSTHUYECKOM MC-
cneposanuy E.B. KoBaneHko 1 coaBT. mpoaHanusu-
poBanu faHHble 24 439 4YenoBeK, NPeACTABIABIINX
56 monynanuii. lenornn rs4988235 GG BbuIABIEH
y 45,2% y4acTHUKOB 061Iieil POCCHUIICKOIL BBIOOPKM U ¥
42,8% BOCTOYHBIX C/IaBAH; B Pa3HbIX PETMOHAX ero Ya-
CTOTa BapbupoBana oT 22,8 1o 83,2% [5]. OTu nmokasa-
TelM OTPa’kaloT PaCIPOCTPAHEHHOCTb T€HETNYECKO-
ro IpU3HaKa, HO He KJIMHNYECKO HEeNepeHOCUMOCTH
TAKTO3Bl: Ha/IM4Me BapMaHTa PUCKa He ONpefender
MHAVBUYaNbHYIO0 KIMHUYECKYI0 PEaKIMI0 Ha MuIIe-
BYIO Harpy3KY.

B poccunitckoM OHOLEHTPOBOM MCC/IENOBAHUM TPYII-
IIa Y4YeHBIX IOf] pyKoBoacTBOM npod. AV ITapdeHoBa
BBISIBUJIA, YTO CPeiy 74 B3POCHIBIX C (PYHKLIMOHA/IBHBI-
MM 3a60/IeBaHNMAMY KVIIEYHMKA CHIDKEHUE aKTUBHOCTI
JIaKTa3bl BbIABJIEHO y 87,8%, Manbrassl — y 48,6%, caxa-
pasel — y 51,3%, rmokoaMmnassl - y 85,1% manueHTos.
AKTVBHOCTD BCeX 4YeThIpeX (pepMeHTOB OblIa CHIDKEHA
y 31,1% maumenTos [9].

JddekTBHaA hapmarotepanua. 28/2026
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Puc. 1. [lTamozene3 oucaxapudasnoii HeOOCMAmMouHoCmu

B nccnepopanun O.B. AXMafy/nInmHOM U COaBT. olje-
HUBa/IM aKTUBHOCTb ()epMEHTOB IeTOYHOI KalMBI
y HALMEHTOB C Lje/IMaKyei, AINTENTbHO COOTI0RABIINX
arIoTeHOBYI0 AueTy. Jlake IpM TMCTONOTMYECKOM
BOCCTAaHOBIEHUN CTPYKTYPbl CAM3UCTON y 4YacCTH
60JIBHBIX COXPAHSANOCHh CHIDKEHME aKTUBHOCTH OffHOII
WM HeCKONMbKMX gucaxapupas [10]. Dtu Habmoge-
HUsA IIOKa3bIBAIOT, YTO MOp(donornyeckas peMuccus
He BCeTZla CONPOBOX/IA€TCsA OfHOBPEMEHHBIM BOCCTa-
HOBJIEHVeM MeMOpaHHOTO MUIeBapeHUA.

3apy6exxHble TaHHBIE TAK)KE IOy YeHBI IPENMYIIECTBEHHO
B crienmam3ypoBaHHbIX HeHTpax. B CIIA L. Viswanathan
VI COaBT. BBIABVIY CHVDKEHME aKTYIBHOCTY XOTA OBl OTHOI
Jucaxapuiassl y 46,7% 13 120 B3pOC/IbIX ¢ XPOHUYECKM -
MM HEeOOBSCHEHHBIMM JKENMyJOYHO-KAIIEYHbIMY CUMIITO-
mamn [11]. B gpyroit ameprkanckoit koropre B. Kemple
1 S.S.C. Rao cpeny 496 maimeHToB ¢ METEOPM3MOM U B3[Ly-
THeM OOHAPYXXVWIV M3ONMPOBaHHBIN gepuuut y 28,8%,
IBOVHOI — Y 1,8%, maH-gucaxapujasubii — y 9,7% wnccre-
myeMbIx [12]. 9Tyt K/IMHMYECKIE BBIOOPKI He SIBJIAIOTCS HO-
IY/LAIVMOHHBIMY Y MOTYT 3aBBIIIATh YaCTOTY HapYLIEHMIL.
BpoxmeHHasA HeJOCTaTOYHOCTDh Caxapasbl-M30MajbTa-
3Bl — pefiKoe ayTOCOMHO-pelecCBHOe 3aboreBaHne,

[acTpo3HTeponorms

6B8-1. OGpazoBaHue rason
) () (Ha CHy, CO)
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v
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8. KnuHuueckHe NpoaBneHna

(D)

Ypuarmn

®

AncromgopT

2

CBsI3aHHOE C MYTaHTHBIMM BapuaHTamu resa SI. Knac-
C9ecKuil BapmaHT MaHMQeCTUpyeT y fieTell mocre BBe-
fleHMA B IPUMKOPM Caxaposbl 1 KpaxmMasia ¥ IpOAB/IAeTCA
BOJIAHICTON iuapeeii, B3Oy TIeM, METeOpU3MOM 1 abyio-
MMHAJIbHOII 6OTIbIO; Y fleTell BO3MOXKHA HeJOCTaTOYHAs
mpubaBka Maccel Tenma. KnnHmdeckas KapTHHA 3aBUCUT
OT OCTATOYHON aKTMBHOCTM (epMeHTa I COCTaBa pa-
nyoHa. IIpy JacTMYHOM COXpaHEeHUM aKTUBHOCTH dep-
MEeHTa caXapasbl-M30Ma/bTa3bl CMMITOMBI MOTYT ObITh
YMEpEHHBbIMMY, NOABATLCA B CTApLIeM BO3pacTe U Ha-
nomyHaTh CPK, moatomy oTcyTCTBME TAXENOil AMapen
B paHHEM JIeTCTBe He VICK/TIOYaeT BPOX/AECHHYO GOpMY
3abonmeBanus [6].

B Kanape J.L. Marcadier u coaBT. BBIABUIN Y pebeHKa
MHYUTCKOTO NPOUCXOX/IEHN C TSKENOol ayapeei u 3a-
Iep>KKolt pr3nMIecKoro pasBuTHsi TOMO3SUTOTHBI Bapu-
aHT SI ¢.273_274delAG, npuBopAmmit K yrpare QyHK-
nun ¢pepmenra. IIpu mocnenyromeMm ob6cmemoBaHUN
128 mpencTaBuTenelt MHYMTCKUX nomynanuit Kanagckoit
APKTMKM YacTOTa IIaTONOTMYECKOTO ajjens COCTaBuIa
0KO710 17%, 9TO COOTBETCTBYET PacyeTHONM YacTOTe 3a-
6oneBanns oxkono 3% [13]. Bolcokyio yacToTy BapyaHTa
CBA3BIBAIOT € 3((HEKTOM OCHOBATENA: PEKUIL ayieNb,
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IPUCYTCTBOBABIINI Y OFTHOTO MM HECKO/IBKMX IIPEJKOB
B HeOOJIbIIOI M30MMPOBAHHON MOMY/IALNA, CO BpeMe-
HEM CTaJl Yallle BCTPeYaThCs Y UX IIOTOMKOB.

M. HenstrOm u cOaBT. BBISIBUIN CBA3b (PYHKIMOHATIb-
HBIX BapMaHTOB reHa SI ¢ mospimeHHbIM prckoM CPK
[14]. OgHako HaaM4yMe reHeTUYeCKU MIIOMOPGHOTO
BapMaHTa caMo o cebe He IO3BOJIAET YCTAHOBUTD KIIN-
HIYECKV 3HAYMMYI0 HEeJOCTATOYHOCTDb 6e3 OIeHKU pa-
IIJIOHa, CMMIITOMOB U Pe3y/IbTaTOB (PYyHKI[MOHAIbHBIX
VICCTIEJOBAHMIA.

KnuHnyeckune npoAsieHna

Hawubornee qacTble IpOsiBIeHNs AMCaXapUAa3HOI HERO-
CTaTOYHOCTM — B3[lyTHeE )XMBOTA, METEOPU3M, YpUaHMUe,
CXBAaTKOOOpa3Has 60/Ib, MMITEPATHBHbIE IO3bIBbI M XKL
Kuit cTyn. Kak mpaBmio, cMMITOMBI BO3HUKAIOT B Te-
YeHe HECKONTbKIX YaCOB IIOC/IE €Ibl U 3aBUCAT OT BUjA
M KOJIMYECTBA YIIOTPebIEHHOTO YITIEBOAA.

CB#3b Xa106 ¢ yrnorpebaeHneM MOTIOKA, MOPOXKEHO-
ro U APYIUX TPAJULIVOHHBIX MOJOYHBIX IPOJYKTOB
MOXXEeT YKa3blBaTb Ha HENEPEHOCHMOCTb JIAKTO3BI.
CUMIITOMBI ITOC/IEe YIOTpebIeHNA caxapo3bl, KOHAK-
TePCKUX U3Je/NIl 1 HEKOTOPBIX KpaxMajICOiep>Kalux
HPOAYKTOB HO3BONAIT HPEAIIONOXKUTb CHIDKEHNE
aKTMBHOCTU Caxapasbl-n30Manbrasbl. Peakuus Ha 60-
60BBIe M ApyTVIe IPOAYKTHI, OOraThle ralaKTOOIUIOCa-
Xapujamy, UMeeT MHOI MeXaHU3M: Y Ye/I0BeKa OTCYyT-
CTBYeT 9H[JOTE€HHAs a-TajaKTo3Mjasa, HeobXxomumas
/I VX TIOJIHOLIEHHOTO paciervieHns. [TosTtoMy Takoe
COCTOSIHME B CTPOTOM CMBIC/IE He OTHOCUTCA K JiUIcaxa-
pMaa3HOV HEJOCTATOYHOCTH.

ITpu 3TOM HU XapaKTep, HU BBIPRXKEHHOCTb CMIITOMOB
He TI03BOJISIOT HaJIeXKHO OIpefie/INTh, aKTMBHOCTb KaKO-
ro MMeHHO (depMeHTa CHIDKEHA, Y He NpefCKa3bIBaOT
ero akTMBHOCTH B 6uonrare [11, 12]. IToaromy KanHu-
YEeCKYIO OLIeHKY C/IefiyeT NROIONHATh 00beKTUBHBIMU
MeTOfaMM, BBIOPAaHHBIMM C Y4€TOM IIPEfIOIaraeMoro
IUILEBOrO TPUITEpPA.

Oco6ble TPYSHOCTY BBI3BIBAET PasTpaHMYEHME AUCA-
xapupassoit Hegocratounocty 1 CPK. O6a cocrosiHus
MOTYT IPOSIB/IATHCS B3Ry THEM, ablOMIHANTBHOI 60/IBI0,
METEeOpU3MOM ¥ PacCTpoOiiCTBaMy cTyna. B pesynprare
yI7IeBOJHAs MalbIUTeCTUsI MHOTAA OLIMOOYHO paciie-
muBaerca kak CPK, ocobenHO ecnu CBA3b CUMIITOMOB
C KOHKPeTHBIMU NIPOAYKTaMU He Obl/Ia OAPOOHO IIpO-
aHanusuposaHa. Bmecte ¢ TeM inarnos CPK He nckiio-
yaeT CONYTCTBYIOIEN AMcaxapua3Hol HeLOCTAaTo4-
HocTu. HemonHoe paciiensieHue yrineBojgoB MOXeET
YCUIMBATh CMMIITOMBI y TALlME€HTa C HapyLIeHNeM MO-
TOPUKM U BUCIEPaNbHON TMIIEPIYBCTBUTEIBHOCTDIO.
B muorouentpoBoM nccnegosanuu ROMERUS, npose-
INeHHOM B 35 KIMHUYeCKUX I[eHTpax, akajemuk PAH,
npod., A.M.H. VI.B. MaeB u coaBT. MOATBEPANIN HEOOXO-
IAMMOCTD CTaHJAPTU3NPOBAHHOTO OOCIENOBAHNS: TIPU
ucnonb3oBauuu Pumckux xputepues IV u pexkomenpo-
BaHHOTO AMAarHoCTM4eckoro anropurma auarsos CPK
ObLI TOATBEPX/EH ¥ 96,3% mareHTos [15]. OTu faHHbIE
MOIYEPKUBAT BAXXHOCTh €IMHO06Pa3HOro monxoma
M MICKJTIOYEHUsI COCTOSIHUI, CIIOCOOHBIX UMUTUPOBATD
CPK, BKmI04as HapylleHUs IepeBapUBaHUA yTIIeBO-

1oB. JIONOMHNUTENIbHYIO CTIOXKHOCTD CO3JaeT 4acToe IIe-
PEeKpBITHE PACCTPONICTB B3aMMOJEICTBUS KUIIEYHNKA
¥ TOJIOBHOTO Mo3ra. B MeTaananmuse 38 mccnemoBaHmit
I.H. AunpeeB u cOaBT. [TOKasamu, 4TO QyHKIMOHAIIb-
Hasl JVICTIETICUA BBIABIIAIACH IIPMMEPHO Y TPeTH Ialu-
enToB ¢ CPK, a CPK - y conocTaBumoi1 1oy nanyeH-
TOB ¢ (pyHKUMOHANBbHOI guctencueit [16]. IIpu Takom
COYeTAHMMU MOCTIPAHAVAIBHBIN IMCKOMOPT, B3Ry THE
U pacCTPOIICTBA CTY/IAa TPYAHO OTHECTHU K O[HOMY MeXa-
HM3MY TOJIBKO I10 JKaobaM.

o mpoBefeHMs CHelMaNbHBIX TECTOB HEOOXOMMMO
UCKITIOYUTh OpPraHn4YecKye 3a00neBaHNUs U BTOPUU-
Hble IPUYMHBI CHIDKEHUsI (pepMEeHTHOM aKTUBHOCTH.
Crnenyer OLeHUTb CHMMIITOMBI TPEBOIM, JIEKAPCTBEH-
HBIJI aHaMHe3 ¥ BO3MOXXHbIe 3a00J/IeBaHMsI, COIPOBO-
JKA0IIMeCcA MOPaKeHNeM CIM3UCTOV TOHKOV KUIIKN.
IuddepeHianpayio JMarHOCTUKY IPOBOAAT C LIe/INU-
aKue, BOCIaIUTEIbHbIMY 3a00/IeBaHUAMY KULIEIHU -
Ka, MOCTMH(EKIMOHHBIM HTEPUTOM, BHEIIHEeCEKpe-
TOPHOJ HEJOCTATOYHOCTHIO HOKETyTOYHO JKene3sl,
CUH/IPOMOM M30BITOYHOTO OAaKTEPUATBHOTO POCTA, XO-
TIOTeHHOII inapeel, HapyumenuaMu Mmotopuxku u CPK.
CxopHasA KIMHNYecKas KapTuHa BO3MOXKHA IIpU BHeI-
HECEKPETOPHOI HEJOCTaTOYHOCTH IIOIPKETYJOYHOM XKe-
nespl 1 CUIBP [17]. [TosToMy Hanm4me OFHOTO M3 STUX
COCTOSIHMIT He MCK/IIYaeT AVCaXxapuAasHyo HeZoCTa-
TOYHOCTD, 2 pasTpaHMyeHNe He JO/DKHO OCHOBBIBATbCA
TONIbKO Ha cuMnToMax. OCHOBHBIE OPMEHTUPBI, TIOMO-
raoliye pasInyaTh AUCAXapUIAA3HYIO HEOCTATOYHOCTD
n CPK, npencrasiens! Ha puc. 2.

Ilnarsoctuka

3ajjaua AMarHOCTHUKM — IOATBEPANTD HapyIleHye yCBOe-
HISI yI7IeBOJa M YCTAHOBUTb €T0 K/IMHIMYIECKOe 3HAYeHIe.
Ha mepBoM sTame yTOYHSIOT NPOAYKT, KO3V VM BpeMs
[IOSIBJIEHNSI CYMIITOMOB, MCIIO/IB3YIOT KPATKMUII M-
BOJl IHEBHUK U, IpY HEOOXORMMOCTH, OTPAaHIIEHHYIO
0 BpEMEHU /MMM HALVIOHHO-IPOBOKALVOHHYIO IIPOGY.
JlntenbHast cTporast AyeTa O MCKIIOYeHNsI OpraHmde-
CKOJI TATOJIOTUM HeXKe/laTebHa: O HOBPEeMEeHHOE ICKITIO-
YeHNe HEeCKONIbKMX IIPOJYKTOB MOXET MPOSBUTHCA -
¢dexrom mrane6o mnu HOLebO U MOTOMY 3aTPYAHSAET
MHTEPIPETALIO.

[lbixaTenbHble TeCTbl

BonopongHo-MeTaHOBBIE IbIXaTebHbIE TECTB — HanbO-
7iee OCTYIHbI/ HEMHBA3MBHBINM METOJ, OL€eHKM yTie-
BopHOI Manbabcopbuuu. CornacHo EBpomerickomy
PYKOBOJCTBY IO IPOBEJEHNIO IbIXaTeIbHbIX TECTOB
n CeBepoaMepUKaHCKOMY KOHCEHCYCY, IMarHoCThye-
CKUM KpUTEpUeM YTIIeBOZHON ManbabcopOumm cum-
TaeTcs TOBbIlIeHMe KOHLleHTpauu H, He MeHee yeM
Ha 20 ppm OTHOCUTEIbHO MCXOZHOrO ypoBHA [7, 18].
WuTtepnperanys CHy 3aBMCUT OT IPOTOKO/IA MICCTIENO-
BaHUA U KIMHUYeCKo 3afiaun. Bo Bpems TecTa He06x0-
IVMMO PETMCTPUPOBATh CUMIITOMBI. JIOXXHbIE pe3y/bTa-
TbI BO3MOYXHBI [PV HApYLIEHUM TTOTOTOBKY, HelABHEM
mpueMe aHTUOMOTHKOB, U3MEHEHHOM TPAH3UTE, Hejle-
yenoM CHIBP m HM3KOI MpORYKIMM BOJOPOAA pe3u-
AEHTHOJ MUKPOOMOTO KMIIKI.

JddekTBHaA hapmarotepanua. 28/2026
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Kmouesobh mMomMenT: Perxynurar gipepeHuMansHof QuariocTHH:

Mipst NOGEOEEH Ha CPH DR o M MECAXaPHANIHG HECCTATEHHOC T MPEDENRH0E YETRHOMMHAE NEHAHE CHMTTOMO. NGOBAANDT BBpaTe
TAM KK (88 MOmET BT NPrasi0N CHPAMTOMON WA COMyTCTEI0EES (aRTOROM, MATOMEHETWNSCHN DEOCHOBISSN0 THRANMI B YT SIEATE SISO TID M

Puc. 2. Knunuueckue opuenmupuot ougdepenyuanvroii 0uazHocmuxu 0ucaxapuoasznoti HedocmamouHoCmuy 1 CUHOPOMA Pa3opaiceHHozo
KuweuHuka. Y 00H020 navyuenma 06a 3mMux cOCMOSHUS MOZY M COHemMamvCs

AHanu3 avcaxapupas B Guontatax

IIpsAAMBIM METOZOM OCTAeTCs KONNYEeCTBEHHOE OIpe-
Ie/eHMe aKTMBHOCTM JIAKTAa3bl, CaXxapasbl, MaJIbTa3bl
M 130MaNbTasdbl B OMONTAaTax ABEeHAALATUIIEPCTHOI
kuimkyu 1mo Merony Dahlqvist. Pesyabrar 3aBucur
OT MecTa ¥ KadecTBa 3a60pa, Macchl 06pasija, yCIoBuit
TPaHCIIOPTUPOBKY ¥ 1a60OpaTOPHBIX pedepeHCHBIX
3HadeHMil. VI3-3a MO3aM4HOro pacupepenenns dep-
MEHTOB OfjMH OGMONTAT He BCErfa OTPaXKaeT COCTOA-
Hue Bcelt TOHKOI Kutku [19-20]. Matepuan mis dep-
MEHTHOTO aHa/IM3a Helb3sl [TOMEIaTh B (POPMannH;
OTHe/NbHBbIe OMONTATHI JONOTHUTEIBHO HALPABIAIOT
I/ISI TUCTOJIOTMYECKOTO MCCIeJOBAHMS /sl UCKIII0Ye-
HUSL BTOPUYHOI IPUIMHBL

[eHeTUuecKkme MeTobl

Uccneposanne BapnanToB reHoB LCT/MCM6 moxeT
HOATBEPAUTD TeHeTUYeCKYI0 IpepacloloKeHHOCTD
K JIAKTa3HOJ HeJOCTaTOYHOCTH B3POC/IOTO TUIIA, HO He
BBIAB/ISICT BTOPUYHBIN AePUUUT fucaxapujas u He
HPOTHO3MPYET CMMIITOMBI IOC/IE KOHKPETHOI JJ03bI
nakTo3bl. CekBeHMpoBaHNe reHa SI Hanbomnee 060cHO-
BaHHO TPV paHHeM [ie6ioTe, ceMeliHOM aHaMHese, BbI-
Pa’KeHHOII PeaKIlUM Ha CaXapo3y UM KpaxMmasl U Moj-
TBEP)X/IEHHOM CHIJDKEHNMM aKTMBHOCTY caXapasbl.
OTpuiiatenbHas OrpaHMYeHHAs IaHeTb He MCK/II0YaeT

[aCTpo3HTepONOrAA

penkuit GyHKIMOHATbHO 3HAYMMBII TUIIOMOPQHBLI
BapuUaHT anjens [4, 6].

TecTbl ¢ caxapo3oit

H.E Dale u coast. B Hopserun cpaBawm >C-caxapos-
HBIJ IbIXaTEIbHBIN TECT C AKTUBHOCTBIO Caxapasbl B Jy-
ofeHa/IbHBIX 61onTaTax y 40 B3pocnbix. JlocTaTogHO
KOppensALuy MeXxAy MeTofaMu He BbLaBieHo [21]. IToa-
TOMY HeMHBa3UBHbBIE TECTBI C CAXapO30if II0Ka He MOTYT
3aMEHUTDH HpﬂMOe onpeneHeHme AKTVBHOCTU (bepMeHTa
B 6momnTare.

Jleyenue

IIpy BTOpMYHON AycaxapujasHOM HEJOCTAaTOYHOCTU
OCHOBHO€ 3Ha4eHNe JMMeeT JieueH1e 3a00/IeBaHN, BbI3-
BaBIIETr0 MOBPEXEHNE CIM3UCTON TOHKOM KKK, [Ipn
UCIONMb30BAHNM 3/1MMWHALIMIOHHON IMEThl OTpPaHUYM-
BaTb Yallle BCETO CTIeflyeT IPeX/e BCETo TOT YITIEBO, KO-
TOPBIIT IpoBoLMpyeT cuMnToMbl. O6BIYHO TaKas Mepa
HOCUT BPEMEHHBIN XapaKTep: IOCe BOCCTAHOBIEHUA
CTIM3UCTON TIePeHOCHMOCTD POIYKTa HEOOXOIMO Olje-
HUTH IOBTOPHO.

IIpy naxkTasHOl HEJOCTATOYHOCTU B3POCIOTO THUIIA
MHOTME NallMEeHThl COXPAHAIT IE€PEHOCUMOCTD He-
6O0/MbIINX KONMUYECTB TAKTO3bl, 0COOEHHO B COCTaBe
CMeIIaHHOM MU U GepMEeHTHPOBAaHHBIX IPOJYKTOB.
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Tabnuya 3. CpasHumenvHAA Xapaxmepucmuka OUAzHOCMU4ecKUX Meno0o06

ONMUMMUHAIMIOHHO-

[IPOBOKAIMOHHAsI IIP06a
H,/CH,-gpIxaTenbHbIN

TECT

DepMeHTHBIN aHAIN3

6uomnrara

Tucronorus ToHKOI
KNIIKN

Tenetmyaeckoe
MCCTIelOBaHIe

80

JlOCTYIIHOCTD; OLleHKa KIMHUYIECKOI 3HAYMMOCTI

HeuHBa3sMBHOCTD; OMHAMIYE€CKaA OLICHKa

ITnane60/Hoe60; CMeLIaHHbIE TPUITEPBI; PUCK YPE3MEPHBIX
OTpaHNYEHNIA

3aBUCUMOCTD OT IIOATOTOBKM, TPaH3MTA, MI/IKpO6I/IOTI)I

1 6aKTepuaabHOIO PoCTa

IIpsiMO€ KONMYECTBEHHOE VIBMEPEHNE; COYETAaHHbIE
mepumuThI
InarHocTuka arpoduu 1 BOCIaneHns

VIHBa3MBHOCTD; MO3aNYHOCTb; IIPEAHANTUTIKA; JIOKA/IbHbIE
pedepencot
HopmanbHas MOpQOIOTHs He UCKITIOYAeT CHUDKEHUS

(yHKIMOHATBHOCTY (PepMEHTOB

HennBasuBHOCTD; 107IE3HO NP paHHEM U CEMETHOM
¢denoTHIIE

ITosToMy moTHOE UCK/TI0YeHNe MOJIOYHBIX IIPOLYKTOB
He JO/DKHO Ha3Ha4vaTbCs aBTOMatudecku. HeobocHo-
BaHHO CTpoOTas AMeTa MOXKeT HIPUBOAUTDH K HEZOCTa-
TOYHOMY HOCTYIIeHNI0 OefKa, KalbLUysa U BUTaAMMU-
na D [3].

Low-FODMAP-guera yMeHbIIaeT IOCTYI/IEHUE KO-
POTKOI[eIIOYeYHBIX (epMEHTUPYEMBIX YIIEBOJOB
U MOXeT CHIDKAThb BBIpaXKeHHOCTb cumntomMoB CPK
y 6onpuioro mpoueHTa (HO [ajeKo He Y BCeX) Hmaliu-
€HTOB, HO He€ SBIAETCSA AUMAaTHOCTUIECKUM TECTOM
Ha fAucaxapuiasHyl HEJOCTATOYHOCTb. AMepu-
KaHCKasl KOJJIerusi racTpoanTeponoros (American
College of Gastroenterology) paccmaTpuBaeT ee Kak
OTpaHMYEHHYIO II0 BpeMeHM nedebHy0 mpoby [22].
AMeprKaHCKas TaCTPOIHTEPONIOrMYecKas acColu-
anua (American Gastroenterological Association)
pexomenpyet Tpu sTamna: pegykuuio FODMAP-yrne-
BOJIOB B TeY€HNeE YeThIpeX — IIeCTV Hefesb, HOCIe0-
BaTe/IbHYIO UX PEMHTPOAYKINIO U IepCOHAIN3AIINIO
paumona [23].

OCHOBHbBIE OTPaHNYEH NS CTPOTOJ ANEThI — CTIOXKHOCTD
coOmIoneHns1, COKpalieHne MuieBoro pasHoodpasus
U BO3MOXXHOE CHIDKEHMe MOTpebNIeHNs KIeTYaTKU
U MUKPOHYTpueHTOB. Cuctemarndeckuii 063op D. So
U COABT. IIOKAa3aJI, YTO 3aKOHOMEPHBIM IOCTIeCTBI-
eM low-FODMAP-aneTsl B OTHOLUIEHUY KUIIEYHOM
MUKPOOMOTEL SABJAETCS YMEHbIIeHMe KOTOHMU3ALMUY
Bifidobacterium [24]. HanpoTus, HeKOTOpBIe LITAM-
MBI popa Bifidobacterium nokasanu ydacTue B BOC-
CTAHOBJICHUY 3KCIPEeCCUM TeHa JTaKTasbl. KpymHbIX
paboT, ycTaHABIMBAIIUX KIVMHUYECKOe 3HAYEHNE
M3MeHeHUI KUIIeYHOM MUKPOOMOTHI, HaMy HalIeHO
He ObI/IO0, TEM He MeHee aKe C KIMHNIECKUX O3
6eccpovHas CTporas 9/MIMMUHALUSA He 000CHOBAHA.
Low-FODMAP-nnera He Bcerga COOTBETCTBYET KOH-
KpeTHOMY pepMeHTHOMY fiedeKTy: OHa OTpaHUYNBaET
JIAKTO3Y U TaJaKTOOJIMTOCaXapuibl, HO He HallpaBle-
Ha CIelaZbHO Ha caxapo3y M Kpaxmaj. B mBegckom
nccnegoBanuu B. Roth u coaBrt. ueThipexHenenpHas
AMeTa CO CHVDKEHMEM Caxapo3bl U KpaxMasa He yCTy-
mana low-FODMAP-zauere 110 [o/1e TalMEHTOB C K-
HUYECKUM OTBeTOM [25]. DTO He HOKa3bIBaET [uca-
XapuUasHyI0 HelOCTATOYHOCTb y 3TOJ MOAIPYIIIbI
MAIMEHTOB, HO HOAAEPKMBAET BO3MOXXHOCTb Oostee
IpPOCTON CyOCTpaT-OpMEeHTUPOBAHHON CTpaTeTrnu
y 4acTy U3 HUX.

He mokasbiBaeT HellepeHOCHMMOCTD; IIaHeIb MOXKEeT He BK/II0YaTh
PpenKmit BapuaHT TeHETUIECKOTO ajIIeNis

TeneTnueckas crparuduxanys Moka He IPUTOTHA JJIA
pyTuHHOrO BbIOOpa fueThl. B eBpomeiickoM mccreno-
BaHNM OTHE/NbHbIe BapMAHTEI ayeneil reHa SI 6buIn
CBA3aHBI C KIMHMYECKMM OTBETOM Ha OTpaHMYeHUe
caxaposbl ¥ Kpaxmaina [26], 0fHaKO B aBCTPaIUIICKO
KOTOpTe He Obl/Ia MOATBEP)K/ieHa CBA3b ORMHOYHBIX
BapMaHTOB ajutens S ¢ KpaTKOCPOUHBIM VN JTUTENb-
HbIM 3¢ dekToM oT low-FODMAP-auets! [27].
DepMeHTHasA 3aMeCTUTENIbHAA TepaNMs BO3RENCTBYET
Ha KOHKPETHBII IMIeBOI Cy6CTpaT U MOTEHIMAaIbHO
CIoco6Ha IOMOYb COXPAHUTh pa3HOOOpasue paryo-
Ha. KnmuHnyecknit ap¢exr 3aBUCUT OT COOTBETCTBUSA
¢depMeHTa yIIeBony, 03Bl pepMeHTa, BpeMeH! Hpu-
eMa, YCTOMYMBOCTY B XKeTYJOUYHO-KUIIEYHOM TpaKTe
u KonudectBa cybcTpara. Ilpu cpaBHeHMu mpemapa-
TOB HEOOXOJVMO YYUTBIBATh METOJ U €AVHUIbI OII-
pefieNeHNsA aKTMBHOCTI: OJVHAKOBOE YMC/IO efVHMNII
Ha yIIaKOBKe He TapaHTUPYeT OAVHAKOBBIX O1odapma-
[[eBTUYECKUX CBOVCTB M KIMHNYECKOI 3¢ deKTUBHO-
ctu. B uccneposannnm akagemuka PAH, mpod., g.M.H.
JM.B. MaeBa u COaBT. mpenapaThl KalCyIMpPOBaHHOTO
IIaHKpeaTWHa, IpefcTaBIeHHble B Poccun u cTpaHax
CHI B cMMMeTpUYHBIX J03aX aKTMBHOCTY ITAHKPeaTH-
Ha, pasauyanuch o GpakTUIecKoil aKTMBHOCTM, pas-
Mepy dacTui 1 npoduiaoo BeicBoOoKAeHNs [28]. Itn
pe3y/IbTaThl MONY4YeHbl /1A ITaHKpeaTVHa U He MOIYT
HAIpAMYIO IIepeHOCUTBCA Ha [JUcaxapupiasel, HO TOf-
TBEPXXAAIT OOMMIT IPUHINIL: GepMEHTHbIE Ipemna-
paThl ¢ OMHAKOBO 3aAB/IEHHON NO30Ji He ClefyeT
aBTOMATUYECK! CUYUTATh S9KBMBAJICHTHBIMIA.

NlakTasa

Haubonee ybenurenpHble faHHbIE 110 PepMEHTHOI Te-
pamnuy NoMydeHsl /I IAKTa3bl. B paHfoMuU3npoBaHHOM
IBOJTHOM CJIETIOM IlepeKpecTHOM ucciefopanuu R. Baijal
VI COaBT. Cpey B3POCIbIX € IIOATBEPXK/ICHHOI HellepeHo-
CUMOCTBIO TaKTO3bl NpueM naktassl 13 500 FCC nepep,
HarpysKoii 25 I TaKTO3bI yMeHbIIaJT BBIPA)KEHHOCTD CYM-
IITOMOB U CHIDKAJI CyMMapHYIO 9KCKpeINio BOZOPofa
IIpuMepHO Ha 55% Io cpaBHeHMIO ¢ mare6o [29].

B uccnegoanum K.-P. Gao n coast. 10 000 FCC makTa-
3bl, IPMHATbIE OfHOBpeMeHHO ¢ 300 M/ MOTIOKa, cofiep-
XKAUIMM OKOJIO 18 T 1aKkTO3bl, 3¢ (HEKTUBHO CHIDKAIN
BBIP@XEHHOCTh CUMIITOMOB Manbabcopbuuu; mpuem
TOIT JKe 03Bl 3a 30 MUHYT ZO MOJIOKA OBLI 3HAYNTENBHO
MeHee addexTuseH [30].
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Taxum 06pasoM, yHuBepcaIbHasA ONTUMa/IbHAs J03a JTaK-
Tas3bl He ycTaHOB/IeHa. Ee crefyeT COOTHOCUTD C KOJiye-
CTBOM JIaKTO3HI B INIIe, BpeMeHeM IIpyeMa ¥ XapaKTepu-
CTMKaMM KOHKPETHOTO (pepMEeHTHOTO Ipemnapara.

CaKp03|/|na3a N WHBEPTA3HAA aKTUBHOCTb

B xonrponupyemom uccneposanum W.R. Treem
M COABT. CAKPO31Jja3a yMeHbllla/la CUMIITOMBI y leTell
C BPOXJEHHOI HeZOCTAaTOYHOCTBIO Caxapasbl-U30-
MafnbTasel Ipu ynorpebneHnn caxaposst [31]. Otu
JNaHHBIE, OTHAKO, HEKOPPEKTHO HAIPAMYIO IIepeHO-
CUTb Ha B3POC/IBIX C IMIIOMOPGHBIMY annensmu SI nian
BTOPUYHBIM JeduryutoM. Cakposnumasa mpenMyIect-
BEHHO KOMIIEHCHPYeT TM/IPO/IN3 CaXapo3bl U He IOJI-
HOCTBIO 3aMEHseT M30Ma/lbTa3HYI0 aKTUBHOCTb IpU
HepeBapyBaHUY IPOAYKTOB TUAPOIU3a KpaxMaia.

a-lanakro3npasa

a-TamakTosupasa pacuensser padpduHosy, craxmo-
3y U ApYrue raJaKTOOMUIOCaXapuyibl, CofepxKaliyecs
Hpexxzie Bcero B 6060BbIX. II0CKOBKY y YenoBeKa oT-
CYTCTBYeT SHIOTeHHas A-TaJaKTO3M/asa, ee IpyMeHe-
HIe CIIefyeT pacCMaTpUBATh He KaK 3aMeCTUTEIbHYI0
Tepanuio Jucaxapupas, a Kak cybcrpar-cuenudpnde-
CKYIO MUINEBAPUTEIbHYIO MOAAEPXKKY. TaKoi MORXOf,
HOTEHIMATbHO II03BOJIAET YMEHBIINTH HOCTYILIE-
Hue GepMeHTUPYEMBIX OMUTOCAXapMUJOB B TONCTYIO
KMIIKY, CHU3UTh razoobpasoBaHue U CBsI3aHHBIE
C HMM CHMIITOMBI, IPY 9TOM He UCK/II0Yasi U3 PaljuoHa
Ije/Ible TPYIIIIBI IIPOAYKTOB.

Knnundeckas s pexTMBHOCTD -rajlaKTO3MAA3bl I0-
Ka3aHa He BO BCEX UCCIAeJOBAaHUAX, OFHAKO JJAHHBIE
yKasbIBAIOT Ha MO/b3Y ee IPUMEHEHNs Y IPaBUIbHO
nogo6panubix manuentoB. C.J. Tuck u coaBT. mpoge-
MOHCTPUPOBANM YMeHbIIEHNE CUMIITOMOB y 60/b-
HbIX CPK ¢ 4yBCTBUTENIPHOCTBIO K IraaKTOOMNUTOCA-
xapugaM [32], Torga KaK B IMIOTHOM MCCTEOBAaHUNU
L. Bohn u coaBT. 3HaYMMOr0 HpeNMYIIeCTBa Haf ITa-
ne6o He 6b110 monydeno [33]. Takum obpasom, Han-
00/IbLIYIO IPAKTUYECKYIO LIEHHOCTD A-TaIaKTO31/a3a
MO>XKET VIMETb Y ITAIIIEHTOB C YeTKOII ¥ BOCIIPOM3BOMU-
MOIJI CBSI3bI0 CMMIITOMOB C yHOTpebneHmeM 6060BbIX
U APYTMX IPOAYKTOB, 6OTaTHIMM FaaKTOOIUTOCAXA-
pUsaMy, TO3BOJISI YMEHBIINTD BBIPAXXEHHOCTD CUM-
ITOMOB 6e3 HeOIIPaBAHHOTO OTPAHNIEHNS PALVIOHA.

HepeleHHble Bonpocbl
W NccnepoBaTenbcKue NpUopuUTeThI

JoxasarenbHas 6asa IO fucaxapujasHOil HEJOCTa-
TOYHOCTH Y B3POC/IBIX OTPaHMYeHA NPENMYIIeCTBeH-
HO MCCEJOBAHUAMM MALMIEHTOB B yCIOBUAX CIIELN-
anu3MpOBaHHBIX LeHTpoB. ComocTaBieHne pabor
3aTPYAHSIOT Pasnuyus B MeCTe U YUCae OMOITATOB
KMIIKY, YCIOBUAX XpaHeHUs:A, 1abopaTopHHIX pede-
peHcax u moporax aktuBHocTi. Kpome Toro, mabopa-
TOPHO BBIABJICHHBII Te(UINUT He BCerfa COIPOBOXKAA-
eTcsa cumnromamu. Iloatomy Oynyie uccmefoBaHms
IO/DKHBI ONHOBPEMEHHO OLleHNBATh epMEHTATUBHYIO
AKTUBHOCTb, CTAaHJAPTU30BAHHYIO YITIeBONHYIO Ha-
TPY3KY 1 BOCIPOV3BOANMMYIO KIIMHNYECKYIO peaKLNIo.

[acTpo3HTeponorms

Oco6eHHO BaXKHBI IONY/IALMOHHbBIE UCCIIEIOBAHNA, TO-
TIO/THSAOI[VE TEHETNYECKIIE TaHHBIE OLIEHKON TPYBBIYHOTO
IIIITaHVS, JAHHBIMY JbIXaTelbHbIX TECTOB, OLIEHKON CHM-
IITOMOB C Y4€TOM 3THUYECKOI IIPUHAIEKHOCTH 1 COYT-
CTBYIOIIUX 3a60/1eBaHMIL. ITO IO3BOMUT PAsTPAHUIUTD
TeHEeTUYECKYI0 IPefPacoNIOoXEeHHOCTD, 00BEKTUBHYIO
MajbabCcopOLVIO U K/IVHIYIECKYIO HeTIepeHOCYIMOCTb.
Bompoc BTOpuYHOI fucaxapupasHoil HeLOCTATOYHO-
CTU HY)X[jaeTcs B yriy6neHHOM nsydeHun. [1pu nenna-
K1 He0OOXOMMO OIIPELENNTh CPOKI BOCCTAHOBTIEHNSI
aKTUBHOCTU (pepMeHTOB-UCcaxapupas nocie Mmopdo-
noruyeckoit pemuccun [10]. B oHKOMOrMYM BaskHO O11e-
HUTD BIUsSHME 3a00T€BaHNS U JIeUeHNUA: XUMMUOTepa-
M1 BBISBIBAET AMIOIITO3 KIIETOK KPUIIT TOHKOI KUIIKH
[34], a mpu Ty4eBOI Tepalyuy OPraHOB MaJIOTO Ta3a
B KayeCcTBe MOCIeNCTBUI OMMCaHbl Manbabcopbuus
naktossl u CUBP [35].

HepocraTouHo u3ydeHbl HapylieHus gepMeHTaLUN
YITIeBOJOB IOC/IE OTIepaLit Ha XKeMy/gKe 1 KUIIeTHUKE.
[MocneonepannoHHble N3MEHEHNSI AHATOMUM TIHIIE-
BapUTENbHOI TPYOKM U KUIIEIHOTO TPAH3UTA MOTYT
BIAMATH Ha MEPEHOCUMOCTb CyOCTpaToOB: HaIpuUMep,
[I0C/Ie PYKaBHOJ TracTPIKTOMUM Y 4aCTH HAI[MEeHTOB
BIIepBBIe BO3HMKAJIa HEIIEPEHOCUMOCTD IaKTO3HI [36].
Heo6xopumbl 60ree KpymnHble pabOTHL /I U3YIEHNS
pPacupoCTpaHEeHHOCTH [UCaXapuLa3Hoil HeJOCTaTOY-
HOCTM IIOCTIe abJOMMHATIBHON XUPYPIUn, ee 06paTu-
MOCTH U IOKa3aHWUIl K MPOBENeHNI0 TeCTUPOBAHMUS
Ha aKTMBHOCTD JUCAXapUas.

JI71s1 B3pOC/IBIX CO CHVDKEHHON aKTMBHOCTDBIO Caxapasbl-
M30MabTa3bl ¥ MajIbTa3bl-TJIIOKOAMIIA3bl IIPUOPUTET-
HBI IPOCIEKTUBHbIE MCCIE[OBAHNA, BalUgalyis HEVH-
Ba3MBHBIX TECTOB M COIOCTABJIEHIE UX C PePMEHTHBIM
aHanm30M 6uonrtaroB. HezaBucumble paHLOMU3UPOBAH-
HBIE VCIBITAHUSA (EPMEHTHOI Teparmi, BKIIOYas KOM-
O6UMHAIMY, TOJDKHDBI OLIEHUBATb HE TOIBKO CUMIITOMBI,
HO U IePEeHOCUMOCTbD IIPORYKTOB, pacllyipeHye paluoHa,
Ka4eCTBO >KM3HY U BOIIPOCHI 6€30IMacHOCTIA.

3aKniouyeHue

JucaxapuagasHyo HEJOCTAaTOYHOCTD CHAelyeT BKIIO-
4aTh B KPYT AudepeHnaibHOrO AUarHosa y B3po-
CIBIX C YCTOMYMBBIMU NMOCTHPAHAMATBHBIMU CUM-
IITOMaM¥, 0COOEHHO IPU VX J0303aBUCUMOI CBA3U
C ompeJeNleHHBIMY YII€BOLAMM, Y MaljMEHTOB C U3-
BECTHBIMU 3a00IeBaHNMAMM TOHKOJ KMUIIKY VN IIPU
HepocraTouHoM 3¢ddekre Tepanuu CPK. [Juarxos
He JJO/DKEH OCHOBBIBATbCS TO/NBKO Ha )kKanmobax, re-
HoTUIIe MU OFHOM TecTe. OGOCHOBAHHBIN MOAXOT
BK/II0YaeT MICK/II0UYeH e BTOPMYHBIX IPUYMH, IOATBEP-
XXJIeHMe HapyIleHNs IepeBapyBaHNsA UM BCAChIBAHNA
YT/IEBOZIOB U COIIOCTaBJIeHNE PE3yNbTaTa C BOCIPOU3-
BOJMMOJ KIMHUYECKON peakuueil. BoIpakeHHOCTD
CUMIITOMOB ONpefieNiAeTCA He TONbKO OCTaTOYHOM aK-
TUBHOCTBIO (pepMeHTa, HO U Ji030i1 cybcTpaTa, CBOII-
CTBaMU IMIIEBOTO MPOAYKTa, CKOPOCTbIO TPAH3NUTA,
0CO6eHHOCTAMYU MUKPOOHOTO MeTabonm3mMa 1 BuC-
LlepajnbHOl YyBCTBUTEABHOCTHIO; MO9TOMY nabopa-
TOPHBIE JJaHHbIE CIIeflyeT UHTEPIPETUPOBATh TONBKO
B KIMHMYECKOM KOHTEKCTe.
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QepMeHTHasA 3aMeCTUTeNbHAs Tepalusd JuUcaxapy- YeHBI /A JIAKTa3bl U CaKpo3uassl; 3QPeKTUBHOCTD
fasaMyU IIpY TOYHOM COOTBETCTBUM (epMeHTa CyO- «-TajJaKTO3¥Aasbl 3aBUCUT OT NUIEBOrO TPUITepa.
CTpaTy MOXXeT YMeHbIIaTb CUMIITOMBI U COXPaHATh IlepcneKTUBBI HapaBIEHMA CBA3AHBI CO CTaH/IAPTHU3a-
MOTHOLIEHHOCTD PAaI[MOHA y CKOMIPOMETVPOBAHHBIX IMell aKTMBHOCTH, TOYHBIM OTOOPOM MAI[MEHTOB 1 Ka-
nanueHToB. Hanbosnee ybenurenbHble JaHHBIE IOy~ YeCTBEHHBIMU CPABHUTENIbHBIMI MCCTIEHOBAHNUSIMIL.
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Disaccharidase Deficiency in Adults: Pathogenesis, Diagnosis, and Prospects for Management

N.V. Novozhilov', A.A. Ataeva?, A.V. Kiseleva?, Yu.A. Kucheryavyy, PhD?
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Disaccharidase deficiency encompasses primary and secondary disorders of membrane carbohydrate digestion
in the small intestine. Reduced brush-border enzyme activity results in incomplete hydrolysis of lactose, sucrose,
and starch-derived oligosaccharides. Undigested carbohydrates increase the luminal osmotic load and reach
the colon, where they undergo bacterial fermentation. Clinical manifestations may include postprandial
bloating, flatulence, borborygmi, abdominal pain, and diarrhea. Symptom severity does not always correspond
to the degree of enzyme deficiency. Enzyme deficiency, carbohydrate malabsorption, and clinical intolerance
should therefore not be regarded as equivalent conditions.

This narrative review summarizes current evidence on lactase deficiency and reduced sucrase-isomaltase
and maltase-glucoamylase activity in adults. It discusses epidemiology, pathogenesis, clinical manifestations,
and the diagnostic roles of hydrogen-methane breath tests, quantitative disaccharidase assays in duodenal
biopsy specimens, histology, and genetic testing. Particular attention is paid to the distinction between
disaccharidase deficiency and irritable bowel syndrome, which may present with similar symptoms

and coexist in the same patient.

Management should include identification and treatment of secondary causes, individualized restriction

of the poorly tolerated carbohydrate, and subsequent dietary liberalization. A prolonged strict low-FODMAP
(Fermentable Oligosaccharides, Disaccharides, Monosaccharides And Polyols) diet is not a universal treatment
for enzyme deficiency and requires structured reintroduction and personalization. Enzyme replacement therapy
targets a specific substrate and may help preserve dietary diversity. The strongest evidence supports lactase

for lactose intolerance and sacrosidase for congenital sucrase-isomaltase deficiency. The efficacy of alpha-
galactosidase depends on the clinical phenotype, whereas combined enzyme preparations require further
evaluation in controlled trials involving adults.

Keywords: disaccharidase deficiency, lactase, sucrase-isomaltase, maltase-glucoamylase, carbohydrate
maldigestion, enzyme replacement therapy, irritable bowel syndrome (IBS)
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