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HenopgHolerwe gucaxapuaa

Heperbko Papgnosuh

YHnBep3uTeTCKa Aeyja KNHUKa, beorpag, Cpbuja

KPATAK CAIPXKA)

HenopHowweke aricaxapuaia je NaToreHeTCKU XeTePOreH 1 BeoMa COXEH KNMHUYKK eHTuTeT. O61YHO ce ja-
BJba YCNIefl NPUMAPHOT N CEKYHAAPHOT HEJOCTaTKa 1caxapuasHe akTUBHOCTY, @ PETKO 360r nopemeha-
ja ancopnuuje nny meTabonm3ma kUxoBrUx MoHoMepa. CUMNTOMaToNorMja AMcaxapuaHe Manaurectuje, of-
HOCHO Manancoprnuuje 3aBrcK o TeXHe OCHOBHOT nopemehaja, cTeneHa werosor ontepeherba 1 XUBOT-
He po6m nauwjerTa. Kog fele Hajmnaher y3pacta, 36or 6p30r racTporHTECTUHAMHOT NPOoNacka v Manor KoM-
NEeH3aTOPHOT KanaumMTeTa KOOHa, OCHOBY KIMHUYKE CIMKe YNHW OCMOTCKO-GpepMeHTaTMBHa anjapeja. [u-
japejHn nopemehaj Hekag Moxe 61T TaKO MHTEH3MBAH Aa HapyLUaBa He Camo 6UNaHC BOAE 1 eNIEKTPONUTa,
HEro 1 NcxparbeHocT feteTa. Koa ctapuje aelle 1 ofpacinx ocoba, Kao 1 Kof nakwimx obnuka nopemehaja,
Yy CUMMTOMATONOTMjU AOMUHNPajy KOJMKE, YyjHa NepucTanTyka, MeTeopr3am 1 nojayaHa dnatynauuja. Me-
Tabonmuka obormbera npaheHa nopemehajem KOHBep3mje ranakTose u GPyKTO3e Y rMKO3Y OLJINKYjY XUMo-
IMMKeMUjCKe Kpr3e 1 pasnmumta MynTucucTemcka olwTehera 13a3BaHa HaroMuaaBamem TOKCUUYHNX MPOW3-
BoAa MeTabonu3ma. [lnjarHocTrKa racTpOMHTECTUHANHOT 06/1MKa HEMOAHOLWEba AMCaxapuaa Ce 3aCHMBa Ha
NaToNOLWKOM KIMHWYKO-1abopaTopujckoM 0AroBopy TOKOM TecTa ontepehetsa, a MeTabonmuKkor Ha JoKasy
cneuyeuUHOT eH3MCKOT, OAHOCHO reHcKor owwTehera. OCHOBY Neyera HeMOAHOLERa Arcaxapuia YAHU
eNMM1HaLMoHa anjeTa. Kop cekyHaapHuX 06nvka nopemehaja HEOMXOAHO je 1 fleuete OCHOBHOT 060Jbetba.

KJ'bleHe peun: HenofHowWeme Ancaxapuaa; natoreHesa; KNMHUYKa C/inKka; p,VIjaFHOCTI/IKa; neyemwe

yBO[,

llvicaxapupy cy yr/beHOXUPaTHU OTUTOMEPU
CauMH-eHN O] 1Ba MOJIEKy/la MOHOCaXapuya Me-
hycobno nosesana anda mm 6era INMKO3UL-
HoM Be3oM [1]. OpmnKyje ux 3HauajaH cajipxaj
y HOjeMHMM BPCTaMa XpaHe, foOpa pacTBOp-
JBUBOCT y BOAM U ClIafiak yKyc. Fbuxosa kamo-
PpUjcKa BpegHOCT je 0Ko 4 kcal/g. OcHoBHM fiu1-
caXapupy y MICXpaHM Y0OBeKa Cy JIAKT03a, caxa-
posa u Tpexanosa [1]. IIpema HaunHy Be3uBa-
ba CybjelMHNMIIa, TaKTO3a IpKIazfa 6eTa IIu-
KO3UJIMMA, a CaXapo3a J Tpexano3a IpuIajia-
jy anda rmkosupuMa. Y cknamy ¢ TUM, 1aKTO-
3a je pellyKTMBHA CYIICTaHIIa, OK Cy Caxapo3a
U TpeXajo3a HepefyKTHBHe cyrncTaHie. JIak-
TO3a je I/TaBHM YI/beHM XUAPAT MyleKa BehyHe
cucapa. CacTaB/beHa je off MOJIEKY/Ia [JIMKO3e
U TajlaKTo3e Koju ¢y Mehyco6Ho nosesaHnnu Ge-
Ta-1,4 ruKosugHOM Be3oM [1]. Caxaposy, ko-
ja ce Ha;masu y Bohy 1 BohHMM IpousBoaMMa,
HeKVM BpcTaMa nospha U ipyroj XpaHu u Ha-
IMIMMA Y KOje ce Jofiaje, YMHe MOTIEKy/IH [/IU-
Ko3e 11 ppykTo3e crojenu anda-1,2 IMKo3na-
HoM Be3oM [1]. Tpexanosa, ITMKO3HN AuMep
nose3aH anda-1,1 IIMKO3UFHOM Be30M, Hajla-
3U ce y M/IaiuM TledypKaMa, Te MMa 3aHeMap-
puBo ydemrhe y bynckoj ucxpanu [2]. Cagp-
Kaj JIaKTO3e 1 caxapo3e Y XpaH! IPMKa3aH je
y Tabenama 1 u 2 [3,4].

YI/beHU XUAPATH CY, Y3 HPOTEVHE U MacTH,
OCHOBHM €/IeMEHTH JbyJiCKe MCXpaHe. Y IIpBe
IBe-TpU TOfUHe 110 pobewy oum unte 40-50%
YKyIIHe KalopyjcKe BPETHOCTM XpaHe, a I10-
TOM 45-65% [5, 6, 7]. OcuM eHepreTCcKOr 3Ha-
Yaja, yI/beHU XUAPATU Cy M3y3eTHO BaXKHU Y
op>KaBalby MeTabo/MINYKe PaBHOTEXXE Opra-

Hu3Ma [8]. OBa BUXOBa y/Iora ce 3aCHUBA Ha
o6e3behemwy cramHor H1Boa okcancupherne
KICe/NHe, KOja ¥IMa ITIaBHy Y/IOTy Y afieKBaT-
HOM KaTabonusmy Mactu [1]. OTyna ucxpaHa
¢ mambe off 10% xamopuja yr/beHOXUAPATHOT
HOpeK/Ia TOBOMY 1O KeTO3e, a y HajTeKUM CITy-
JajeBMMa U O KeToanupgose [8]. Jlakrosa, mo-
per ylore y eHepreTcKoM MeTabo/I3My, OMO-
ryhaBa 60/by MHTeCTMHAIHY PeCOPILINjY Kajl-
IMjyMa, MarHesujyma u reoxxba, kao u Hacerba-
Bame KoJIoHa 6akTepujaMa Bifidobacterium n
Lactobacillus [9, 10]. OcHOBHY yI/beHU XUApAT
Y MCXPaHU OfIOjYeTa je IaKTO03a, a Y KaCHUjeM
y3pacTy cKpob, Koju 1 Ha4ye MMa IIPUOPUTET
y IPaBUIIHOj MCXPaHN YOBeKa [6, 8]. 360r un-
TaBOT H}3a HETaTMBHUX edeKaTa Ha 3[[paBJbe,
Kao LITO Cy r0jasHOCT, aTePOCKIepO3a, Auja-
6eTec MeNMUTYC THUII 2, Kapujec M [PYTH, YHOC
caxapose Ou, npeMa BaxehuM npenopykama,
Mopao 6uTy HIKM of 10% yKyIHe Kamopuj-
CKe BpefHOCTU XpaHe [11].

OVFECTUJA U ANICOPMLMIA
OUCAXAPUAA

YrbeHn xuppaTtu ce pecopbyjy y MOHOCaxa-
PUIHOM OOINKY, Te Ce TOMCAXapUaM U ONIN-
rocaxapyau MOpajy IPeTXOFHO XUAPOIN30Ba-
it [12]. ITonucaxapupu ce Bape MHTPATyMMU-
HAJTHO, JOK O/IUTOCaxapuje pasaaxy OArosa-
pajyhe xunponase (onurocaxapupase) Koje cy
KOBa/ICHTHO Be3aHe 3a allKalTHy MeMOpaHy
eHTepouuta [12-16]. Bera rIuKo3ng-1aKToO3y
pasnmaxe nakTasa (6eta rmnkosugasa), a anda
[JIMKO3MUJie CAXapo3y U TPeXaosy caxapasa-1s-
OMajITasa, OBHOCHO Tpexanasa. EH3umcky au-
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Ta6ena 1. Cagpiaj nakTo3e y MieKy 1 MieYHM nporssoguma [3]
Table 1. Lactose content in milk and milk products [3]

MNMpowussog MpoueHaT TexunHe
Product Per cent of weight
XymaHo (MajurHo) Mieko 75
Human (maternal) milk .
MyHoMacHO KpaB/be MneKko 46
Full-fat cow’s milk ’
MonyobpaHo KpaBrbe MIeKo

g o 4.7
Semi-fat cow’s milk
O6paHo KpaB/be MIEKO 48
Fat-free cow’s milk :
Jorypt
Joghurt 40
Kosje mneko
Goat’s milk 44
OBuje Mneko 51
Sheep’s milk :
Cnp (cTapwm) Y Tpary
Cottage cheese (aged) In traces
Cnaponen 47-5.2
Icecream

Ta6ena 2. Cagpxaj caxapose y Bohy 1 nosphy [4]
Tabela 2. Saccharose content in fruits and vegetables [4]

Bohe 1 nosphe MpoueHaT TexnHe
Fruits and vegetables Per cent of weight
Jabyka

Apple 3.78
Kpywka 161
Pear

WbmBa 494
Plum

BbpeckBa

Peach 6.92
Kajcuja

Apricot >-84
Tpewtba

Cherry 0.22
Jaropa

Strawberry 103
KynuHa

Blackberry 0.59
Manuna

Raspberry 3.68
lpoxhe 225
Grapes

JNly6eHnua

Watermelon >-86
MNapapajs

Tomato 0.01

Mep caxapasa-M30MasTasa, Iopesl caxapose, pasiaxke I Me-
hyrnukosny anda-1,6 rukosugHy Besy anda-feKCTpuHa
[12, 14]. Incaxapupase ce jaB/bajy CpeAMHOM IIpBe IIOJI0-
BMHE MHTPAyTEPYCHOT pa3Boja, a CBOjy IIYHY aKTMBHOCT
OCTBapyjy y OITUMAaTHOM TepMUHY pobetba, C TUM LITO ce
aKTMBHOCT IaKTa3€, 3a Pas/InKy Off APYTUX AUcaxapuiasa,
Kop 70-75% 7bynu ry61 HaKOH IIPUPOSHO MpOrpaMupa-
HOT IIlepuofa fojewa [3, 17, 18]. Misysumajyhn rmykoamu-
71a3y, KOja IIOCTOj! Jy>K LieJIOT TAHKOT IJpeBa, TaKTasa, ca-
Xapasa-M30MasTasa, Tpaxanasa 1 MajaTasa, Hajase ce ca-
MO Y BberOBOM IIPOKCUMaTHOM ey [13-16]. HakoH pas-
IBajarba MOHOCAXapUy C€ TPAHCIIOPTYjY y EHTEPOLUT, a
IIOTOM y TOPTHY KpBOTOK. IIpenasak InmKose 1 ramakro-
3e y eHTepPOLUT ce 06aB/ba aKTUBHIM KOTPAHCIIOPTOM C

Pagnoeuh H. HenogHowwere ancaxapvaa

HaTpUjyMoM, a ppykTose onakiuraHoM au¢ysujom. 3a pas-
JIMKY Off y/IacKa y eHTePOLINT, IPEHOC CBa TPY MOHOCAaXa-
pMZa y IOPTHY KPBOTOK Ce BPIIM O/TAKIIAHOM AU(Y3UjoM
M UCTUM TpaHcnopTepoM [19, 20, 21]. 360r caBpiueHujer
BUJa IpeHoca, Op31Ha pecopliyje I/IMKO3e 1 TaTaKTO3e
je nBocTpyko Beha of dpykrose [1, 12]. [leo yr/beHnx xu-
ApaTa KOjyu U3Mu4e QUTeCTUj/ U allCOPIILMjU NOCIIeBA y
KOJIOH, T/ie Tof/IexXe 6akTepujckoj pepmenTanuuju [22,23,
24]. ToxoM OBOT Ipolieca HAaCTajy KpaTKOJlaHYaHe MacHe
KICeNMHE, KOje Cé aKTMBHMM KOTPAHCIIOPTOM C HaTpujy-
MoM pecopbyjy u Hajsehum menoM KopucTe 3a eHepreT-
cke norpebe xonmoHouuTa [12, 21]. 3axBamyjyhn Buco-
KOM (PyHKIMOHATHOM KaIlal[UTeTy Ipoljeca JUrecTuje 1
arcopIuuje, cTerned uckopuurheHOCTH yI/beHUX XUparta
npu yobudajeHoj ucxpaHu je oko 98% [12].

METABOJIMMKA CYABUHA AUCAXAPUAHUX
MOHOMEPA

Pecop6oBanu AucaxapugHu MOHOMePHU IIOPTHUM KPBOTO-
KOM JIOCIIEBAjY Y jeTPY, Ifie CE YK/bY4yjy Y PasIu4nuTe Me-
tabonmuke mpoiece. [leo ImKo3e ce KOPUCTH 3a 0OHO-
BY IIMKOT€Ha U Apyre MeTabonmuke nmorpebe jerpe, Tok
OCTaTaK OfJIa3) y OCTajIa TKUBA, [fie ce KaTaboIuiie Win
KOHBepTyje y rmukoreH u Mactu [1, 8]. ITporecuma ¢oc-
bopunmsanyje, mpeHolIenHa Ha ypUANH-TUOChaT U enu-
Mepusaluje, Koju ce 06aB/bajy y jeTpu IO [1ejCTBOM ra-
JIAKTOKMHa3e, TallakT030- 1-pocdat ypuannrpanchepase
U ypupuHAudocar-ranakTo30-4-emnmumepase, raTakrosa
ce TpaHcopmuite y rmukosy [1]. Victy cynbuny uma u
¢bpykTO3a, Koja ce pocopunuiie y ppykroso-1-docdar
wn ppykTo3o-6-docdar, a motom un y ppykroso-1,6-nu-
docdar [1, 8]. IIpBy peakunujy katanusyje GpyKTOKUHA-
3a, IPyTy XeKCOKMHas3a, a Tpehy kunasa ¢ppykrosopocda-
Ta, 0fHOCHO pocdodpykroknnasa. Ppykroso-1-docdat
u PpykTo30-1,6-11docdar ce mop gejcTBoM PpyKTO30-
1-docdar-anmonase Xufponn3yjy y AUXUAPOKCUALIETOH-
docdar u ruuepunangexus-3-docdar 1 yKbydyjy y rm-
KOJIU3Y WM ITIMKOHEOTeHesYy, IOK ce fieo GpyKTo30-6-doc-
¢ara, 1j. dpakumja koja Huje pocopunmcana y ppykro-
30-1,6-anocdar, ox fejcTBOM U3oMepase IIyKo30-6-
¢docdara KOHBepTyje y ITIMKO3Y, a IOTOM Y IIMKOTeH [1].

KNVHWYKA OBNIULIY HENOAHOLLEHA
AVCAXAPUAA

HenopHoleme nycaxapuza je IaTOr€HEeTCKU XeTEPOreH U
BeOMa CTIOXKeH KIMHNYKY eHTuTeT. O61IHO HaCTaje yCren
HeJIoCTaTKa JyicaxapiufiasHe aKTMBHOCTM, a PETKO Kao I10-
cnepuia nopemehaja arcopniyje Wi MHTEpMeRUjapHOT
MeTabon3Ma BIXOBMX MOHOMepa [8, 14,24-27]. C acmex-
Ta MPMPOJie HACTAHKa, MOTY OUTK IpuMapHU (TpajHn),
Tj. TEHCKM Y3POKOBaHM, ¥ CEKyH/japHM, Hajuelthe mporna-
3HU, KOjH Ce jaB/bajy Kao IMOC/TeANIia pasnInTrx 060sbe-
mwa [13, 14, 25-29]. 3a mOTBpAY IpUMapHUX OO/IMKA II0-
pemehaja, mopen cTaHZapAHUX METOMIA, AaHAC Ce KOPICTE
U TeHeTUYKa UCIUTUBamba. OCHOBHY KIVHWYKY €HTUTET
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y cxiony mopemehaja mogHolewa gucaxapupa je, cBaka-
KO, HETIOJHOIIebe TAKTO3€, JOK Cy OCTa/IN, 13y3umajyhu
HIDKY IIpar IOfHOIIemha caxapoae, 3HaTHO pebu mmn us-
y3eTHO peTku [25, 26, 27].

FACTPOUHTECTUHAJIHU OB
HENOJHOLLEWA UCAXAPUAA

HenopHolwemwe nakrose

HenopHoueme nakTo3e HacTaje Kao mocieauiia ypoheror,
Pa3BOjHOT, ay/ITHOT U CeKYHAAPHOT HeOCTAaTKa JIaKTa-
3He aKTMBHOCTH [3, 30-35]. Ypobeun u passojuu obnu-
IV HEIIOHOIIIeha Ce MCII0/baBajy HeIoCpefHo 1o pobe-
1Y, Tj. HAKOH IIPBOT 0OpPOKa MJIEKa, a afy/ITHN U CEeKyH-
HapHM KacHuje. YpoheHn u afyITHN HeTOCTAaTaK NTaKTa-
3He aKTUBHOCTM Cy 130j10BaHu mopemehaju, mok cy pas-
BOjJHM U CEKyH[JAPHU YeCTO YAPY>KEHU ca APYIUM MOKa-
3aTe/plMa MHTeCTUHANHe fuchyHKuuje. Takobe, 3a pas-
JIUKY Off ypODheHOr, pasBojHOT U afy/ITHOT O6/MIMKa IOpe-
mehaja, y OCHOBM CeKyHapHOT I'yOMTKa TaKTa3He aKTUB-
HocTH ce Hajueuthe Hamasyu Mop¢oroIko omtehemwe cry-
3HIIIE TAaHKOT I[peBa.

Ypobenu HemocTaTak /aKTasHe aKTMBHOCTH je U3Y-
3€THO pefjaK ayTO30MHO peliecuBHU mopeMehaj n3asBan
omrehermeM y eKcIIpecuju CTPyKTYPHOT I'eHa 3a JIaKTasy,
KOjI ce Ha/lasy Ha xpoMosoMy 2¢g21 [32]. Pa3Bojuu eH-
3MMCKM HEJJOCTATAK je IIpOojIagHa I10jaBa Koja ce, y CK/IOIy
OIIIITe HEe3PEeIOCTH, jaB/ba KOJ IIpeBpeMeHO pobheHe nele
[30, 33]. MehyTtum, ganexo Hajuerrthu n HajBaXXHUjU 06-
NIV HeMOJHOIIea MaedHor ehepa ce jaBrmajy ycmen
KacHMjer TyOuTKa TaKTasHe aKTUBHOCTI. Ty ce uszBaja-
jy BBa KIMHMYKA EHTUTETA: IPBYU j€ HaC/IelHE, Ay TO30M-
HO peliecHBHe IIPUPO/Ie, Tj. Pe3yITaT ralllerba PeryaaTop-
HOT TeHa, 0K PYTH HacTaje ycrIe 000/berba IIPOKCUMAI-
HOT Jefla TaHKOT Lpesa [3, 13, 33-38]. Hacneguu 06muk
HAKHAJHOT TYOUTKA TaKTa3He aKTMBHOCTH, T3B. ay/ITHA
VY pacHa XUIIOJIaKTasNja, HacTaje IOC/Ie ePUofia Of0j-
4eTa, IPETEXXHO C HaBpIIeHUX 3-5 rofiuiHa, 1 Tpaje L0Xu-
BOTHO [3]. Vuecranoct oBor nopemehaja kog ocoba 6ere
pace je 2-50%, a ko mpuIagHuKa ocTanux paca 50-100%,
IITO Ta YMHY HajuerthyM 06MMKOM HETIOHOIIEe ha TAKTO-
3e [3,17]. CuUMITOMATCKY IyOUTAK TaKTasHe aKTMBHOCTH
M3asBaH 000/bebIIMa TAHKOT 1ipeBa 0OMYHO je IpojIa3aH
u 3HaTHO pehn y ogHOCY Ha amynTHY xunonakrasujy (Ta-
6ema 3) [30, 33]. IIpetexxHo ce jaB/ba y H0oOM OFoOjUeTa U
MaJIoT IETETa, M PETKO Tpaje iy>Ke of Heleby-aBe. Hajue-
mha ob6o/persa mpaheHa OBUM TUIIOM HETTOZHOLIE A JTAK-
TO3€ Cy: BUPYCHU TaCTPOEHTEPUTICH, XPOHIYHA IIOCTHH-
(exTUBHA Aujapeja, UHTeCTUHAIHA TaMO/Ija3a U [Ty TeH-
CeHSUTHBHA eHTepomaruja [39, 40,41].

Kimunuka cmka HelmofHOIIeha TAKTO3e je YIIaBHOM
TinnyHa [3, 13]. CmeTbe ce jaB/bajy yOp30 HAKOH YHO-
ca JIaKTO3e 1 3aBJiCe He CaMO Off TeXKVHE eH3MMCKOT He-
IOCTaTKa U CTeleHa weroBor onrepehema, Beh un of ys3-
pacTa perera. Texxe ob6mmke nopemehaja, moce6Ho y fo-
61 ofojueTa U MaJIOT fleTeTa, OfINKYje fujapeja, JOK ce
y CTapujeM y3pacTy jaB/bajy CMETIbe TUIIMYHE 3a MPUTa-

Ta6ena 3. O6osberba npaheHa ceKyHAapHUM HEMOAHOLWEHEM JaK-
To3e [30]
Table 3. Diseases associated with secondary lactose intolerance [30]

BupycHu ractpoeHTeputnc
Viral gastroenteritis

XpoHun4Ha nocTMHdEKTMBHa Anjapeja
Chronic postinfective diarrhoea

WHTecTMHanHa nambnujasa
Intestinal lambliasis

MpoTenH-ceH3UTUBHE eHTeponaTuje (HenogHoLWere ryTeHa, He-
nofiHoLEeHE NPOTENHA KPaB/ber Mieka)

Protein-sensitivne enteropathies (gluten intolerance, intolerance
to cow’s milk protein)

KpoHoB eHTepuTnC
Crohn'’s enteritis

MpoTenHcKo-Kanopujcka manHyTpuumja
Protein-calorie malnutrition

CUHAPOM KpaTKor LipeBa
Short bowel syndrome

Cnena Bujyra
Blind loop

NmyHonedmumTHa CTarba
Immunodeficiency disorders

PaavjaLMoHn 1 LMTOCTaTCKN EHTEPUTUC
Radiation or cytostatic enteritis

OUIHM KOTIOH, Tj. 60710BM ¥ TPOYXY THUIIA KOTMKA, METeO-
pusam u mojadana ¢ratymauuja [3, 13]. 360r yuecrannux,
TEYHVX U KUCeTIMX CTO/INIA, KOT, Aelle HajMmaber yapacta
Ce 4ecTo [UjarHOCTHKYyje epuaHanHy eputeM. Texxu 06-
nmiy mopemehaja, moce6HO KOf, Off0jueTa, MOTY 03611/b-
HO JIa Hapyllle KaKo OMIAHC BOJie U eeKTPOJINTA, TAKO U
MCXpameHocT feteta [13].

JMjarnosa HemoOJHONIEha TAKTO3€ Ce 3aCHMBA Ha I1a-
TOJIOIIKOM Hajasy T3B. TakTo3a-TojnepaHc Tecta (JITT),
Tj. II0jaBM TUIIMYHMX Teroba HakoH onrepehema makTo-
3oM (2 g/kg, Hajeumre 50 g) [18, 19]. ITopen KIMHMYKUX
3HAKOBa HEMOJHOIIeHha TaKTo3e, Hanas JITT je o6udHO
npahen HegoBo/pHMM MoBehaweM rmukemuje (<20 mg/dl)
[19]. Koz ncniuTaHmKa ¢ UCIIO/bEHOM [japejoM Y CTOMN-
LIV ce PETUCTPYjy Hucka BpegHocT pH (<5,5) u penykyjy-
he cyncranue (>0,5%) [18, 19]. lanac ce 3a mocTaB/bermbe
IujarHose oBor nopemehaja Hajuenthe npumesyje t38. H,
breath test, xoju ce 3acHuBa Ha HoBehay KOHIEHTpal1je
BOZIOHUKa (>20 ppm) y M3[aXHyTOM Ba3IyXy HAKOH OIITe-
pehema nmakrosom [19, 22]. ITopep Tora, y gujarHOCTHY-
Ke CBpXe ce KOPUCTH 1 XpoMaTorpaduja cTo/mIe Ha Iire-
hepe 1 ensumcku ecej. IMjarHOCTUYKY 3HAYAj MMa U MIII-
4yes3aBarbe Teroba Ko MCIUTAHMKA Ha OMjeTu 6e3 MaKTo-
3e [13]. 3a ersakTHy IOTBPAY ypoheHor 1 agynTHOr 06711~
Ka XMIIOJIaKTa3yje HEOIIXOLHO je OKa3aTH Jla He IIOCTOjU
Mopdoromko ourreheme cmy3okoske TaHKOT IjpeBa [18].

OcHOBY J1e4erba HeITONHOIIEHha TAKTO3€ YNHI eTUMMU-
HaI[JOHA iujeTa IpuIaroheHa IPUPOLY 1 TEXXVHU ITOpe-
Mmehaja n yspacty gerera [13, 14]. Ko cekyHnapHux o6mu-
Ka oBoT TopeMehaja HEOIIXOHO je U Jlederbe OCHOBHE 60-
nectn [13,42]. YKonuKo je y IMTamy Of0jue Ha BellTad-
KOj MICXpaHH, IpUMemyje ce mocebHa GopMya KpaBjber
MJIeKa 6e3 TaKTo3e WM C ’beHUM Ma/IUM CafpiKajeM, TOK
ce [IeTeTy CTapyjeM Of TOAVHY aHa y OBY CBPXY MOXKe Aa-
TI jOTYPT WIN HeKM APYTU pepMEeHTUCAHN MIeYHM TIPO-
u3BOJ (K1ceno Meko, kepup, cup) [3,17,42]. Ogojuery ¢
MCTOBPEMEHIM HellOZHOIIeheM IPOTeNHA KPaB/ber MyIe-
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Ka I TaKTO3e fiaje ce MIeyHa (pOpMy/Ia 3aCHOBaHa Ha eKc-
TEH3VBHOM IIPOTEMHCKOM XUIPOIN3ATY, a IeTeTy IOCIe
HaBplleHe IIpBe FOAVHE COjMHO MIeKo. Jlella Koja cuca-
jy, n3ysumajyhu ony ¢ ypoheHum HeOCTATKOM JIaKTa3He
aKTUBHOCTH, OCT4jy Ha ICTOM PeXMMY UCXpaHe, C TUM fia
UM ce TyOUTaK BOJe U eJIeKTPO/INTa Ha ofroBapajyhu Ha-
unH HafokHabyje. Takobe, MajunHO MIeKo ce He yCKpa-
hyje Hu peBpemeHo pobheHom feteTy.

HenopHolwewe caxapo3e

[Tpumapum (M30710BaHM) OOMUK HETTOTHOLIEHa Caxapo3e
HacTaje ycen oumrreherba CTPYyKTypHOT I'eHa 3a caxapasa-
M30MasTasy, Koju ce Ha/lasy Ha xpomosomy 3g25-26 [14,
25]. ITpema uctpaxvBawnma y CjenumbeHNM AMepUIKIM
JIp>xaBaMa, y4eCTaToCT XOMOSUTOTA C OBUM HEf[OCTATKOM
je 0,2-0,5%, a xeTepo3uroTa, Kof, Kojux nopemehaj mporu-
Je 3HaTHO O7axe, 2-9% [25]. 3axBambyjyhu penaTusHO HuU-
cxoM ontepehemy anda-feKCTpUHOM, IOCTOjaby M3BECHe
M30MaJITa3He aKTUBHOCTY ¥ KOMIIEH3aTOPHOM KaTalnTe-
Ty KOJIOHA, OBaj €H3MMCKI HeloCTaTaK Huje mpahen He-
mojHolIeweM nonucaxapuna. Takobe, He 6enexe ce Hu
Ipyru GyHKIMOHaMHK HopeMehaju TaHKOT LjpeBa, HUTH
Mop¢orolIKe TpoMeHe Ha CTy30KoXu. KimmHudka cnmka,
IMjaTHOCTHKA ¥ JIeUelbe Ce, CeM eTHOIOLIKY, He Pa3/IuKY-
jy of IpuMapHOT 06/1MKa HellofHOLIeba TaKkTo3e [14,25].

Bynyhu na je caxapasna aktuBHOCT 3HaTHO Beha on
JIaKTa3He, CEKYHAAPHY 0O/IMK HEITOJHOIIeha caxapose je
y OBHOCY Ha JIaKTO3y 3HaTHO pebu [14, 25]. JaB/ba ce Kof,
CHHApOMa KPaTKOT L[peBa U UMyHOe(UIMjeHTHUX CTa-
13 U YBEK YAPYXKEHO C HeMOAHOIIeheM TakTose [14, 30].
JMjarHOCTHKYje ce M KO, ITOTXpambeHe 0J0j9ay C poTa-
BUPYCHUM TaCTPOEHTEPUTICOM, LIe/IMjauHOM KPU3OM I
TEIIKOM IOCTUH(EKTUBHOM fujapejoM [14].

HenopHolwewe Tpexanose

[TpuMapHU 06/IMK HETIOFHOIIEHhA TPEXAIO3e je pefak ayTo-
30MHO perjecuBHI nopemehaj [25]. Behuna aujarnoctu-
KOBaHMX ucnuranuka cy Eckumn c I'pennanpa, kog Ko-
jux ce jaBba ¢ MHLUAEHIjoM off 9% [43]. Omucan je u
CeKYHIApHU HefloCTaTaK TpeXaJ03He aKTUBHOCTH, A/l je
 OH pepak [44]. KnuHmuKa CmKa, AujarHoCTUKa 1 1ede-
e CY UCTHU Kao U Kof, nopemehaja mogHolIema TaKTO3e
u caxapose [45].

Manancopnuyuja moHOCaxapuaa

AyTO30MHO perjecuBHO oluTehere aKTUBHOT KOTPaH-
CIIOPTa IIMKO3€ U Ta/IaKTO3€ C HATPUjYMOM j€ U3y3eT-
Ho pepak mopemehaj [14, 30]. Hacraje ycren myTanuje Ha
xpomosoMy 22¢q13.1, a ucmospaBa ce OCMOTCKO-(epMeH-
TAaTMBHOM [1japejoM 1o onrepehemy 0BuM MOHOCaxa-
punnma [30, 46]. Ilopen mujapeje, 6enexe ce M KIMHNY-
Ku OesHavajHa IJIMKO3ypHja U TanmakTosypuja [47]. Jlede-
b€ Ce 3aCHMBA Ha 3aMeHM I/INKO3e ¥ FajlakTo3e QpyKTo-

Pagnoeuh H. HenogHowwere ancaxapvaa

3oM [14, 30]. C y3pacToM ce HOfHOIIEbe TIMKO3€ I Ta-
nmakTose mobosbuasa [48].

HsonoBanu 061k Manamncopiyje Gppykrose je rakohe
M3Y3eTHO pellaK ayTO30MHO perjecuBHM nopemehaj [30].
HacTaje xao mocnenuiia jour HeneHTU(GUKOBaHe MyTa-
nuje Ha xpomosomy 1p31 [30]. OcHOBY /ederba YMHM TU-
jeta 6es 6e3 caxapose u ppykrose [14]. I[Topemehaj je Haj-
U3paXKeHWjI Y [OOM 0J0jueTa 1 MaJIOT AeTeTa, a HAKOH TO-
ra [OCTeIEHO jerbaBa [48].

CekyHapHM 00/IMK Ma/IalICOPIILIYje MOHOCAaXapypa je
penmak nmopemehaj, koju ce jaB/ba y HaTOMOIIKUM CTAmbU-
ma npahennm temknm omrehereM TaHKOT 1jpeBa [30].

MNOPEMETRAJN METABOJIU3MA FAJIAKTO3E U
OPYKTO3E

OBy rpyny obo/berba dnHe: ralakTo3eMuja, HeOCTaTaK
ypunnHpudocdar-ramakrozo-4-enumMepease (reHepanm-
30BaHM 00/NK), HEJOCTATAK Ta/TaAKTOKMHA3€E, HAC/IENHO He-
HopHolIehe GppyKTO3e U eceHNMjamHa (6eHUrHa) PPyKTO-
sypuja. OfIMKyje X ay TO30MHO PeLieCUBHM MOJIE/ Hacle-
busaa, paHo KIMHUYKO UCIIO/baBatbe palieHO PefyKTHB-
HMM CYIICTaHIIaMa y YPUHY U PEaTUBHO MasIa y4eCTaIoCT
[26,27,49]. Ocum Tora, mopemehaj mogHoIeHa ramakTo-
3e U GPYKTO3e Ce jaB/ba U KOJ, TEIIKNX 060/berba jeTpe.

l'amakTosemuja HacTaje Kao MOC/IeUIa HEJOCTaTKa Ia-
nakT030-1-pocdat ypugunrpancdepase (IAJIT) koju je
M3asBaH MyTalMjoM Ha xpomoszoMy 9p13 [26]. JaBma ce
y KIIaCMYHOM OOMIHUKY, Ka0 U Y HEKOIUKO BapUjaHTI, Me-
by xojuma je Hajuemtha u HajBaxkuuja T38. [lyapTe ramak-
tosemuja. Knacuanu o6muk 6omectu (CAJIT <2%) ce gu-
jarHoCTHKYyje KOf jemHor meteTa Meby 23.000-62.000 Ho-
Bopobenux [26, 49]. bene ocHoBHe Manudecranuje, Ko-
je HacTajy yc/el HATOMI/IaBarba ralakTo30-1-docdara n
FaJIaKTOTUTO/IA, jeCy XeMaTOLNTHA MHCyDULIMjeHI1ja (Xu-
HOIIKeMUja, Xullepounupybutemuja, fedpurut dakro-
pa Koarynanuje), Tybyncka puchyHkija (armumosa, rim-
KO3ypuja, aMIHOALUAypuja), eHlledpasonaruja (eTapruja,
KOHBY/I3Uje, MEHTa/IHA peTapfaluja), CKIOHOCT TelIKUM
nHexuujama (cerca) u karapakra [50, 51]. lujarnosa ce
3acHMBa Ha Hayasy cnabe aktusHocTu TAJIT y eputpoun-
TVMa. 3a IPEHaTATHO Y TOCTHATATHO [UjarHOCTUKOBAbE
6oecTy JaHAC ce IpUMebyje U reHCKa aHamusa. OCHOBY
Nlevera YMHY SOKMBOTHA AujeTa 63 ramakrose. Vctu pe-
KM JMICXpaHe je HEOIIXO/laH M TPyJHUIIaMa Koje Cy pofiuie
mete c oBuM nopemehajem. [lyapte raakrosemMu;jy ofiu-
Kyje fenuMudHy eHsuMcky Hegoctatak (TAJIT 25-50%),
Te 0Be 0cobe, nsysumajyhm nepuon nsmeby npse u gpyre
FOfIMHeE IO pohemy, Huje MOTPeOHO MOABPTHY TU CTPUKT-
HOj ujeTn 6e3 ramakrose [26,49].

TenepanusoBaHu HefocTaTak ypupuuaudocdar-ra-
JIAKTO30-4-€enuMepease HacTaje ycles, MyTalyje Ha Xpo-
MosoMmy 1p35-36 [26, 52]. KnuHuIKY ce He pasiukyje of
K/IacMYHe rajlaKTO3eMIje, 14 je 3a 1heHO JUjarHOCTUKOBA-
e, opef, mosutuBHOTr Clini TecTa U BUCOKOT HUBOA Ta-
JIaKTO3€ 1 Ia/1akTo30-1-dpocdara y KpBHU, HEOIIXOFHO [1O-
KasaTy U CMambeHy aKTUBHOCT YpUAMHANU(OCchaT-TataK-
T030-4-emmmepease y epurponutuma u prbpobnactuma
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(26, 27]. imajyhu y Busy HeonxogHOCT ypupuHandoc-
(aT-ramaKkTose 3a CUHTE3y CHOUHTONMUNNA [IeHTPATHOT
HEPBHOT CUCTEMa, Ko 1 TOKCHYHM edeKaT rajakrosa-1-
¢docdaTa, MHAMKOBAH je YHOC TalaKTO3€ Y KOMUIMHU Of
jemaH ¥ 1O 10 fBa rpaMa JHeBHO [27].

Hepocrarak ramakTokiHase je Beoma pefiak mopemehaj
(1:250.000) y3pokoBaH My TaI[1joM Ha XxpomMosomy 1724
[26]. Ycnen HaroMuiaBama rallakTUTO/A, KOMIUIUKYje
Ce KaTapaKToM, a PeTKO U BMCOKUM MHTPaKPaHUjaTHOM
IPUTUCKOM, I1a je 0ocobama ¢ oBUM nopemehajem morpe6b-
Ha CTPUKTHA U JOXXMBOTHA gujeTa 6e3 ramakrose [27,53].

Hacnenno HenogHowewe GPyKTO3€ HACTAje yCrIeT He-
LoCTaTKa anfosase b, ofHOCHO MyTanuje Ha XpOMO30-
My 9922.3 [26, 54]. JaBpa ce Kop jenHor meTeTa Ha 20.000
HoBopoDhenux [54]. Anponasa B, xoja je sactymbena y je-
Tpu, IipeBuMa 1 6y6pesrMa, OfTOBOPHA je 3a XUAPOIU3Y
¢dpykroso-1-docdara n ppykroso-1,6-gudocdara y nu-
XUApOKcHaneToH-pocdaT u rmmieprHangexui-3-ocdar
U BUXOBO YK/byUete Y I/IMKOIN3Y WX [IMKOHEOTeHesy
[26, 27, 49]. OcHoBHe MauudecTaiyje 60mecTy, 13a3Ba-
He MHXMOUIMjOM [IMKOTeHOMNU3e, ITIMKOHEOTeHe3e U pe-
rerepanuje ATII us AT ycren akymynanuje ppyKToso-
1-docdara, jecy Ternka xunornukemuja (Hekap 1 daTan-
Ha) U XellaTOpeHalTHa NHCypuuyjeHnnja [26, 49]. Jujar-
HO3a ce 3aCHMBA Ha HajIa3y clabe aKTMBHOCTY alfojIase
b y TkuBYy jeTpe, a neyere Ha CTPMKTHOj U TPAjHO] UjeTH
6e3 dpykrose [26,49].
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Disaccharide Intolerance
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SUMMARY

Disaccharide intolerance presents a pathogenic heteroge-
neous and most complex clinical entity. It usually occurs due to
primary or secondary deficit of disaccharide activity, and rarely
because of disorders of absorption or monomer metabolism.
Symptomatology of disaccharide maldigestion and/or malab-
sorption depends on the severity of the basic disorder, the
level of its overload and the patient’s age. In the youngest chil-
dren, due to a rapid gastrointestinal transit and a low compen-
satory capacity of the colon, osmotic-fermentative diarrhoea
forms the basis of clinical features. Diarrhoeal disorder can be
occasionally so intensive that it disturbs not only water and
electrolytic balance, but also the nutritive status of the child.
In older children and adults, as well as in milder forms of the
disorder, the symptomatology, most often without diarrhoea,
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is dominated by abdominal colic, loud peristaltic sounds, mete-
orism and increased flatulence. Metabolic disorders followed
by conversion disorders of galactose and fructose into glucose
are characterized by a hypoglycaemic crisis, as well as by vari-
ous multisystemic damages due to the deposit of toxic meta-
bolic products. The diagnosis of gastrointestinal forms of disac-
charide intolerance is based on the pathologic clinical and
laboratory response during the overload test, while that of the
metabolic form is based on the confirmed presence of specific
enzyme and/or genetic defect. Treatment of disaccharide intol-
erance is based on the elimination diet. Besides, in the second-
ary forms of the disorder, it is also necessary to apply the treat-
ment of the basic disease.

Keywords: disaccharide intolerance; pathogenesis; clinical
features; diagnostics; treatment
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