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OnpenenexHne

PpyKTOo3emMusa (HacneacTBeHHasa HenepeHoCUMoCcTb OPYKTO3bl) — 3aboneBaHme,
obycnoBrneHHoEe reHeETUYECKOMN HEMNOMHOLEHHOCTBIO EPMEHTA, KOTOPLIN MPUHUMAET
yyYactue B pacLiensieHnn pyKTosbl.

[aHHbIN CMHOPOM BrepBble OonNucaH B 1956 ., a CrycTs ewe rog obin gokasaH ero
HacnencTBeHHbIN XapaKTep.

dpyKTO3a (N1040BLIN Caxap) - LUMPOKO pacnpoCcTpaHEHHbIV YrieBos, B NULLEBbIX
NpoAyKTax CoAePXUTCA B Tpex popmax: MOHOCaxapuabl — BO pyKTax, arogax, Mmeae;
aucaxapuabl — B 6enom 1 KOpu4YHEBOM CTONOBOM caxape; PpyKTaHbl — B MLIEHNLE U
oBoLax. PacnpocTpaHeHHOCTb OPYKTO3EMMUN B pa3HbIX CTpaHax cocTaBnseT o1 1:23000
00 1:40000. HacTtoTa pa3BuUTUA JaHHOIO COCTOAHUSA Cpean MaribiMKoB 1 AEBOYEK

odnHaKoBas.



OTUNoONnorng

HenocpencTtseHHOM NPUYNHOUN SBNSETCHA reHETUYECKNU aedeKkT pepmeHTa PpyKTo30-1-
docaTtanboonasbl (anbgonasel B). MasecTtHo bornee 30 BMaoB myTtauumin ALDOB-reHa
anbaonassl B, pacnonoxeHHoro B fiokyce g22.3 9-M XpOMOCOMbI, Hanbornee 4yacTtele 13
HuX - A149P, A150P, A175D 1 N335K.

dpyKTO3EMUSA ABMASAETCS NATONOMMEN C ayTOCOMHO-PELIECCUBHBIM TUMOM HacneaoBaHUs.
Ecnu oba poguTtens ABnATCA HOCUTENSAMU NaTONOMMYECKOro reHa, To BepOSATHOCTb
poxaeHus pebeHka ¢ HacneaCcTBEHHOW HEMEPEHOCUMOCTbIO (DPYKTO3bl COCTaBNAET 25%.

[TyckoBbIM akTOpPOM PasBUTUS KIUHUKN 3ab0neBaHnst CIyXUT ynoTpedneHne nuLuuy,
cogepxatllen pykToBbin caxap. [lpn nonagaHnm B opraHn3m Yyenoseka ppyKkTosa
MeTabonn3npyeTcs HECKONbLKMMI NYTSAMK, NpeobnagaroLmm sIBNSETCA ee paclienneHne
anbaonasoun B.



[laToreHes

B pesynberaTe HENOMHOLEHHOCTM arnbaonasbl B nponcxoauT HakonsieHne ppykTo3o-1-
docdaTa (NpoaykTa NpoMeXyToHHOro MeTabonnama pyKTosbl), 3anycKarLwero o4eHb
CITOXHbIM KacKag naTonornyecknx peakumnmn. Ppykro3o-1-gocdar nogasnaeTr akTUBHOCTb
dhepMeHTOB, KaTanmanpyroLwwmx BbICBOOOXKAEHNE IMIOKO3bl U3 IMKUKOreHa (rMnKkoreHonus), B
pesyribTate Yero BO3HMKAET CHUXKEHME YPOBHS IMHOKO3bI B KpoBW. [1py runornnkemMmnm
KIETKM Ha4YnHatoT NpebbiBaTb B COCTOAHMUN SHEpreTnyeckoro aeduuura. ns ero
BOCMOJTHEHUST YCKOPSIETCA MOBUNU3aLUns NMMNMOoB 13 XXMpoBbix Aeno (nunonma). XKnpHole
KMCIOTbI NOCTYNalT B NeYeHb A9 OKUCIEHNS U CUHTE3a TPUIMnUepMaoB n
nunonpotenHoB. OgHaKo B YCNOBUSX X MACCUBHOIO MNOCTYMNIEHNS NEYEHb He
CNpaBnsieTCs C 3TON (PYHKUMEN, B pe3yrbTaTe Yero XXUpPHbIe KUCIOTbl KOHOEHCUPYIOTCA U
0Opa3syoT KETOHOBbLIE TENA, ABMSAKOLMECH KUCToTaMu. Pa3BuBaeTca Metabonmyeckum
aunagos, Npu KOTOPOM CHUXXaETCS TOHYC COCYA0B, YTO NMPUBOAUT K HAPYLLEHUIO
KpOBOOOpaLLEeHNSI OpraHOB 1 TKAHEWN.




[laToreHes

Takke HapyLiaeTcs PocdopHbI 0OMeH, BO3HUKAET runodocdaremus. [1ns nononHeHus
HegocTaTka pocdaToB HaYMHAETCA pacnan ageHUNoBbIX HYKITeoTUA0B, KOHEYHbIM
NPOAYKTOM KOTOPbIX ABMigeTca mo4veBasi kucnorta. CHMXeHne aKkckpeumn ypaTos B
YCNOBUSX aunagosa npuBoauT K runepypukemMmn (BTopudHas nogarpa). C uenbto
KOMMeHcauMmn aumaosa U3 KOCTHOM TKaHU B 0OMEH Ha MOHbI BoAopoaa HavynHaeT
BbITECHATLCS KanbLWn, KOTOPbIX 3aTEM BbIBOAUTCS C MOYOW. Pa3BmnBaeTcsa ocTeoneHus.




CnMmnToOMBI

3aboneBaHne HAaYMHAET NMPOSABIATLCS B NepBble rogbl XXN3HM pebeHka, korga oH
nepecTtaeT NUTaTbCs rpyaHbIM MOMMOKOM U HA4YMHAET eCTb PPYKTOBbLIE U OBOLLHbLIE MOpPE,
NUTb PPYKTOBLIE COKU UM cnagknn Yam. CMMNTOMbl BO3HUKAKOT NMPpUMeEpPHO Yepes 30
MUHYT rnocne ynoTtpebneHuns cogepxawen ppykTosdy nuwu. lNosiBnsaeTca oTpbikKa
BO34YyXOM, pBOTa, OONK B XXMBOTE, €r0 B3AYyTUE, HEYCTOMYMBBIN CTYN U anapest. YyTb
No3XXe NPUCOENHAITCA NPU3HAKK rMNornnkeMmm — pebeHoK cCTaHOBUTCA cHavarna
Nf1iakcmMBbIM, BO30YXXOEHHbBIM, 3aTEM BASIbIM U COHNUBLIM, Y HETO MOBbLILLAETCS
NOTNMUBOCTb, NOABMAETCA TPEMOP, MOrYT BO3HUKHYTb MblLLEYHbIE Cya0pOorn. TaXecTb
CUMMTOMOB 3aBUCUT OT CTENEeHN HEQOCTAaTOYHOCTN pepMeHTa 1 KonnyecTea
ynoTpebneHHon OpyKTO3bl.




CnMmnToOMBI

Ecnun dopykTOo3emMunsa He gnarHoCTUpyeTcd, N npuem ppykTosocoaepKaLmx npoaykTos
NpPO4OSTKAETCH, MPOUCXOAUT YBENUYEHME MEeYeHH, XXeNTYLLHOE OKpaLlMBaHNE KOXU U
CNU3UCTbIX 060no4eK, 6onn, NOKPacHEHNE N OTEYHOCTb CYCTaBOB U3-3a OTITIOXKEHUSA B HUX
MOYeBOM KNCNOTbI. M13-3a MacCcMBHOIo Nunonnsa n HapyLweHns BcacblBaHUA
NUTaTenbHbIX BELWECTB pebeHOK HaYMHAET TEPSITL B BECE.




OcnoXxHeHuns

YnotpebneHne 60mnbLoro KonuyecTesa OpyKTo3bl MOXET MPUBECTU K TMNOITMUKEMUYECKON
KOMeE, TaK KaK LeHTparnbHas HepBHaA CUCTeMa MarneHbKUX AeTen 04eHb YyBCTBUTENbHA K
rmnornukemun. lNpu aumaose Kanuim BbIXoauT U3 KIETOK U MOCTYNaeT B KpoBb. Bo3HmKaeT
rmnepkanneMmsi, KoTopas, U3MeHsIst KITeTOYHY BO30yAUMOCTb, Bbi3bIBAET Pa3fnyHbIe
HapyLLUEHNSA cepaeYyHoN AeaTenbHOCTH.

Hanbonee rposHble N3 HUX - 3TO PUOPUNNALNS XKenyoo4YkoB 1 OCTaHOBKa cepaLia.
[Mnornukemmn4yeckas koma u runepkannemMmns 6e3 HeoTNOXHOro MegULIMHCKOTO
BMeLLaTenbCTBa MOTYT 3aKOHYNTBLCS NneTanbHbIM UCXOA0M.

[Tpn MHOroneTHEM ynoTpedbneHnn pykTosbl Y 60MnbHbIX PPYKTO3EMMEN HAPYLLAETCS
nevyeHo4vHasi u novyevHast PyHKUUN, 6e3 neveHnsa MOXKET BO3HUKHYTb LIMPPO3 NEYEHU U
noye4yHaa He4OCTaTOYHOCTb.



[lnarHocTuKa

[1pn nogo3peHnn Ha PPYKTO3EMUIO BaXKHLIM MOMEHTOM ABMAKOTCA aHaMHeCTUYeCcKue
OaHHble. [TpocnexmnBaeTcs YeTkasi CBA3b Mexay ynoTpebrneHnem ppykrosocoaepKaLmx
NPOAYKTOB U BO3HMKHOBEHNEM cuMNTOMOB. ObsizaTernibHa KOHCYNbTauus Bpada-reHeTnka
n nposeneHne [IHK-nccnegosaHna ang BouigBreHNs Mytauum B reHe anbaonasbl B. Takke
B AMarHOCTUKe OpyKTO3EMUM NOMOraloT crneayrowne MeTodbl UCCrnenoBaHns:

* AHanu3sbl KpoBU. B O1oXMmMmnyeckom aHanmse KpoBm 0OHaAPYKMBAKOTCHA HU3KUIA YPOBEHDb
[H0KO3bl U pocpaToBs, NOBbILLEHMNE Kannusa, MOYEBOW KNCIOTbI U NeYEeHOYHbIX PEePMEHTOB
(AIIT, ACT), cmeweHne pH B Kucnyw CTOpoHy. [lpy pasButn uupposa MeYEHU
nokasartenn KoarynorpaMmmbl M3MEHSIOTCA B CTOPOHY runokoarynsauum — npoucxogut
YMEHbLLEHME NPOTPOMONHOBOIO MHAeKCa U PnbpuHoreHa, yarnmHeHne npoTpoMOomMHOBOIO
BpemMeHu. [1pn noye4yHon He4OCTAaTOYHOCTU YBENTMYMBAETCH KOHLEHTpaUNsa MOYEBUHBLI K
KpeaTUHUHA.



[lnarHocTuKa

* OOWMN aHanM3 MOuUM. BhisiBNAeTCca Kanbuunypusi, QPyKTo3ypusi, amuHoauunaypus
(BblAENeHne bonbLWOro Konnyectsa aMMHOKUCIIOT C MOYOM) U oKcanaTypus (BblaeneHume ¢
MOYOW cofieM Mo4YeBOW KUCNoThbl). [lpy Tskenon naTonornm noyek obHapyXuBarTcH
NPOTENHYPUA U UUNTMHOPYPUA - HANUyMe B MOYE TManuHOBLIX, 3€PHUCTLIX N BOCKOBUOHbLIX
UMMMHAOPOB (CNEnKoB MOYEYHbIX KaHamnbLUeB, NpeacTaBnsalowmx cobon normblimve KneTtku
anuTenus).

* UHcTpymeHTanbHble uccrnepgoBaHud. Ha OKI BbIABNAKOTCA MPU3HAKU runepkanmeMmm —

OCTPOKOHeYHble 3ybubl T, pacwupeHue komnrekca QRS, XenyoodkoBasi Taxukapaus,

domnbpunnaumns xenygodkos. Npn Y3U OprollHOW NonocTy oTMeYaeTcs yBerNIMYeHe pa3smeposB

neyvyeHn, ee HeogHOpPOAHAs 3XOreHHOCTb, XuUpoBad WHUNLTPauua. pu KIMHUYECKNX U

Q)a%opaToprlx Npu3HaKax unmpposa neyvyeHn nposoanTcs dmnbpoanacrorpadusa Ha annapare
NOPOCKaH.

* BopopoaHbin AbixaTtenbHbIU TeCT ¢ PPYKTO30M. TeCT OCHOBaH Ha TOM, YTO B HOPME BCH
(ppyKTO3a BCACLIBAETCS B TOHKOM KuLLIEYHMKE. [1pn ppykTO3EMMUN HaCTb cppyKTosbl nonajaert B
TONCTbIN KALWEYHUK, rae nod AencTBueM dakTepuin pacwensiseTcs Ha Boaopoa, YrneKNcnbin
ra3 U1 MeTaH. Bo,qopop, BbIOENATCA C KMLLIEYHbIMW ra3aMmu 1 BblablxaeMblM Bo3ayxoM. [locne
npuemMma pacTBOPEHHOM B BoAe (PpyKTO3bl Yy MNauMeHToB C OpyKTo3emumen Habrnogaercd



NndpepeHunanbHaga guarHocTuka

OnddepeHumanbHas anarHocTuka pykTo3eMmm NpoBoaANUTCHA C CUHAPOMOM
pasgpakeHHOro KUWe4YHuKa, CMHOAPoOMOM Manbabcopbunm dpykTo3bl, 3aboneBaHnaMH,
NPOTEKALWMMU C TMNOrMUKEMUEN N KETOALMO030M (CaxapHbI AnabeT, MHCYNMHOMA,

He3nanmoobnacTos), ¢ HacneACTBEHHbIMWN HapYyLUEHUSAMN OOMeHa BELLIECTB
(TMPO3MHEMUS, TTINKOTEHO3bI).

B andpdepeHumnansHon anarHoCTuke NpMHUMaT ydacTue reHeTUK, raCTPO3HTEPOSOT,
9HOOKPUHOSOT.



JleyeHue (nutaHue)

EOQVHCTBEHHbLIM TepaneBTUYECKUM METOAOM ABNSAETCA UCKITHOYEHUE QOPYKTO3bI U
caxapo3sbl U3 paumoHa. [ina geten, HaxoosaLwmnxcs Ha UCKYCCTBEHHOM BCKapMIIMBaHuu,
CYLLLECTBYIOT crneunanbHble cMecn 6e3 cogepXaHus caxapa C 1akTo30M U
OEKCTPUHMarnbsTo30U. 13-3a HegoCcTaTOMHOMo Beca TakuM AeTAM HYXXHO paHblUe BBOAUTb
B MPUKOPM MSICO, anLa 1 pbiDy. Bbicokoe KonmyecTBo opyKTO3bl COAEPXKUTCA B 0oKax,
rpywax, BUHorpaae, BulliHe, apbyae, duHukax, Mmanro, mege. Criegyet nsberaTtb Bcex
cllagKkux HanUTKOB, Tak Kak OHW coaepXXaT BbICOKOMPYKTO3HbIN cupon. PekomeHayeTcs
orpaHn4YnTb nuuly, boraTtyo pykTaHamm — cnapxa, fyK, YHeCHOK, YedeBunLa, KpacHas
draconb, cBeKNa, NWeHUYHbIE NPOAYKTbI (XN1€0, MakapoHbl, My4Has Bbineyka, NeYeHbe).
Takke HeobX0AMMO UCKIMOUYNTb Caxapo3aMeHSstoLne noacnacTUTenm (KCUnUT, MaHHUT,
CopbuT, IPUTPUT), T. K. BCE OHU ABMAKOTCA NMPON3BOAHBLIMU (PPYKTO3bI.
Caxapo3aMeHunTeNn cogepxxaTcsa B ANETUYECKUX HANMUTKaX, XXeBaTeNnbHOW PE3NHKE U
negeHuax.




JleyeHne

3anpelLeHo NpMMeHsATb NekapCcTBEHHbIE NpenapaThl, cogepxalimue copbuTon n caxap B
KayecTBe BcrnomoraTternbHbIX BelecTB. [N 9Toro HeoOXo0ANMMO KOHCYNETUPOBAaTbLCS

C Bpa4yoM-NneamaTpom A5 Nomcka anbTepHaTUBHbBIX NTEKAPCTBEHHbIX cpeacTs. [Mpu
OTHOCUTENBbHOW HEAOCTAaTOYHOCTU anbaonasbl B 1 cnaboBblipa)eHHbIX CUMNTOMax
paspeLleHbl NPOAYKTbI C YMEPEHHbIM KONNMYecTBOM OpYKTO3bl — aDPUKOCHI, CIUBHI,
cMopoauHa, bpycHUKa, LIMTPYCOBbIE, KNBU, MOPKOBb, PEBEHb.




[IlpoumnakTuka

[MpodumnakTmnka 3aboneBaHnsa N pasBUTUSA €ro OCIOXHEHNN CBOAUTCA K ANETOoTEPannu
(MCKMNIOYEHUIO NPOAYKTOB, coaepKawmx PPYyKTody, — PpyKTOBOro caxapa, MMerLLLEerocs
BO BCEX CNagkmx pykKrax, srogax U HEKOTOPLIX OBOLLAX, a Takxke B Mmeae). Takke n3
paunoHa HEOOXOANUMO UCKINOUYNTL cCaxapo3y (TPOCTHUKOBLIN UITN CBEKITOBUYHLIW caxap)
copoOuTOS (rNOUMT, 3aMEHUTENb caxapa), KOTopble MOTyT NMPUCYTCTBOBATb B HEKOTOPbIX
NeKapCTBEHHbIX NMpenaparax (KapornoHmKarLLnx cnponax, pactesopax
NMMYHOIMNoBbynnMHOB — BenKoB KpoBU, 00e3BpeXmnBaoLLnmX 60MbLLNHCTBO NHPEKUNOHHbIX
BO30OyauTENEN U X TOKCMHOB (A40BUTbIX A4N19 YenoBeKa BELECTB, BblAeNnsaeMblX
MUKPOOPraHmM3mMamu) B opraHn3me 4Yeroseka.




Cnacnbo 3a BHUMaHue!




