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HACAEACTBEHHAY HENEPEHOCUMOCTb ®PYKTO3bI

Pestome. Hacaedcmeennas HenepeHOCUMOCMb Yene600a (pyKmo3vl, pacnpoCcmpaneHHOCb KOMopoi cocmag-
asem 1 : 20 000 nacenerus, duazHoCmupyemcs 3HAYUMEAbHO pedice, YeM 8cmpeaemcs 8 0emcKolil U 63poc-
a0t nonyasuuu. I[lpedcmasaennas namonoeus 06ycaoenena oeuuumom epmenma anrvoosasvt B u 6a0xadoi
mpancghopmayuu GpyKkmo3sul 6 yceay0ouHo-KUUeUHOM MpaKme ¢ HAKONAeHUeM HenepepabomanHoll hpyKmo3sol
8 KuueuHuke, nposeasasach XapaKmepHviM CUMRMOMOKOMAACKCOM U MHOCOYUCACHHBIMU OUOXUMUYECKUMU U3-
MeHeHUAMU 6 opeanudme. 3aboaesanue npomekaem 6eCCUMNMOMHO 00 mex Nop, NOKA 4eA08eK He HavuHaem
yrompebasms GpyKmosy, caxapo3y uau copoum. B cmamoe onucanvt memaboiusm pyKkmossl, eeHemuueckue
acnexmol 06cyscoaemoco 3a601e8aHuUs, pa3HO00PasUe e2o KAUHUHEeCKUX nposeaenull. Asmopamu npedcmaegnetvi
cospemenHble Kpumepuu OUA2HOCMUKU U MeNCOYHAPOOHble N00X00bL K duemomepanuu.

Karouesnte caosa: ppykmosa, HacredcmeeHHas HenepeHoCUMOCHy (pYKmo3sl, aibdosa3a B.

Mot pacnosnaem moavko me 60ne3HU,
KOmopble 3HaeM.
Iapaueanc

OOcyxaeHnI0 MpoOseMbl HACJAEACTBEHHON He-
MEPEHOCUMOCTU (PPYKTO3bI Ha CTpaHULAX JIIOOUMOTO
JKypHaJa MOoCayK1UI0 HECKOJbKO MPUYUH. Bo-mepBbIX,
IIMPOKO OBbITYIOINIAsI YOSXKIEHHOCTb O BaXXHOCTU YITO-
TpeOeHUsT PPYKTOB U OBOILEH B pallMOHE KaXIOTo Yye-
JIOBEKa C 1IEIbI0 COXpPaHEHUS U YKPETUICHUS 30POBbSI.
Tax 1 370? Bo-BTOPHIX, B TIPAaKTUKE TIeAMATPA BCTPe-
YaloTCs CJydau, KOTJAa POIUTETN XayloTCs Ha HaJu-
Y1e IyBCTBA OTBPAIleHNUS K (PPYKTOBBIM WITH OBOIIIHBIM
OmonaM y pedeHKa MM 0TKa3 OT HUX M3-3a TOSIBJICHUS
00JIM B XKMBOTE, TOITHOTHI, XKUIKOIO CcTyna. TepaneBThl
U ceMeliHble Bpayu Tak:Ke MOIYT BCIIOMHUTB CJIy4yau,
KOI'J1a B3pOCJIble MAllMEHThI OTMEYAIOT Pa3IMUHbIC YXY/I-
LLIEHWSI CAMOYYBCTBUSI ITOC/IE yIIOTpeOaeHusT 00cyXnae-
MbIX TiponykToB utaHus. Y.K. Choi u3 yHuBepcuteta
AWOBBI, 00cenoBaB 183 malmeHTa ¢ KeTyoOYHO-KH-
IIeYHO TucHYHKINEH HESICHOM STUOJIOTUM ITyTEeM IbI-
XaTeJIbHOTO TEeCTa, BBISIBIII HAJTMUME HETIEPEHOCUMOCTH
dpykTo3el y 73 % [1]. o nanabiM C. Zamudio et al.
[2], HemIMAarHOCTUPOBAHHYIO MaJIbaOCOPOLINIO (PPYKTO-
3bI UMEIOT 35—78 % MalLueHTOB ¢ (PYHKIIMOHAIbHBIMU
paccTpoiicTBamu nuieBapeHust. IIpodeccop Tanc Mo-
xuM TOH, pyKOBOAUTEIb KIIMHUKU BHYTPEHHEU Menu-
LMHBI, JOKa3aJj, 4To 22 u3 58 nalueHTOB C CUHAPOMOM
pas3npaXkeHHOTro KUIIIeUHUKa UMEJIN HETIEPEeHOCUMOCTh

(GpyKTO3HI.

Hecmotps Ha To, uTO 0OCyxXImaemoe 3abojeBa-
Hue BcTpeuaetcs y 1 yenoBeka Ha 20 000 HaceneHus,
IMarHO3 <«HapyllleHWe BcacblBaHUs (PYKTO3bl» (110
MKB-10 mudp E74.1) ocTaercsd m1OCTaTOYHO PEAKUM
B TIpakTUKEe Teauarpa, CEeMEHHOro Bpaya, TeparieBTa,
racTPO’HTEPOJIOTA, AEPMATOJIOTa W JPYTUX CIIeINaH-
CTOB, YTO OOBSICHSICTCS HAIMINEM MHOXECTBA KIMHU-
YeCKMX MacOK 00CYKIaeMOIi ITaTOJIOTUH.

®pykro3a ((PpyKTOBbIA WM ILIOHOBBIA caxap)
MpeaCTaBsIeT co00ii MOHOCaxXapua M3 TPYIbl KEeTo-
rekco3 [3]. DTo camoe cllagKoe U3 caxapoB BellECTBO
(B 1,5 paza chaiie caxapo3bl M B 3 pa3a — TJIIOKO3bI),
pacTBOpMMOE B BOJE, LIMPOKO PACIPOCTPAaHEHHOE B
npupoje (coaepkutcs B GpyKTax U B HEOOIBIIIOM KO-
JIMYECTBE OBOIIAaX, Mexae, Imokoiane) [4]. Dpykrosza
ObLTa BIIEPBBIC BBIACICHA U3 «MEIOBOI BOIObI» B 1972 T.
pycckuM xumukoMm T.E. JloBumieM [5]. O6cyxkmaembrit
MOHOCaXapu/I SIBJISICTCSI OMHUM U3 OCHOBHBIX UCTOUYHU -
KOB yIJIEBOMIOB [IJISI OpraHKU3Ma YeJI0BeKa, MCIIOJIb3yeTC s
JIJISI CUHTE3a XXUPHBIX KUCJIOT, CTAOUIU3UPYET YPOBEHD
[JIIOKO3bl B KPOBU, UMEET MOJIOXKUTEIbHOE BIMSIHAE Ha
COCTOSTHUE€ WMMMYHHOM CHUCTEMBI, yCKOpsieT MeTabo-
JIA3M ajikorouid [4, 6].

YnorpebisieMmas B nuiy (ppykrosa umeeT Tpu dhop-
MbI: MOHOcaxapus ((bpyKTBl U Me[); Trcaxapui, B KO-
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TOPOM MOHOcaxapua MPYKTO3bl HAXOAMUTCS B CBSI3U C
MOHOCaxapuaoM caxapo3oii (0elblii M KOpUYHEBbI
CTOJIOBBII caxap), U PPyKTaHbl — TMOJUMEPbI (PPYKTO-
3bI, OJIUTO- U TTOJIMCaXapuaoB (MIIEHNIIA 1 HEKOTOPBIC
oBomm) [7].

MeTtabonm3M (PyKTO3bI BKITIOUACT HECKOIBKO ITy-
Teil ee MCITOJb30BAHMS JUISI CMHTE3a IPYTUX BEIIeCTB
(caxapumoB, JTAKTO3bI U [Ip.) M y4acCTHUSI B BHEProode-
CIHEYCHUHU OpraHM3Ma, IIpy 3TOM OHa IpeBpallaeTcs B
MEeYEeHU B INIIOKO3Y JIMOO B MPOMEXYTOUHbBIC TTPOITYKTHI
(TIMKOTeH, TPUALIUJITJIMLIEPOJIbI).

3HauYUTEIbHOE KOJTMYECTBO (PPYKTO3bI IPEeBpalllacT-
C4 B IJTIOKO3Y YK€ B KJIeTKaX KMIIeYHUKa, Apyrasi 4acTh
BCACBIBACTCS C TIOMOIIBIO OeJTKa-IepeHOCYnKa, TO €CTh
nyTeM obJerdyeHHou auddy3uu.

MeTtaboau3m ppyKTo3sl (puc. 1) B opraHu3Me yeo-
BeKa MOXET OBITh OCYIIIECTBICH HECKOJIBKUMH ITyTSIMMU.
[lepBolit M3 HUX — dochopunnpoBanue (peakius 1),
KaTaau3upyeMoe TeKCOKMHA30ii ¢ 00pa3oBaHHEM
GpyKTO30-6-(hocdaTa, KOTOPBLIA MPUMET y4dacThE B
rvkosuse. OQHaKoO CPOACTBO TeKCOKMHA3bI K (PPYKTO-
3¢ ropasao HIXe, YeM K III0K03€e, TO3TOMY 3TOT MyTh
MpeBpalleHUs SIBISETCS MaJTOBEPOSITHBIM [4].

B neuenu umeercsa apyroit ¢epMeHT — (pyKTO-
KMHa3a, KOTOPBIN Karaau3upyer mnepeHoc docdata
ot AT® Ha dpykTosy ¢ obpazoBaHueM (PpyKTo30-1-
docdara (peakuust 2). PpyKToKMHA3a OOHapyKeHa
TaKkXKe B MOYKax M KuieyHuke [3, 4].

®pykT030-1-ocdar pacuerisiercs: (peakuust 3)
Ha D-rnuuepanbaerun M auruapokcuaieToHdgocdar
npu nomouy depMeHTa — aibpaojassl B, koTopas

npucytcTByeT B neuenu [4]. D-rnunepanbaerun ¢doc-
(opunupyercs (peaxkiust 4) hepMEHTOM TPUO3OKUHA-
3014, HaXOAMIIelcsT B IeYeHW, U TIPU 3TOM 0o0pasyeTcs
mmuepanbaerua-3-dpocdar [4]. OBa Tpuosodocda-
Ta — JIuruapokcuaueroHdocdaT U ravMLepaabIeri-
3-pochar — MoryT TpaHCPOpPMUPOBAThLCS Jajiee I0
mukoautuyeckomy nytu (I BapmaHT) A1M00 KOHAEH-
CHUPOBAThCS TIOJ ACHCTBUEM allbaojia3bl A C TIOCHIeIy-
oMM TpeBpaieHreM B Tmoko3y (II BapmanTt). Me-
TaboM3M (PPYKTO3bI B TIEYSHU TTPOUCXOIUT TJIABHBIM
o0Opasom 1o nmocaenHemy myti [3].

Bonee OBICTPBIM B CpaBHEHHUM C METa0OIM3MOM
TJTIOKO3bI SIBASIETCS MeTabom3M (PPYKTO3bI B Ieye-
HU TI0 TJIMKOJUTUYEeCKOMY MyTH [3]. DTO 00BACHSIETCS
TeM, YTO (PPYKTO3a MUHYET CTAIMIO, XapaKTEePHYIO IS
MeTaboaM3Ma IJI0KO3bl, KaTanusupyemylo docdo-
dpykTokuHa3zoii. Ha aToii cTanuu ocyliecTBisieTcs Me-
TabOJMIECKUIT KOHTPOJIb CKOPOCTH KaTabom3Ma TJTio-
KO3bl. DTO MO3BOJISIET (hPYKTO3€ MHTEHCU(DUITMIPOBATH
B [IEYEHU MTPOLIECCHI META00IM3MA, BEAyIINe K CUHTE3Y
KMPHBIX KACIIOT, UX 3CTePU(PUKAIINIO Y CEKPEIINIO JIH-
MOIIPOTEMHOB OYeHb HMU3KOI IUIOTHOCTH; B PE3yJIbTATE
MOXKET YBEJIMYUBATBCS KOHLIEHTPALUS TPAALIVIITIIULE-
pOJIOB B IJ1a3Me KpoBu [3, 4, 6].

M3BecTHO, UTO IMIMKOJIM30M Ha3bIBalOT hepMeHTa-
TUBHBIN MpOLIECC MOCJIEA0BATEIbHOIO paclleruIeHUs
[JIIOKO3bl B KJIETKAX, COINPOBOXAAIOIIMIACS CUHTE30M
AT® [3]. 'mkommTdeckas TpaHcopMalns MOHOCA-
Xapua0B 00ecIeunBaeT IHEPTHEH KJIETOUHbBIE peaKInu,
B TOM 4HCJIe ¥ CMHTe3 0eska [4]. [TpoMesxyTouHBIe TIpo-
IYKTHI TIIMKOJIM3a UCTIOIB3YIOTCS TIPU CUHTE3€ KHUPOB.

I nyTb: dochopunmpoBaHme
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ITupyBaT, 0Opa3oBaHHbIII B a3POOHBIX YCIOBUSIX TJIU-
KOJI13a, TaKKe MOXET ObITh MCMOJIb30BaH ISl CUHTE3a
aJlaHMHa, acraprara v Ipyrux COeIMHEHUN.

DepMeHT anmpaoa3a CoCcTOUT n3 3 n3oMepos (A, B,
C), u3 KoTopbix B akcrpeccupyeTcs B meueHM, TTOUKax
Y TOHKOW KMIIIKE.

HacnenctBeHHass HeNEepeHOCUMOCTh  (DPYKTO3BI
(MampabcopO1Irst PPYKTO3bI, GPYKTO3EMUST) — ITaTOJIO-
rus TUIIeBapeHusi, 00yCIOBICHHAsI BPOXICHHBIM NI~
¢duuuToM (pepMeHTa anbaosassl B [3, 8]. Dto ayrocom-
HO-pelieCCMBHOE 3a00jieBaHNe, BbI3BAHHOE MyTalueit
ALDOB-reHa, pacnojioxXeHHOro B Jiokyce q22.3 9-i
xpomocoMmbl [9]. I'en kogupyeT dhepMeHT HpyKTO30-1-
ajponasy rneyeHu. BriepBble oOcyskaaemast maToIorust
ObLaa onucada B 1956 r. Chambers u Pratt, a B 1969 r.
Odievre mpuBes coOpaHHbBIE B MUPOBOI TUTepatype 57
ciydaeB Toro 3aboneBanus [10].

ITo manneiM U.B. Kaiser [1], y mauneHTOB ¢ Hace -
CTBEHHOII HEMEePeHOCUMOCTBIO (DPYKTO3BI BBHISIBICHO
8 TUIIOB CTPYKTYPHBIX I'eHOB AedULMTa ajabaoaas3sl B.
W3BectHO okono 30 pasnuuHbIX MyTaluii, HauboJjiee
pacnpoCcTpaHEeHHbIE U3 KOTOPbIX — MUCCEHC-MyTalluu
AI150P, A175D u N335K, KoTOpble B COBOKYITHOCTH
COCTaBJISTIOT 0KOJ10 80 % MyTaHTHBIX ajutesieit [8]. Puck
poXneHusT 60JIbHOTO pebeHKa Y poauTeieli — HOCUTE-
JIell TIaToJIOTMYECKUX T€HOB TPU KaXI0i HOBOI Oepe-
MEHHOCTU cocTaBjsieT 25 %.

IMoncunTano, 9TOo CyTOYHOE ymoTpebaeHue GpyK-
TO3bI cocTaBsieT oT 11 go 54 r [11, 12]. Kak yka3biBa-
1ot B.I'. Tlepenepuii u coant. [11], 3m0poBbIe Ml 3a
OIVH MPUEM TOJHOCTbIO MOTYT aOCOPOUPOBATH TOJHKO
25—50 r ppyKTO3HI, a MALUEHTHI C HEMEPEHOCUMOCThIO
(G PYKTO3BI — MEHbIIIee KOJIMYECTBO (B 1 cTakaHe arejb-
CMHOBOTO COKa cofepXuTcst 14 T (pyKTO3bl, B OTHOMU
6aHKe KoKa-KoJibl 00beMoM 250 M — 15—167T) [11].

Oo6cyxnaeMoe 3a00JIeBaHNe HE TIPOSBISICTCS, TTOKa
peOeHOK TUTAeTCs] TPYIHBIM MOJIOKOM, TO €CTh ITHIIA
He coepXuT PpykTo3dy. CUMIITOMBI BOZHUKAIOT, KOT/Ia
B pallMOH 100aBsIIOT (PPYKThI, COKM, caxap. [1pu sTom
00JIb B >KUBOTE, CPbITMBAaHUE, PBOTA, AUAPEs MOTYT I10-
SIBUTBCS yKe uepe3 30 MUHYT IocJie IpreMa MuIlu, Co-
nepxanieit GpykTosy.

TUNMMYIHBEIMA CUMIITOMAaMM TIpW JTaHHOW Majbad-
CcOpOLIMY SBJISIIOTCS OTPbIKKA BO3AYXOM, METEOPU3M,
abpoMuHaibHasg 00Jb, TOUIHOTA, PBOTA, HEYCTOWYM-
BBIU CTYJI MW Iuapesi, TOJIOBHasl 00JIb, YCTAJIOCTh, a C
TeYeHNEM BpeMEeHHU U CHIKeHME Beca [11].

Kinunaunyeckuii moprper ¢ppyKTo3eMUn OYeHb pas-
HOOOpa3eH: OT JErkKMX, TPYAHO JUArHOCTHUPYEMBIX
GopM 10 TSKENbIX, BKIIOYAIOLINX MOPaKeHNE HE TOJIb-
KO KeJIyI0YHO-KHUILIEYHOTO TpakTa, HO U APYIMX opra-
HOB U cucteM [9].

Ecnu B HopMme ¢ppyKTOo3a J10KHA aOCOpOMPOBATHCS
B TOHKOM KUIIIEUHUKE, TIPY HETIEPEHOCUMOCTH OHa J10-
CTUTAET TOJICTOTO, TaM (pepMEeHTUPYETCS OaKTepusiMu
C BBIICJICHHEM Tra3a, B TOM YMCJIe BOIOPOIA M METaHa,
YTO KIIMHAYECKM MPOSIBIISICTCS METEOPU3MOM, OOJIBIO B
XKUBOTE, TUAPEEI.

HedekT anpmonasbl B compoBoxmaeTcs HaKoOILIe-
HueM dpykTo30-1-docdara, KOTOpblii MHIUOUPYET

aKTUBHOCTHh (hochOITIIOKOMYTa3bl, IpeBpallarolei
[JII0K030-1-docdar B m1oko30-6-pocdar U odecre-
YMBalolllell BKIIIOUEHUE MPOAYKTa TJUKoreHgochopu-
JIa3HOU peakuu B MeTabou3M. B CBSI3U ¢ yKa3aHHBIM
TIPOVCXOAUT TOPMOKEHNE pacriajia TIMKOTeHa Ha CTa-
Iu 00pa3oBaHUs TIIOKO30-1-ocdara, B pe3ynbra-
Te Yero pasBuUBaeTCs rurornmmkemus. Kak cieactsue,
YCKOPSIETCS MOOMIN3ALIMS JIMTTUIOB M OKHUCIICHUE XKUP-
HBIX KUCJIOT. CIeICTBMEM YCKOPEHUsI OKUCISHUS KUP-
HBIX KUCJIOT U CMHTE3a KETOHOBBIX TeJI, 3aMEeJISTIOLIIX
SHEPreTUYECKYI0 (DYHKIIMIO TJIIOKO3bl, MOXET ObITh
MeTabO0IMYECKUM alla03, TaK KaK KETOHOBBIE TeJIa SIB-
JISTIOTCSI KUCJIOTAaMM M TIPU BBICOKMX KOHIIEHTPAIMSIX
cHmxaroT pH kpoBu.

PesynbraTroM TOpMOXXEHUST TJMKOTEHOIM3a U TJI-
KoJin3a siBiisteTcs cHipkeHue cuHrte3a AT®. Hapsny ¢
yKa3aHHBIM HakoIUIeHrEe (hochOopuInpoBaHHOMN HpyK-
TO3BI COIIPOBOXKAACTCSI HapyllleHHMeM OOMeHa Heopra-
Huueckoro ¢gochopa u runodocdaremMueii.

Jns momojaHeHusT BHYTPUKIIETOUHOro ocdara
YCKOpSIETCS pacraji aaeHUIOBbIX HYKJIeoTuaoB. ITpo-
JYKThI UX pacrana BKJIIOYAOTCI B KaTaboaU3M, ITPOXO-
JIT CTaauyd oOpa30BaHUSI TUIIOKCAHTUHA, KCAHTUHA U,
HaKOHeIl, MOYeBO# KMUCIOTHI. [1oBbINIIEHNE KOTMYeCcTBa
MOYEBOW KMCJIOTHI M CHUXKEHUE IKCKPEIIMU ypaToB B
YCIIOBUSAX METa0OJMUYECKOIO alnao3a IPOSIBISIIOTCS B
BUJIC TUIIEPYPUKEMUU C KIMHUICCKUMM TTPOSIBICHUS -
MU TIOJIarPHI YK€ B MOAPOCTKOBOM BO3pacTe.

[IposiBneHUsIMU HEMEPEHOCUMOCTU (PPYKTO3bI MO-
TYT OBITh HapYIIEHMST BCaChIBAaHUSI U OOpa30BaHUSI HY-
TPUEHTOB, MPUBOJSIINE K CHUKEHUIO YPOBHSI TPUII-
TohaHa, dosreBoli KUCIOTH W LIMHKAa B KpoBW [11].
Tak, nposiBieHUIMU 00CyXkaaeMoro 3ad0eBaHus MO-
I'yT OBITh: NEPMATOJOTUYECKUE M3MEHEHUS U pa3HO-
00pa3HbIe TOPAKEHUS TTOMKOXKHO-KNPOBOM KIIETIATKN
(smema, aHTHMOBAEMA, AHTUOHEBPOTUIECKHUI OTEK), KO-
aryjonaTusi ¥ TpoMOormatusi (reMopparuu, SKX1MO3bl,
reMopparuyeckKuii BacKyJIMT, MypIlypa), M3MEHEHUS
rnokasartejiell Iaa3Mbl KPOBU M MOYHU (Hapsimy C yxe
yKa3aHHbIMU TUIIOINIMKEMUEH, allia030M, THIIepypU-
KeMueil MOryT ObITb aMUHOALMAEMUs, JaKTaTalluae-
MWUsI, TIOBbIIeHWe YpoBHS IgG, KeToOHeMUsI, aMUHOAa-
LMIYpUsl, TITIOKO3YPUS U Ap.), ICUXOHEBPOJIOTMUECKIE
paccTpoiicTBa (arpeccusi, pa3apaKUTeTbHOCTh, THIIE-
PaKTUBHOCTD, amaTusl, CyIOPOTH, SMUJIETICUSI, TPEMOD,
CTYIIOp, COIIOp, KOMa), MUC(PYHKIIUS ModeK (IHeIo-
Hedpur, rIoMepyIoHedPUT, BIUIOTh 10 Pa3BUTUS T1O-
YeUHOI HEeIOCTaTOYHOCTH ), 3aepkKa pocTa [8, 9]. [Ipu
TSKEJIOM TEUEHUM 3a00JieBaHUs JUIMTEJIbHO COXPaHs-
[OLIMecs] TUIONIMKEMMSI, allua03, MPOrpeccupyroas
KaxeKCHsl MOTYT CTaThb MPUYMHON XPOHUUYECKUX Hapy-
eHU# QYHKIWM TIeYeHU U TT0YeK, Pa3BUTHUEM LIMPPO-
3a TeYeHU 1 TTIOYEYHOI HEJTOCTATOYHOCTH C JIETaTbHBIM
HCXOIOM.

B HacTosiiee BpeMsi CyIIecTByeT HECKOJbKO METO-
JIOB TMAaTrHOCTUKU HemepeHOCUMOCT! (PpyKTo3bl. [1pe-
JKIe BCEro 3TO aHAJIM3 aHaMHe3a: BBISICHEHME, KaKue
MPOAYKTHI BBI3BIBAIOT Y peOCHKA OTBPAIICHUE WU T10-
SIBIGHUE CUMIITOMOB 3a00JI€BaHUS; UMEIOTCSI JIU OCO-
OEHHOCTH HACJIeACTBEHHOCTH.
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B 00BbeKTUBHOM CcTaTyce 0 BO3MOXHOCTHY HETTEPEHO-
CUMOCTU (DPYKTO3bI MOTYT CBUAETEbCTBOBATH CHUKE-
HUE MaccChl U IJIMHBI Tejda, 3aMeIJICHUEe ICUXUYECKOTO
Pa3BUTHSI, KEJITYITHOE OKpAIIMBAHNE KOXM, TeITaToMe-
Tayus.

ITpoBoas sabopatopHoe 0OCAeAOBAHUE, CIEIyeT
00paTuTh BHUMaHNUE Ha HaJIW4due y peOeHKa TUIIOTIIN-
KeMUHU, U3MEHEHMST YPOBHS JIEKTPOJIUTOB, MOKa3aTe-
JIell TIeYeHOYHBIX (PYHKIIUM, TJIIOKO3YpUH, IMPOTEUHY-
pUM, aMUHOALIUAYPUU.

TTpo06a c Harpy3Koii (pyKTO301i BISIBISIET MPU JAHHOM
BUJIE MaJIbaOCOPOLIMKM CHUXKEHUE YPOBHS caxapa B KPOBU
yepe3 20 1 60 MUHYT nociie mpreMa (ppyKTo3bl (KIMHUYE-
CKU TIPYA 3TOM peOEHOK TTOTJIMB, OIIYIIACT TOJIOM).

HemepeHOCMMOCTb  (DPYKTO3BI ITUATHOCTUPYIOT U
1O TIOJIOXKUTETLHOMY Pe3yJIbTaTy BOJOPOMHOTO JIbIXa-
tenpHOTO TecTa [13]. Kaxk ykaseiBator B.T'. Tlepenepuii
¥ coaBT. [11], B OCHOBe MOCEIHEro JIEXKUT TOT (haKT,
YTO MMKPOOPIaHM3MBbI TOJICTON KMIIKK B IIpoIlecce
OpOKeHUS PaCIICILISIOT HellepeBapeHHbIE YIJIEBOIbI 10
HEpPa3BETBJIEHHbBIX KOPOTKOLEITOUEYHBIX KUPHBIX KHC-
JIOT (YKCYCHOI, TIPONMMOHOBOM, MacCJISIHO ), MOJIOYHOI
KUCJIOTHI, YIJIEKUCIIOTO Ta3a, MeTaHa, BOIOPO/ia 1 BOJIBI.
Ecnm yrinexkucnblii ra3 nmperMyInecTBEHHO Tpeodpasy-
€TCsl B alleTaTr, TO BOJOPO[ YeJIOBEKOM He MeTaboJu-
3UpYyeTcs, a SKCKPETUPYETCS C BBIIBIXaeMbIM BO3IYXOM
¥ KUIICYHBIMH Ta3aMM U/WJIN YIOTPEOISICTCS TOJICTO-
KUIIEYHOI MUKPOQIOPOI ¢ MPOAYKIMEil MeTaHa WA
cynbduna [11]. Ecniu uMeeTcst HapylieHue paciierie-
HUsI U BcachIBaHUSI (DPYKTO3bI, TO Yepe3 OIpeacieHHOE
BpeMsl IOcjie ee MpueMa KOHIIEHTpalusl BOmopola B
BBIIbIXaeMOM Bo3ayxe yBeauuuBaetcs [11]. JluarHocTu-
YEeCKNM KPHUTEPHEM CUMTAETCS ITOBBIIICHNE KOHIICH-
Tpallii BOJAOPO/A B BBIIBIXaeMOM Bo3myxe Ha 20 ppm
(1St HEKOTOPBIX pa3HOBUAHOCTEM TecTa — Ha 15 ppm) B
TeueHue 2—3 4 nocye Harpy3ku ¢pykrosotii [11, 14]. On-
Hako, coriacHo gaHHbIM H.F. Jones [13], BomopomHbIit
IbIXaTeIBHBIN TeCT He SIBJISICTCSI TOCTOBEPHBIM Y JAeTeit
MEepBOTo T'o/1a XXM3HU, TO3TOMY Y TAKMX MalleHTOB 00-
Jiee BaXKHOM SIBJISIETCS] IMETOAMArHOCTHKa.

I'eHeTHyecKoe TECTUPOBAHUE BBISIBISIET MyTallUIO B
Jjokyce q22.3 9-i1 XxpOMOCOMBI.

BrisiBieHne HemepeHOCHMMOCTH (PYKTO3bI U ee
SJMMUWHALIUS U3 TUEThl CIIOCOOCTBYIOT 3HAUUTETHHO-
MYy YAYYIICHWIO KHUIIEYHON cuMmmToMaTuku. Cremyer
TMIOMHUTB, YTO CTEIICHb MPOSIBICHUS CUMIITOMATUKYA B
MEePBYIO OYepenb 3aBUCUT OT KOJMUUYECTBA MOTpeOIIsie-
MOt (PPYKTO3HI.

HoBopoxneHHBIM U AETSIM IIepBOTO rojma Ku3-
HU, HaXOISIIMMCSI Ha CMEIIAHHOM U MCKYCCTBEHHOM
BCKapMJIMBAaHWU, HEOOXOIAMMO MCIIOJb30BaTh MOJIOY-
HyIO cMechb 0e3 caxapa, HO C JIaKTO30M U JEKCTPUH-
MaJIbTO301. BMecTo (PpyKTOBBIX COKOB U MIOPE peOCHKY
MpeJIaraioT IJIoKo3y. TakuM AeTSIM paHbIIe, YeM 3110~
POBBIM, TIOKa3aHO BBEICHNE B MPUKOPM MsICa, PBIOHI,
UL, chIpa. JlmeTnuecKoe MITaHue TTOKAa3aHO ACTSIM IO
5—6 JeT, 3aTeM IO KOHTPOJEM Bpaya U OMOXUMUYE-
CKMX TTOKa3aTesieil KpOBU BO3MOKHO BKJIIOUCHHUE B ITH-
TaHue (PYKTOB, HAUMHASI C MUHUMAJIbHBIX KOJIMYECTB,
MoJ KOHTPOJIEM THEBHMKA HAOI0IeHUSI.

CornlacHO pesyJibTaTaM 3apyOexXHBIX HCCiIeI0Ba-
HUIi, TALIMEHTaM C BPOXIEHHOI HENMepeHOCUMOCTbHIO
(bpyKTO3BI HEOOXOAMMO WCKITIOUUTH M3 pallioHa IH-
TaHWST TIPOAYKTHl M HAIMUTKU, cojpepKaliiue (GpyKro3y
B OOJIBIIIEM KOJIMYECTBE, YeM Timoko3y [15]. CormacHo
JTaHHBIM MUHUCTEPCTBA CEJIbCKOTro Xo3siicTBa Coemm-
HeHHbIx IlltaToB AMmepuku [167], K HUM OTHOCSTCS:
sI0JIOKM, TIEPCUKU, apOy3, BUHOrpad, Mel, MaHTo, He-
KTap araBbl, BHICOKO(PPYKTO3HBIN KYKYPY3HBII CHUPOII,
KOHIIEHTPATHI BbIllIeyKa3aHHBIX QPYyKTOB. PekomeH1y-
€TCsl UCKJIIOUUTh WIU CYIIECTBEHHO OTPaHUYUTH IMPO-
JIYKTbI, Ooratble GpyKTaHTaMU U APYTUMU OJIUTO-, TU-,
MOHOcaxapujaMu W TOJMOJIaMU: apTUIIOKH, crapxa,
JIyK-TIOpEeM, JIYK; XJ1e0, MUPOXKHBIE, MeYeHbE, TUPOTH,
macrta, TuiIla, Jarmiia, CoaepXaline MIeHnILy; COnep-
JKalmue COpOUT (IMeTUYeCKe HAITMTKU, KOCTOUYKOBEIS
IUIOMbI), KCUJIUT (SITOAbI) WU IPYrUe MOJUOJbI (caxap-
HBIE CIIUPTHI), TAKME KaK 3PUTPUT, MAHHUT U 1p., KO-
TOpbIe OOBIYHO JO0ABJISIIOT B KAUECTBE MCKYCCTBEHHBIX
noncaactureneit [17]. O6 3TOM Xe CBUAETEILCTBYIOT
nanHeie B.I'. Tlepenepus u coast. [11]. Beicokodpyk-
TO3HBII cupon (roKo30-PpykTo3Hblid cupor, HFS)
ObLT pa3paboTaH B KauecTBe OoJjiee AeIIeBOM albTepHa-
THBBI cCaXxapo3bl (CTOJIOBOTO caxapa) /I TPUTOTOBICHUS
mumy [11, 18]. H. Ruth [19] oOpaiaeT BHuMaHue, 4TO
BBICOKO(PYKTO3HBIN KYKYPY3HBII CUPOI B HAIlle Bpe-
MsI BXOJIUT B COCTaB HAITUTKOB, MOJIOYHBIX ITPOITYKTOB,
CPeACTB JUIsl KOHCepBalluU 1 Beineuku. KomMepueckuii
HFS poctyneH B TpeXx OCHOBHBIX BUAAX, B 3aBUCUMO-
CTH OT crienudukanyu oH comepxkut 42 % (HFS-42),
55 % (HFS-55) uin 90 % (HFS-90) dbpykTosbl B cyxom
Benrectse [19, 20]. Kak ormeuator G.A. Bray et al. [21],
HFS-55 nmpenmyniecTBeHHO MCITOJIB3YIOT B HAITUTKAX,
TaK KaK OH JIy4llle BCETO UMUTUPYET MOCTAIIMBAIOIINE
cBolicTBa caxapossl [3, 11].

S.J. Shepherd et al. [22] pa3paboTanu nueTUYECKOE
PYKOBOJACTBO ISl MALIMEHTOB C BPOXKIECHHOI Herepe-
HOCHMOCTBIO (DPYKTO3bI, COINIACHO KOTOPOMY IIpH-
eMJIEMbIMU TIPOAYKTaAMU  SIBJISIIOTCS: KOCTOUYKOBBIE
GpyKThl (A0PUKOCHI, HEKTApUH, NIEPCUK, CIUBA), SITO-
IIbl (YEpHUKa, eXXeBMKa, MaJlMHa, KJIyOHUKA), IUTPYCO-
BbIe (KYMKBaT, TpeUndpyT, TUMOH, JaiiM, MaHIapWH,
anejbCUH), a TakXKe Cresiblii 0aHaH, KMBU, Mapakyis,
aHaHac, peBeHb, TaMapwLIo, KamTaHbl. M3 oBolei
paspeleHsl 3eJieHble 000bI, Kpecc-caar, JaTykK, JyK-
nopeu, Karycra, ImnuHar.

Paspemaercst ynmorpebiaeHMe TTIOKO3bI, MaJbTO3bI,
JIEKCTPUHMAJIbTO3bI, CaXxapuHa.

CrenyeTr 4yuTaTh Ha yrakoBKax MPOAYKTOB MHMOP-
MalMIO O coepKaHUU PPYKTO3bI; €CJIU €€ KOJTUYECTBO
npesbimaeT 80 Mr B 100 T mpomykTa, Hy>KHO OTPAHUYUTh
€ro yrnorpeoJieHue.

TakuM TanMeHTaMm JODKHBI OBITh 3arpelleHbl BCe
MEIUKAMEHTBI, COIePKAIIUE caxap U COPOUTON, BXOMS -
1€ B COCTaB TPAHYJ, Apaxke, TOPOIITKOB U TaOJIETOK.

[MpodmrakTka HEMePEeHOCUMOCTH (PPYKTO3BI 3a-
KJII0YaeTCs B MPOBEACHUM TeHETUUECKOrO TeCTUPOBa-
HUS pOAUTENICH, UMeIoLIMX peOeHKa ¢ MaJlbabcopOLMeit
(pPYKTO3bI, MJIM CEMEIi, B KOTOPBIX €CTh POACTBEHHUKU
C IAHHOW MaTOJIOTUEN.
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TakuM o0Opa3oM, HACJEICTBEHHas HeEIMepeHOCH-
MOCTb (PPYKTO3bI BCTpeUyaeTcs Yalle, YeM JMarHOCTH-
pyeTcsl B Halleld rpakTtuke. MiMest MHOXXECTBO KJIMHU-
YECKUX IPOSIBJICHUI, 3TO 3a00JieBaHUE MOXET OBITh
OJTHOI M3 MPUYMH CUHAPOMA PerypruTaiiuyd, pyMUHa-
WY, TUKINIECKON PBOTHI, KUIIEYHOW KOJIUKU U IPYy-
TUX JUCTICITUIECKUX ITPOSIBIICHUI Y AeTe# ITepBOTo rofa
SKU3HU, A Y B3POCJIbIX — (PYHKLMOHAIbHBIX HAPYLIECHUIA
MUILeBapeHUsT, CUHAPOMA Pa3IpaXkKeHHOI0 KUIIIeYHKKA,
LIMPPO3a MeYeHU, ITOYEYHOM HeTOCTATOUHOCTU U Jp. B
COBPEMEHHBIX YCJIOBUSX IMATHOCTUKA HEITEPEHOCUMO-
ctv (pyKTO3bI peaibHa, a CBOEBPEMEHHOE Ha3HAUEHUE
JIMETHI, HE CoepKalieil (hpyKTo3y, CIIOCOOHO YIy4dIIUTh
CaMOYYBCTBUE U COCTOSTHUE OOJTbHBIX.
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Institute of Postgraduate Education, Donetsk, Ukraine

HEREDITARY FRUCTOSE INTOLERANCE

Summary. Hereditary fructose intolerance, the prevalence
of which is 1 : 20,000 population, is diagnosed much less fre-
quently than is found in child and adult populations. Presented
pathology is caused by a deficiency in ferment aldolase B and
block of fructose transformation in the gastrointestinal tract
with the accumulation of unprocessed fructose in the intes-
tine, manifesting by characteristic symptom and numerous
biochemical changes in the body. The disease is asymptomatic
until a person begins to use fructose, sucrose or sorbitol. This
article describes the fructose metabolism, genetic aspects of the
discussing disease, the diversity of its clinical manifestations.
The authors presented modern diagnostic criteria and interna-
tional approaches to diet therapy.

Key words: fructose, hereditary fructose intolerance, aldol-
ase B.
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