CocTaB yrneBoJoB:

Onurocaxapubl — BKIo4YaroT 0ObIYHO ABa
MOHOCa- Xxapuaa:

Caxapo3a-CBeKTOBUYHbLIN UM TPOCTHUKOBLIN
caxap, COCTOWUT U3 IMOKO3bl N PPYKTO3bI.

JTakTO3a-MOO4YHbIN caxap, COCTOUT MMOKO3bl U
ranakTosbl.

ManbTo3a (conogoBbiv caxap), Monekyna
COCTOMUT U3 ABYX OCTaTKOB IMKKO3Hbl,
COEAMHEHHbIX MeXxay cobon anbda-1.4-
rMKo3naHou cBsa3bio. Manbro3a-
NPOMEXYTOYHbIN MPOAYKT pacnaga Kpaxmana u
[MMKOreHa B NULLIEBAPUTENIbBHOM TPaKTe.



T1FOKO3a

[[ekco3oaMuHbI

( rmroko3a+NH2)

[NeHTO3bI
Cpoccba prbo3bl

.—— nupyBear
EFJ’HOKOHGO

KeToHOBbIE —
Tena AL"eTM'n CO PN XOﬂ&uprl/lH

XUPHbIE K-Tbl

Linkn Kpebca aLeTunxonm
H

Cxema 1. MeTabonuam rmoKo3bl. OchosHbim MCXOZHbIM BELLECTBOM

SIBNSIETCH aKTMBMPOBaHHas hopMa rHKOo3bI-rioKo30-6-docdat. B nocneayoLlem
MOJIeKyna roKo3bl (rekcosa) paclennserca Ha ase Tpmosbl( C6---2C3). OT0T Ny Tb
Ha3blBaeTCA AUXOTOMUYECKMM. B aHaapobHbIX yCnoBUSAX NpoLecc NpoTekaeT OAMHAKOBO A0
cTagunm NUPoBUHOrpagHon kucnoTtbl. Ee nocneayrowmnn metadonmsm pasnuyeH. B
aHa3pOBHbIX YCIOBMAX MMPOBUHOrPaaHas KMCrnoTa NnpeBpaLlaeTcsa B MOMOYHYH KUCIOTY ( C
yyacTneMm bepmeHTa naktaTaernaporeHasol) Unv CnmpT C BbICBOOOXAEHNEM HEBOMbLLIOIO
konuyecTtsa aHeprnn. CUHUI LBET-METaboNn3M KOHTPONMMPYETCSH UHCYIIMHOM.



TunoBble HapyLleHns yrneBogHoro oomeHa.

[ Mnornukemummn,

[MneprnnkemMun.,

[[anakTosemumn.

dpyKTO3EMUN.

[ MnKoreHo3bl (bornesHn HakonneHus).
HapyLleHne BcacbiBaHUA U YCBOEHUA YITIeBOAOB.
Obpa3oBaHue rMuKMpoBaHHbIX OENKOB.



rTMNornkeMns

YcraHoBneHHas Tpuaga Yunnna
CUMNTOMbBI TUNOMIIUKEMUN Y NaLUeHTa
JlabopaTtopHana BepudmnKkaLusa runoramkemmm
CUMNTOMBI MCYE3AI0T NOC/Ie BBEAEHWNA MMIOKO3bl

R S

4 nHcynuHa T nHcynuHa T nHcynuHa

I C-nentuna ' I C-nentnpa T C-nentnpga
Ankoronb SK30reHHbIN WMHcynmuHoma
HapkoTukun WNCTOUYHUK CynbpoHUNMoYeBnHa
Taxénble 3aboneBaHna, Ne4yéHoYHaa nnn VHCYNMHa AOpyrue npenaparsl,
rnoyeyHasa HeOCTaTOMYHOCTb, ManApuA 1 T.4. Hanpumep neHTamuanH
MTmnonutyntapusm (peako) HeoHaTanbHbIN rMNepuHcy-
MepBuvyHasa HaanNoOYeYHUKOBasA HEQOCTaTOY- NHN3M
HOCTb (Y B3pOC/bIX peaKo)
HeocTtpoBskoBbie onyxonun
Bpo)xaéHHble HapylieHna metabonnsma

Puc. 1-24. InddepennmanbHast IMarHOCTUKA CIIOHTAHHOM TMINOrTMKeMUH. M3MepeHHe KOHLIeHTpaluy MHCYIMHa U C-nernmiia i
BpeMsI 3TTM30/1a THITOTTTMKEMMHM HEOOXOIMMO 17151 OTIpe/IesIEHHST €€ OCHOBHOM NMPUYMHBEL.

[MpUYMHBI CMOHTAHHOW rMNOrNUKeEMNK, ee anarHoctuka. Camblv ObICTPbLIN
cnocob ANMarHOCTMKN B HEOTNOXHbIX COCTOAHUSX-BHYTPUBEHHOE BBEAEHME
40% p-pa rmKo3bl B Konmnyectse 20,0-40,0 MJT. (no ByH H.A. ¢ coasT.,2009 )



TEPTTIMKEMWNA
[ TTEPTTIMKEMWA-cocTosaHMe, Korga ypoBeHb MH0KO3bl B
KPOBU MNPEBbILLIAET BEPXHIOK rpaHuLy A8 HOBOPOXOEHHbIX
2,8-4,4 mmonb/n, oeteun 3,9-5,8, B3pocnbiX 3,9-6,4. Ecnu
rMneprrimkeMma 4OCTuraet 22MmMorb/n v Bblle, 0ObIYHO
pa3BMBaETCH KoMa.

Awnarno3 CL npu runeprivkeMmmn npaBoMEPEH, eCrnu
HaTOLLaK YPOBEHb IMIOKO3bl paBeH 7MMOIb/M 1 BbilLE, UMK
KorebaHue rrnoKo3bl B KDOBU B TEYEHME OHA NPU OObIYHOM
pexxmme AOCTU- raet 11MMornb/n 1 BbiLLE.

lNpwn cogepkaHnm rnoKo3bl B KPOBU 5,7-6,9MMOnNb/ N
NpPOBOAUT- CA TECT TOSIEPAHTHOCTMU K rMIOKO3€ Y 300POBbIX U
NpPU HEKOTOPbIX 3aboneBaHUSAX.

dKpome CL runeprinnkemuma HabnogaeTcs npu aHuedanuTax,
cncounmce LIHC, noBbIlLLEHHOM YPOBHE KOHTPUHCYNAPHbIX
ropMo- HOB.



YpoBeHb MMoKo3bI B KpoBi (MMOnL/T)

[padmyeckas unnocTpaumns rmmkeMmni.

50 r CAXAPA
15 peros
14
13 -
12 — 3

3 1-300pOBbIe. 2-Cax.
I A onaber.
S 3-renatuT. 4-rMNepTepmos.

30 60 90 120 150 Bpema (MuHyTbI)



[MuKkemMusi nocne Harpy3Kku rroKO30M.

HopmanbHasa KpuBasa npu uccrnegoBaHnm KanunisgspHoOu KpoBu

COOTBETCTBYET:

NcxogHblIn ypoBeHb HaxoauTca B npegenax Hopmsbl (3,8-5,8 mmorb\n )

B nepBblie 15-30 MMHYT KpmnBasi KpyTO NOAHUMAETCA U AOCTUraeT
MakcumanbHoro 3HavyeHus K 30-60 muHyTe.

MakcumanbHaga BenuynHa MoxKeT bbiTb Ha 35-80% Bbiwe ncxogHon. Yem
MOJSIOXKE NaLUNEHT, TEM MEHbLUMIA MPUPOCT.

[locne Mmakcumyma HadymHaeTcs ObICcTpbii cnag u kK 120 MMHYTe onyckaeTcs
HWXXEe MCXOQHOro YPOBHSA (rMnornukemMmn Yyeckasa gasa).

K 150-180 MuHyTe focTUraeTcs MCXOO4HbIN YPOBEHb.

OTaenbHbIe NOPUMY MOYU, UCCe4oBaHHOW BO BPEMS HArpy3ku, He
cogepkar caxapa.

Oco6eHHOCTHN IMUKeMUYEeCKOMN KPUBOM NpU caxapHom anaberTe:
cxogHbi ypoBEHb MOXET ObITb MOBbILUEHHBIM UM HOPMAasibHbIM.
Makcumym gocturaetcs measieHHo-mexay 60 n 150 mmHyTon n bonee 4yem
Ha 80% oT ncxogHoro ypoBHs ( nHaekc boagyaHa) .Mem Tsxenee gmnaber,
TeM No3Xe AOCTUraeTcs MakCMMyM U TEM OH BbILLE.

[MoHWXeHne KpuBon 3amearneHHo ( bonee 5-6 yacos).

[Mnornukemunyeckasi pasa OoTCyTCTBYET.

BCE NMorPumnimt MOY UiN bOJNbLLUNHCTBO U3 HX COLEPXAT
CAXAP



rekCo3eMmnm

[AJTAKTO3EMWW, nnun ranakto3Hbi anabet,00bl4HO
HacrneacTBeH- HOMo NN BPOXKOAEHHOIO MPOUCXOXKAEHUS-
aOedoekT ranakTokMHasbl NNy ranakTo3o-1-
doochatypmanntpaHcdepasbl. OCNOXKHAETCA NOSAB-NEHNEM
KaTapakTbl, )XeNTyXon, oTcTaBaHUEM B YMCTBEHHOM pPa3BU-

TIALA

OPYKTO3SEMWW - BpoxkaeHHast HENepeHOCUMOCTb (PPYKTO3bI.
Pa3BuBaeTcs BCneacTeMe He4OCTaTOMHOCTM anbgosiasbl
BedeT K HAKOMMEeHUIo B KINeTKkax PpyKkTo30-1-dpocaara,
KOTOPbIM TOPMO3UT aKTUBHOCTbL (DEPMEHTOB pacnaga
rmmkoreHa. PpyKkTo3emMus npo- ABngeTcs runornmkeMmyecKumm
COCTOSIHUSIMW, renaToMerannen, BcneacTame n3dbiTka
[MIMKOreHa B HeN, pa3BUBaETCH LMPPO3 rneve- HY, 3ageprKka
pocTa 1 pa3BuUTUS pebeHka.



MnkoreHo3bI- TNOBaA oopmMa naTtosiorum
yrneBogHOro oOMeHa B OCHOBE KOTOPOU NEXUT
HapyLUeHMe npoLeccoB pacnaja rinvMkoreHa s
pes3ynerate reHeTU4YeCcKoro Aedekra COOTBETCTBYHOLLNX
depMeHTOB- pocdopmnasbl, rMKO30-6-dpocdraTtassl,
anbda-1,4-rnnko3naasbl,ammio-1,6-rnoKo3naa- 3bl,
docorntokomyTasbl. [MMKoreHo3bl 0603HaYalTCs NO
nedoektHoMy doepmeHTy. OnmcaHo 12 Tunos. OTHOCATCA
K T.H. DONEe3HAM HaKOMMNEHUS.



[lepeBapuBaHne n BcacbliBaHME yrneBoaoB-1

(1B poToBOM NonocTu NULLLEEBON Kpaxmar, COCTOSALLMN U3
aMu- o3kl (rMKo3a cBA3aHa 1,4 CBA3AMU) U
aMuIoneKkTuHa (rnt-Kko3a ceBa3aHa 1.6 cBA3sMU) noa
OeNCTBMEM amMmumnasbl CMNOHbI, ManbsTasbl pacLllennaeTcs
00 rekcacaxapos.

(1OcHOBHOE nepeBapuBaHUE YrrneBoaoB OCYLLECTBISIETCA B
TOHKOM KULLEYHMKE. B npocBeTe KULLKK (NOfTOCTHOE
NuLLEBA- PpeHne) Kpaxmarn rmgponm3yeTca ammnasomn
nog)KenynqovHou Xenesbl 40 ManbTo3bl (paspyliatotcd 1,4
N 1,6 CBA3N).

1B knwevyHou kanme (NpUCTeHOYHOE NuLLieBapeHmne)
rMAOponmn3 ocyLLEeCTBASETCH C y4aCcTUEM DEPMEHTOB-
Oouncaxa —pugas: nakrasa pacllenngeT nakrtosy ao
[MHOKO3bl U ranakTto- 3bl. E€ reHHbIN gedeKkT BeOET K

ManbabcopOunm MOSTOYHOro caxapa yXe B paHHEM
rO2DOACTE [[logarnaeTca navToavnuga



[lepeBapuBaHue yrnesonoB-2.
Caxapasa rugponuayeTt caxaposy Ha rmoKo3dy 1 ppyKToay.
Marnbsrasa pacLuenngaeTr MmansTo3y Ha ABe MOoneKynbl
[MOKO3bI.

HenepeBapunmaga pactuTtenbHas Krnetyartka pacLuennaeTcs
TOJIbKO B TOJICTOM KULLEYHUKE C yYacTUeEM

MMKpoopraHM3MOB-can%%§ggggHme

OcylectBnaerca PepMeHT-TPaHCMOPTHLIM KOMMSIEKCOM
MEM- BpaHbl 3HTEpOLUNTA, ABAAIOLNMCS 3BEHOM
NPUCTEHOYHOrO NuileBapeHns. MoHocaxapua
TPaHCNOPTUPYETCH B AHTEPOLNT C y4aCTUEM HATPUN-
3aBMCUMOro MexaHn3ma B COCTaBE:
HaTpUn+benok+mMoHocaxapua.3aTeM HAaTPUN BbIXOOUT U3
KNneT- Kn.lNepeHocyMkomMm MoOHOcaxapuaa U3 aHTepouuTa B
KPOBb SIBMA-ETCS Crieunann3npoBaHHas rmnKkonpoTenHoBas
menekyna [TIHOT -2. HepBHaga kneTka nMeeT nepeHoCUmK
[T1KOT-3, kapanomuo- umt-ITIKOT-4, ITIHKOT-5.



NMPUYNHBI HAPYLWWEHNA NMONTOCTHOIO U
[MPNCTEHOYHOIO NLWEBAPEHUA.

dedonumt amunasbl nogKenyagovyHou xenessbl
(HeoCTpoBKOBas OMyxoJib,reMaxpomMaTo3 naHkpeac,
NaHKpeaTuT).

JHepnocTaToK nnu cHMXeHHast akTUBHOCTb (DEPMEHTOB
KNLLIEY-HUKa MPU IHTEPUTAX, pe3eKLn.

dedunumnT gucaxapuaas: reHeTu4eckun aedekT nakrassbl,
Marb- Tasbl, U3oMarnbsTasbl, MTMO60 BTOPUYHBIN MPU
QHTEepuTax.

dMembpaHonatum aHTepoUUTOB C HapyLueHunem [MTTHOT-
TPaHC-NOPTEPOB B coYeTaHUM ¢ gedpekTtamMm NepeHoCYNKOB
aMWHO- KUCIOT.



HepBHas perynauua. AKTnsaums CMMnaTnYeCcKux LLEHTPOB
BHC, BbIOpoC agpeHanmHa n3 HagrnodYe4HnKoB, NoBbIlLaEeT
rmmkoreHo- nuna.Bo3pactaet rnukemus. Aktnsauums NCHC
NOBbILLAET BblAese- HUE UHCYIMMHA f3-KaeTKamu, YCUIMMBAET
TPaHCNOPT rMOKO3bl B Mbl- LUEYHLIE N XXNUPOBbIE (MHCYINH
3aBUCUMbIE) KITETKN, YMEHbLLIAETCA MMNKEMUS.



dl'opmoHanbHaga perynaunsa. IHCYynnH CHUXaeT rMUuKeMmio,
opyrne ropMoHbl CUCTEMHOIO AENCTBUSA MOBLILLAKT €e,
NO3TOMY OHW Ha3bIiBaKOTCA KOHTPUHCYNAPHbIMWU.[TocnegHne
NMeLOT DOMbLLOE 3HAYEHME B NUMOSIN3E, HO KOPTU3OI
UrpaeT Kro4ye- BYIO poJib B NPOTEONIn3e (IMKOHEOreHes),
[MOKAroH CTUMYIun- pyeT KetoreHes. VIHCynuH-nonunentug,
COCTOALLUN U3 OBYX Lleneun, cekpeTnpyetca f3-knetkamu B
BuAe HeakTUBHOIO NPO- MHCYNKWHA, coaepXaLlmn
cedasbiBarowmn C-nentna, otaeneHne Kotoporo gaet
aKTUBHYO MOMEKyny UHCynmHa. YacTb MHCYNnMHa Haxo4uTCS
B KPOBM B CBOOOAHOM (MMMYHOPEAaKTUBHbLIN MHCYIWH - UPWU)
1 B CBSA3aHHOM C Derikamu KpoBu BUIE.



[BJ

MaHKpeaTnyeckme
B-kneTkn AN NHcynuH

/s

NpounHcynun #
C-nentp

Il Cekpeuusn UHCYJINHA

Cxema cekpeunun nHcynmHa. Monekyna nponHcynuHa
pacnagaeTtcs Ha MHCYIH 1 C-nenTug B 3KBUMOJSISIPHOM
COOTHOLWEeHnN. C-nenTug paccMmaTpuBaeTCA Kak Mapkep 3Toro
npouecca. (no byH H.A. c coaBT. 2009 1.)



CBOOOOHLIN MHCYMNWH pacnagaeTcda B NeYEHN, NoYKax,
XXUPOBOW TKaHW.[TnKK cekpeummn nHCynmuHa COOTBETCTBYIOT
rmmkemMmn. KneTtku NHCYNmMH3aBUCUMbIX TKaHEW, OCODEHHO
XXMPOBOW U MbILLEYHOW, UMEIOT MHCYTMHOBbLIE PELENTOPHI,
yepes KOToOPbIE€ MHCYIMH KOHTPONMUPYET KOHEYHbIN,
BHYTPUKNETOUYHbIN 3Tan Metabonmama rmnoko3bl B 3TUX
TKaHAX.B MHCynmnHesaBmncumMbie TKaHW B nepuoa
rMNeprinmKkeMmm rnoKo3a NPOHMKAaET No rpagu- eHTy,
TpaHCOPMUPYETCH B HUX B COpOUTON, 0bnagatoLero ocMo
TNYECKOW aKTUBHOCTbI0.IHCYNnHE3aBUCMMbIE TKaHW:
cocygucTasi CTEHKa, XpycTanuk, penpoayKTUBHbIE OPraHsbl,
HEPBHbIE KITETKN, OTHOCUTESNbHO HE3aBUCUM renaTtouuT.
IMEHHO C 3TMMK opraHa- M1 1 cB3aHbl NO3gHUE
OCNOXXHEHUA caxapHoro gnaberTa.



MembpaHa

/ 3
docopunmposaHue cybeTpara
NHCynuHoBoro peuentopa (CUP 1,2 ...
), a Takke benkoB cemencTBa STAT-

CUrHanbHbIX 6enkoB TpaHCKpUnuuun

CUP-1—. aktmBauusa
doocdatnannnHo3nTon-3-knHasbl (dum-3
KUHa3bl). l

GLUT-4

(MepeHoCYmMK rMIKo3bl Yepes
BroMeMpaHbl MbILLEYHON U
XUPOBOW KIETOK).

Cxema 2. MexaHn3m TpaHCMeMpPaHHOro NepeHoca rMioKo3bl B UHCYNMH3AaBUCUMbIE KITETKU. 1-a-Lierb MHCYNMHOBOIo
peuenTopa. 2-B-uenb UHC. peuenTopa.llocne npucoegnHeHns NHCyNuHa naet aytoocdopunmpoBaHue peLenTtopa c
yyactmem a u B uenen. 3-BHYTPUKIETOMHada YacTb B uenu obnagaet TMPO3NHA3HOM akTUBHOCTbIO, KOTOpas
NPOSABNSETCH B NPUCYTCTBUM UHCYNUHA. [osiBneHne AT oTaernbHO K TMpo3nHdocdaTtaszam BO3MOXHO B 35-75% (LADA-
anabet). Pu-3 kmHasa cnocobCTBYET CUHTE3Y BHYTPUKIIETOYHOrO NOCPEAHMKA SIMNUOHON NPMPOabI-
dochaTnannmHo3nToNa U Anaunnrnuuepona. (CM. pasaen «nMnuaHbii 0O6MeH»).



CepauesnHa
OCTPOBKa
(B-kneTku)

Hpyrve KneTkn ocTpoBKa

Cxema. OcTpoBOK nomkenynodHomn xenesbl.CepaueBnHa OCTpOBKa

(MO3roBow CNnow) MONMHOCTbLKO COCTOUT U3 B-KNETOK, NP CcA-1 NXYNCIO
YMEHBLWAETCA, NP U3BbLITKE IMNMOKOKOPTUKONOOB YBEJTIMYBAETCA.INo
nepudepnn (apyrne KrneTkm Ha cXxeme) pacnosaratoTcs a-KneTku, NpoayLUnpyroLLne rroKaroH
n O(penbra)-KneTku, NPoAyLnpyroLLIne coMaTocTaTuH U racTpuH, PP-kneTku CMHTE3npytoT
NaHKpeaTnyeckun nonunentTng.Knetkn ocTpoBka TECHO B3aUMO- ENCTBYIOT Mexay cobor no
NPUHLNMNY ayTOKPUHHOM perynsaunn. B-KNeTKM MHIMBUpPYIOT aKTUBHOCTb A-KITETOK,HO
nocnegHue CTUMYNMPYIOT akTUBHOCTD B 1 O-KrneTok. OCTPOBOK UrPaeT posfib CaMOCTOS-
TenbHOro 9HAOKPUHHOIO OpraHa B perynsunmn yrnesogHoro obmeHa.( no byH H.A. ¢
coaBT.,2009.)



BnuvsiHue nHcynmuHa Ha MetTabonnam yrineBoaoB, XXUpoB, benkos-1.

yrreBoJoB:
A TpaHcnopT rMoKo3bl B KNETKY (MbILULbI, XXUP).
QddocdhopunupoBaHme roKo3bl.
dlMnkoreHes.

AlMMukonus (rekcosbl —TPUOo3bl ).
JAKTMBHOCTbL NUpyBaTaerngporeHassol.
dlMNMeHTO30(hoCcdaTHbIN LWYHT (rEKCO3b! -

RenfeBL).
dTpaHcnopT aMUHOKWUCIIOT. benkoBbi pacnag.

[ MtoKOHeoreHes,
MUKOreHonns.



BrnvsiHme nHcynuHa Ha MeTabornmam X1UpoB.

OrpaHunyeHmne

pAPHINILY
QCUHHTE3 TPUrMnLEepUIoB. PacLuennexwve xwupa -
ACunHTE3 XMNPHBbIX KUCNOT ¢ ydactnem Auy-CO MbILLLbI.

A neyenm. Obpas3oBaHne KETOHOBbIX

JAKTUBHOCTb JIMMONPOTENHTMNA3LI XXUPOBOU
TKaHW (nunoreHes)




TpaHcnopT rntoKo3bl B KNETKY.

BHYTpb KneTku rugpodunbHasa rrnokosa Yepes doconunuaHyro
BromempaHy NPOHMKAET C MOMOLLIbIO MEPEHOCUNKOB. BNnsiHne nHcynuHa
Ha 3TOT NpoLecc AeTanbHO HE N3YYEHO.

1.[lepBbIv TpaAHCNOPTUPYIOLWNKA MEXaHN3M-TPUaaa:
HaTPUN+TPaHCMNOPTEP+INI0-KO3a (NMMOOo ranakTto3a, aMUHOKUCIIOThI).
[Mpouecc naet 6e3 yyactus ATO, bnaro-gapsi rpagneHTty HaTpus. B
Tpnage «TpaHcrnopTep»-crneumann3npoBaHHbI 0e-NokK (rMMKoNpPoTENH)
UrpaeT porsib KnanaHa, OTKpbIBaKOLLEro Noo4YepenHo rnopbl 45 HaTpua n
[T1H0KO3bl, B CTEXEOMETpUYeckon saasmcmmocTtu 1:1.Ipu tTemnepa-Ttype 16
rpagycoB U HUXe TPaHCMOPT MMoKO3bl NpeKpaLLaeTcsd, TPaHCMNopPT HaT-pUs
COXPaHAETCH,HO TOSbKO B MPUCYTCTBUU MMIOKO3bI.

2.B nocnenHee Bpemd nokasaHo, YTO NepeHocC yrrnesog0oB, aMUHOKUCITIOT
He TpebyeT 0bs1I3aTENBHOrO NPUCYTCTBUA HATPUSI U MOXKET
OCYLLECTBNSETCS cneunanm3mpoBaHHbiM DENKOM-TPaHCNOPTEPOM,
NepeHOCALLNM IMHOKO3Y B KNETKY N N3 KINETKU. I3BECTHbI 6 TPAHCMOPTHbIX
benkos- rnTTpaHcnoptepos —THOT.



CAXAPHbIV INABET-3abonesaHue, npoTekatoLLee ¢ HapyLleHnem
BCEX BMOOB 0OMeEHA,0CHOBHbIM NAaTOreHETUYECKUM 3BEHOM KOTOPOro
SABNAETCA OTHOCUTENBbHbIN NN aDCONOTHLIN AePUUNT MHCYNUHA.



Knaccudukauums caxapHoro gnabeta (BO3, 1999

TVM GO

CL nepBoro tmna

* aYTOMMMYHHbIU

nanonaTn4eckmnm

Cl 2 Tnuna

[ecTaumoHHbi C[1

XAPAKTEPUCTUKA
3ABOJIEBAHUM

OecTtpykuusi [B-kneTtok, 0ObIYHO
npuBoasLLEn K abcontoTHON
NHCYNMHOBOW HEAOCTATOYHOCTM.

C npenmyulecTBeHHOM
NHCYJTMHPE3UCTEHTHOCTbIO, C
OTHOCUTENbHOM NHCYINMHOBOW
HEeAOCTaTOYHOCTbIO NI BblPpaXXeHHOEe
CHMXXEHME CeKpeuunm UHCynnHa C
NHCYNUHPE3NCTEHTHOCTBIO UK 0e3
Hee.

BO3HUKAET B nepuon,
bepeMeHHOCTH



Knaccudukauusa caxapHoro gnaberta(npoaosikeHue)

Opyrne tunel CO4

-reHeTn4eckue nedexTbl
doyHKUMM B-KNETOK
-reHeTnyeckme pgedekTbl B
OEeNCTBUU UHCYSIMHA

-60Ne3HNn 9K30KPMHHOW 4YacTu
NoaXKenyao4HoOM Xenesbl
-9HOOKpUHONaTUn

-anaoer, NHOYLMPOBAHHbLIN
nekapcTBamMmu Unu XmummukaTamu
anaoer, NHOYLUMPOBAHHbLIN
NHpeKUnamMmn

-HEeOObIYHbIE doopMbl
MMMYHHOMOCPEea0BaHHOIO
anabdeta

-apyrue reHeTn4ecKmne
CUHOPOMbI, COYeTarLlmnecs c

CA.



[ ICAs-aHTUTENA K aHTUreHam LUMTonnasmMbl OCTPOBKOBbLIX KINETOK

[ IAAs-ayToaHTuTENa K COOCTBEHHOMY MHCYNUHY. Ecnn CL1 BO3HMKAET 40 5
neT, TO 3TW aHTMUTEeNa onpeaenstTcs B 100%.

] GAD65(67)-ayToaHTmTENA K IM0TamMaTaekapbokcunase,BbIsiBNSAOTCA Y
70-80% 6onbHbIX C1. AHTUreHOM sABNsSeTcsa Bernok ¢ Morl. Maccomn 65(67) KA.

A lNepeyncrieHHble aHTUNaHKpeaTUYeckne aytoaHTuTerna obsasarensHo
NpeaLecTBYIOT KITETOYHO-ONOCPEAOBAHHOMY LIMTONU3Y [3-KNETOK, B Ha4ane
LMTOTOKCUYECKUMM T-numdoounTamm, 3aTemM ¢ yd4actuem makpodparos u
HaTy- paribHbIX KUNepoBs.

A Tpurrepom aTOMMMYHHOM OECTPYKLUNU BbICTYNAET BUPYyCHast MHAEKUNS —
BUPYC KOKCakun B4, uutomeranoBupyc, BpoxaeHHaqa KpacHyxa.

1 OToenbHyto rpynny NpeacTaensatoT nauneHTbl, y kotopbix CL1 pa3sunca B
Bo3pacTe 35-75 net (LADA-gnabeT). Y HMX 06bI4HO BbICOKMIA TUTP AT K
nekapbo- kcunase rnTaMmMHOBOW KUCMOTbLI U K TUPO3NHMocaTasam
(BHYTPMKNETOYHbIN AOMEH [3-Lienn NHCYNMHOBOIO peuenTopa- CM. CXeMY
nepenadn MHCYNMHOBOIO CUrHasma BHYTPb KINETKN).



1 B pesynbrate 6onesHen nogxenyaodHomn xKenesbl-naHkpeaTuTos,
reMoxpo- MaTo3a,KMcTo3Horo gmnbpoaa.

1 SHAoKpuHonaTum ¢ NnpeobnagaHMeM KOHTPUHCYNAPHbBIX TOPMOHOB.

1 IleyeHune rnrokokopTUKONAamMm, aroHUCTaMu U aHTaroHMcTamm 3 u a
peuen-Topos..

1 HpeKunoHHbIX 3aboneBaHuUn-KpacHYyxXu, NHPEKLUMOHHOIO NapoTUTa,
LMTOMEranoBUpPyCHOU MH(EKLIMEN.

4 CnHgpomel, coveTarwmeca ¢ CA-cnHgpom ayHa, LepelueBckoro-
TepHepa, KnanHdenesrepa.

1 [mabet y 60nbHbIX CKB.

4 IlenpoxyaHnam- cemenHaga pe3ancTeHTHOCTb C AETCTBA K 3K30reHHOMY
NHCY- NUHY.

A JlnnoaTtpoduyecknin gnadet npm nunognuctTpoddpumn (nonHoe nmbo
rHe34HOe OTCYTCTBUE XNPOBOW TKaHW). [poTekaeT B dpopme
NHCYNNHPE3NCTEHTHOCTM BCNeacTBME MyTauun reHa peuenTtopa K
MHCYINWNHY, UNu gedekTa B NoCcTpeLe- NTOPHOU nepenayve curHana.



MODY-C[1 B3pocroro Tuna y MonoabiX (MacCoOHCKUU
T™™N).

B HacTosiLlee BpeMs XOpOoLIO N3BeCTHbI 5 reHOB, MyTauus
KOoTOopbIX Bbi3dbiBaeT MODY:

« -moaun 1, xpomocoma 20, reH HNF-4a.

* -MOOMN 2, XpoMocoMa 7, reH rmroKOKMHAa3bI.

e -mMoaun 3, xpomocoma 13, reH |IPF-1

e -Moaun 5, xpomocoma 17, reH HNF-1-, a Takke dpopma,
CBsi3aHHaa C MUTOXOHAPWANLHON MyTaLUUEWN.

[MpumevaHne: HNF-aaepHbIM doakTop renatoumnTos 4a, 1a, 13.(dakTopsb!
TPaHCKpUNUun).

IPF-doakTOp NpoOMOTOpa UHCYNnHa.
Mody-amnabeT B pesynsrarte AUMCyHKLMN TONBKO O4HOrO reHa B 3-KrneTkax.
Hacnenyetca kak u C[2, no ayTOCOMHO-AOMMWHAHTHOMY TuUnNy.
3aborneBaHne He OCNOXHAETCS KeToaumnago3oM.



HepocTaTtok

WNHCYNNHa
CHuxeHne lMoBbiweHye cekpeyun: MoBbiweHwe
aHabonusma rNioKaroHa; Katabonusma
KOPTU303;
ropMOHa pocTa;
KaTexonamuHoB
P N I
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[TaTOreHe3s HeOCIOXHEHHOrO (CrieBa) N OCITIOXXHEHHOrO (cnpasa)
Cﬂ,l. (Mo ByH H.A. ¢ coagr.,2009 )



| KoHueHTpaLwa
FNIOKO3bI B CbIBOPOT-
Ke KpOBU

KoHueHTpa-
UMA MHCYNK-
Ha B naasme

HapyLueHme GyHKUMN (- KﬂeTOK

' MNoBbllweHne pGBMCTeHTHOCTI/I K mncynvmy C Boapacmm
| NPV OXKUPEHUN U T.A.

[MnepuHcynu- HapyweH- Caxaprm puaber 2- ro TInNa

Hopma HemusA . HaA ‘KOHTpo- MPUMEHAIT | Yycy-
DYWHCYNNHE- | TOJIEPAHT- | nupyior | nepopanbHbie !
MUA HOCTb K | gueTo- | NpoTHBoAua- !
[NIOKO3e |Tepanu- betnyeckue |
en . cpeacrsa

[MaToreHes caxapHoro anateTta BTOpPOro Tuna.

(no byH H.A., c coagr,, 2009).



[laToreHes keToaungoTUYeCKOM KOMbI
(no 3an4wmk A.LL.,Yypunos J1.I., 2001 T.)
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3 Ona CO2 xapakTepHbl KOTOpble
nposienstoTca BC, nHcynstom, atepockrepo3omMm nepndrepruyecKnx

4 Ona CO1 xapakTepHbl , lopa)arTcsi NoYEeYHbIE
cocyAdbl, Cocyabl FMa3Horo gHa, HemponaTum, pa3BMBaeTCs
NaHrMNONUTYN- TapU3M.

Bo Bcex natonornyekux npoLeccax BobisiBNATCA 06LLNE MeEXaHN3MBbI,
He3a- BUCMMO OT floKanusaumm :

=AHEBPU3MATNYECKME N3MEHEHNSI KAaNUNNAPOB.

=YTOMNWEHNE CTEHKN apTEPUOSI, KanunnapoB, BEHY, 3a CHET
OTNOXEHUS FIINKONPOTENHOBLIX COEANHEHUN B Ba3anbHON MeMbpaHe
B o OpME roMO- reHHbIX U CITOUCTbIX SNEMEHTOB.

=[1lponudepauns n geckBamauyusa 3HAOTENNSA B MPOCBET COCYA0B, UX
obnu- Tepauyms.

=[1lpnmep:CoueTtanune npu CL petnHonatnum, npoTENHYpPUN,
rMNepTEH3nN, rMoMepynockneposa obo3Ha4aeTcst CUHAPOMOM



1Cocyaucraga cteHKa-UHCYNMMHHE3aBUCUMas TKaHb.

(1B cTeHke cocynoB 13 rnokKo3bl, NOCTynaKLWen Tyaa no
rpagn- eHTY KOHLEHTpaLUumn, obpasyeTcsi NoBbILLEHHOE
KOnM4ecTBO copbuTona, BcrieacTeme docmamo4yHou
aKTUBHOCTU anbao-peayKkrassbl.

dTpaHcdopmauns copbutorna Bo PpyKTo3y oepaHuyeHa, T.
K. aKTMUBHOCTb copbuTonaerngporeHasbl CHUXKEHA.
CoBpeMEeHHbIe NeK. cpeacTsBa BOCCTaHaBNMBAOT
aKTUBHOCTb 3TOro doepmMeHTa.

1O6pa3sytomnecs 0CMOTUYECKN aKTUBHbIE COEANHEHUS
BEOYT K BHYTPUKIIETOYHOW runepruapartaymu.

dHedepmeHTaTMBHOE MUKNPOBaHUE BENKOB COCYANCTOM
CTEHKMN-OOUH U3 MEXAHU3MOB €€ NOBPEXOEHUS, Koraa
anbge- rmgHaga rpynna (CHO) rnoKo3bl COeANHAETCA C
ammHorpynnow (NHz2) aMMHOKMCIIOTbI, 0bpa3syeTcs

MHepTHOEe ocHoBaHue LLndodha.[leno3nTbl cTaHOBATCA
ayToaHTUTENaAMMW.



1 Henponatuns obbl4HO cUMMETPUYHA ( B OpMe «HOCKOBY,
»YYIKOBY).

1 lNoBpexnaatoTcs gBuraTeribHble U YYBCTBUTESbHbIE
BOJIOKHa.

] HapyLeHne pyHKLUMM HENPOHaA CBA3aHO C AereHepaunen
MWENUHAa B pesyribTaTe MUKPOaHruonaTum vasa nervosum.

] HapylueHue BeretaTMBHOM MHHEPBALMN MOXET KacaTbCH
BCEro opraHa, nnu gaxke Heckonbkmnx. Hanpmumep
HapyweHne yHKuum XXKT y 6onbHbix CL] 0603HavaeTcs
Kak aBTOHOMHaa anabetnyeckas HemponaTus.
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Taﬁmma 2-9. Auarudcmxa
caxapHoro guabera
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ZKas100b1 HA CHMIITOMbI, BO3MOKHBIE IPH CAXAPHOM JHaleTe
® AHaIM3 MOYM Ha IJTIOKO3Y M KETOHBI.

® OnpeneneHne YPOBHS CIYYaHHON MJIM TOLIAKOBOM IJ1H-
KeMuu. [luarHo3 noaTeepKaaeTcs Npu:
— YPOBHE IVIIOKO3bI B IJ1a3Me KPOBM HATOIIlAK
>7.,0 mmoan/n (126 mr/mn);

— YPOBHE IUTIOKO3bl B IIa3Me KPOBM B CIy4aiiHOM 11pobe |
211,1 mmoan/m (200 mr/mr)

- Ilokazanus CTAHAAPTHOrO TECTAa TOJEPAHTHOCTH K ITHOK03¢
(taba. 2-11)

® YpOBeHb IIOKO3bI B IJIa3Me KPOBM HATOLIAK
26,1-7.0 mmonns/n (110—126 mr/mn).

YpoBeHb 110K03bI B M1a3Me KPOBU B CAYYAKHOIM 1pobe

- 27,8—11,0 mmonn/n (140—199 mr/mn)

|
O6parure puumanune. HbAIC (cM. Bbillie) HE MCTIONB3YIOT
JUISE IMAaTHOCTUKM.

Y nanMeHToB, He MMEIOIIMX KIMHHYECKUX NPOSIBJICHUH,
\ AT TTOATBEPKICHMS THarHo3a HEOOXOAMMBI IBA aHAJIN34.

( no byH H.A. c coaBT. 2009 1.)
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bnarogapto 3a BHMMaHUeE.



