PAKADHG ! THaber



CAXAPHbIV OUABET
OnpeaeneHne NOHATUA

XpOHUUYecKoe 3aboneBaHmne, xapakrepusyoLieecs
XPOHMYECKOU rmnepraimkemmen, obycnosieHHOU
abCcoNOTHON NN OTHOCUTENBHOM
HEeAO0CTaTOYHOCTbIO UHCY/IMHA, NPUBOAALLEN K
HapyLeHuto BceX BuaoB obmeHa (npexae Bcero
Yr/1eBOAHOr0), Nopa*eHuto cocyaos (aHruonatums),
HepBHOU cuctembl (HeMponaTua), a TakKe K
NOBPEXAEHUIO APYIrMX OPraHoOB N CUCTEM



CAXAPHbIW OUABET
Knaccudukauma (BO3, 1985)

A. KhMHnyeckune Knacchbl

|.  CaxapHbln agnabet

1."HCyNnnMH3aBUCMMbIN caxapHbi anabet (U31).

2 .MIHCYNMH He3aBUCMMbIN caxapHbin anabet (MHCA).

a) Yy /1L C HOPMAJIbHOM Maccou Tena;

6) Yy UL C OXXUPEHUEM.

3. CaxapHbiv anabeT, cBA3aHHbIN C HEAOCTAaTOYHOCTbIO MUTAHMUA.

4. Npyrne Tunbl AnabeTta, cBA3aHHbIE C oNpeaeeHHbIMU
COCTOAHUAMMU N CUHAPOMAMMU: a) 3aboneBaHuUA
noAKenyao4yHon Kenesbl; 6) saHAOKPUHHbIE 3aboneBaHuA; B)
COCTOAHMA, BbI3BaHHbIe NPUEMOM N1eKapPCTBEHHbIX
npenapaTtoB UM BO3AENCTBUEM XMMUYECKUX BELLECTB; I)
aHOMa/IMN MHCY/IMHA UM ero PeLLenToposB; A) onpeaesieHHble
reHeTUYEeCKNe CUHAPOMbI; €) CMeLUaHHbIe COCTOAHMS.



CAXAPHbIW OUABET
Knaccudukauma (BO3, 1985)

lIl.  HapyweHHaAa ToNepaHTHOCTb K IM0Ko3e
a) Yy /MU c HOPMasIbHOW Maccou Tena;

6) Yy 1L C OXKUPEHUEM;

B) CBA3aHHaA c onpeaeneHHbIMU COCTOAHUAMM U CUHAPOMOM
(cm. n. 4).

lll. CaxapHbi anabeTt bepemeHHbIX.

b. Knaccbl ctatuctmyeckoro pucka (nmua ¢ HopmasibHOM
TONEPAHTHOCTbIO K [/IIOKO3€, HO CO 3HAYUTENIbHO
MNOBbILWEHHbIM PUCKOM PA3BUTUA CaxapHoro anabera):

a) npeawWwecTBOBABLUME HAPYLUEHUA TONEPAHTHOCTU K [/IIOKO3E;
6) noTeHuWaNbHblE HAPYLLUEHUA TONEPAHTHOCTU K [/THOKO3eE.



CA | Tvna (MHCYNMHO3aBUCUMbIN)

* AyTouMmmyHHoOe 3aboneBaHue, pa3BuBaloLleecs
npu HacneacTBEHHOM NpeapPacnooXeHHOCTH

(npn Hannumm gnabetoHanbHbiXx HLA-rannotunos 6
XPOMOCOMbI MU TEHETUYECKN 0OYC/IOBNEHHbIX
OrpaHMYeHUn cnocobHOCTU B-KNETOK K
pereHepauumn).

* Mopa aencrsnem nposouupyowmnx GakTtopos
BHeLWHen cpeabl (BMpycHaa nHbekums,
LMTOTOKCUYECKMNE BeLLeCcTBa U T.A.), BOSHUKAIOT
nopa*keHusa B-KNeToK OCTPOBKOB JlaHrepraHca
NoAYKeNya0uYHOUN ¥enesbl, nepecratowmx
CMHTE3UPOBATb MHCY/IUH

 A6conoTHaAA HeAOCTAaTOYHOCTb UHCY/IMHA
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CA Il Tuna (MHCyAMHHEe3aBUCUMBbIN)

[eTeporeHHoe 3aboneBaHne, xapaKrepusyloLulieecs
HapyLleHnem CeKpeLmn UHCYIMHA n/nnm
YYBCTBUTENIbHOCTU K MHCY/IMHY PEeLEenTopoB
nepundepuyecKkux TKaHei (MHCYIMHOPE3UCTEHTHOCTD)

OTHOCUTeNbHaA HeAOCTATOYHOCTb UHCY/IUHA.

* CHUXXEHUA aKTUBHOCTU UHCY/IMHA BC/1IeACTBME €ro NOBbILLEHHOro
CBA3bIBaHUA C 6enkom;

* YCU/JIEHHOrO pa3pyLleHna NHCYANHA depMeHTaMU NeYeHu;

* npeobnapaHuna a¢pPeKToB ropMOHANbHLIX U HEFOPMOHAJ/IbHbIX
aHTaroHNCTOB UHCYNIMHA (TNOKaroHa, rOopMOHOB KOPpbl
Ha4NOYeYHUKOB, WUTOBUAHOM Kenesbl, OpMOHA POCTa,
HeacTepnPULNPOBAHHDIX MKUPHDbIX KUCNOT);

* WU3MEHEHUA YYBCTBUTE/IbHOCTU UHCY/IMH3aBUCUMbIX TKaHEM K
UHCYNUHY;



WHCYNUH .

MHCYNUHOBbLIN




[MaToreHe3s UHC/A

Obpa3s Kn3Hu [TnTaHne OXXupeHue [eHbl NHpeKunm

N— _

[ToBbIlWLEeHME NpoAYKLUUUN
POAYKL MNHCYAMHOPE3UCTEHTHOCTb

MOKO3bl NeYyeHbo ‘

HapyweHue yTuansaumm

CeKkpeTopHbIN aedeKT B- _
KNETOK Mneprnnkemms L'“*°“°3b'1‘a”“""”
| KomneHcaTopHas
[NFOKO30TOKCUYHOCTb ‘ rMnepuHCyIMHeMns

OTHOCUTENbHbIN HapylweHune cekpeumu
nepnunT MHCYNMNHA NHCYINHA




Nposasnenma CL

runepramkemums

rNIOKO3ypus

noanypua

noanguncus

KeTOHeMus, KETOHYpUA, rMNepaMnonpoTeuHeMus

asoTemusa, oTpuuaTenbHbIU a30TUCTbIU BanaHc,
noxyaaHue

nonudarua
auuaos
nocroAaHHas obwaa cnaboctb



HapyweHua yrnesogHoro obmeHa npu C[i

Ycunenwue:
MKOreHONM3a, [JIMKOHEOreHesa,
a bTEPHATVBHBIX NyTel 06MEeHa rMIoKO3bl

[ MneprnnkemMms
rNIOKO3a
KNeTKaMu

He YCBauBaeTCA

1HOKO3YpUS
DEBLILIEHUE NOYEYHOrO NOpora

KAa, AernapaTtaums, HapylleHe KUCIOTHO-31eKTPOMTHOMO 6asaHca
onnanncus
\




HapyweHusa }xuposoro obmeHa npu Ci

CHWXKXeEHune AKTUBaUMUS N36bITOK CBOH6OAHbBIX
CUHTE3a mnonmn3a XXUPHbIX KNCNOT
XNpPOB

P I'InglmeHHoe
Ob6pa3oBaHue 00pPa30BaHUE

P O6pa3oBaHue XONecTepuHa,
HEUTPAJIbHbIX KETOHOB NMNONPOTENAO0B
XXNpPOB
YKnposas Ketonemus | PaHHee pasButme
MHUNBbTPaL S KETOHYPUS aTepoCcKiepo3a

NneyvyeHu

| |

KeToa LMAOTUYECKAA KOMaA



HapyweHua 6enkosoro obmeHa npu CAi

CHMXXEeHMe CMHTE3a U YBeTNYeHUne
INKO3NIMPOBaHNA 6enkos

(OHpa3oBaHue rNMUKO3UNUPOBAHHOIO reMornobuHa
(Npo4HO ceA3biBaeT O2 U TPyAHO OTAAET €ro TKAHAM)

(Obpa3oBaHWe ayTOAHTUIEHOB

\VduneHme katabonmama 6enka \ |

| | |

ﬁ/nnOTpocbu;l MblLLL, NOXyAaHUe \




OCJIO>KHEHNA CAXAPHOI'O ANABETA

_ KaTapakTa

OCNOXHEHMA
- P
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rmasa ‘) S
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aTepocKnepos

epBHaA
MCTEMa

HMYECKaA A36a

HW*HaA
KOHEYHOCTE



Knaccnudukauma CQl no ocnoXxKHeHUAm

OcTpbie
OCJOXXHEeHMA -
KOMBI (yacto
BO3HUKaAlOLWME KaK
pe3ynbraTt TAXKenoro
TeYyeHUAa u
HeaaeKBaTHOMU
Tepanun):
* Ketoauumpgortuyeckan
* TunepocmonapHan

* JlaKkTaTaumnpoTuvyeckan

NoagHue XpoHMUYecKkue

OCJNOXHEeHMUA:

NnabeTnyeckme MMUKpPOaHrmonaTmum
(peTnHoONaTUA, opTanbmonaTus,
HepponaTmA)

NnabeTnyeckme makpoaHrmonaTum
(Mwemmnyeckan 6onesHb cepaua,
NHDAPKT MMOKapAa, OCTPbIE U
XPOHUNYECKMNE HapyLIEHNS MO3roOBOro
KpoBoobpalleHus, sHuedpanonaTum,
obanTepupyoWnin aTePOCKNEPO3
HUMHUX KOHEYHOCTEWN,
AnabeTtnyeckana ctona)

Onabetnyeckne nonnHemponaTnm



MAkpPOaHMoNaTAa

" Hele 3abonesaHMa (C/

zabonesaHnAa

KOPOHaPH /
HEAOCTATONHOCTE - o

apTERMK

apTEpMonbI X

el

PETHHONATHA 4 3

Heﬁponama' 2 MMWEROIHMMONATKMA



MexaHn3m pa3BUTUA aHTMONaTUN

[MnepraMkemma, MHCYIMHOPE3UCTEHTHOCTD,

rTMNEePUHCYINHEMUA, HEAOCTAaTOYHOCTb [B-KNeToK

OKuc MuToxoHApWaabHas
3HAO0 ANchyHKUMA

[AnKo3snnnposaHme . Hapyuwierus
Avcnnnupgemusn ocnaneHue

6enkos Koarynauum




lJ.‘J L= l 7'.
\- - -.

MHWEROGHE ERMSMbI

:
)

\ %
ﬂ‘o.?:' ﬁ‘o . ",o 31 ﬂ.;. .’.‘ .

8§ & i . _ . : . p |
18 AN 7 T TP N e R AT
f xfx...f R R b T2 e A ’ a" Ay oy @

-

; 4

- g - S e o AN
. e Vo 7 '/ r,ﬁty /r r.ﬂf/"
e,

LN "' 2 "/, g
/-'v'_," 71 ! ! ) F '.I"‘. ) (, }’ _', ? M ' { '>'{ “ f"
""'.'. "‘ l-' -s"’l“‘{'.'J'l' _\/""'I‘ >'._ ] , ; ‘ ‘\ -"':
.. ‘ | ¥ " (j‘\. o 53 1 . _,j';. o ;;I.
5 e 4 |

' A1 ¥
T Wi II‘TK l

-

.

¥,
v,
-




+
”T“ - — .'.‘T"‘
4 K-1
{CI:HOH e NH:  (qace) NH
|
CH,OH CH
,rm1 Benox [Cr'OHL‘
s | { ’
CH,OM
Wuepcpossie
OCHOBAHMA
K2 | | K-2Ofpamuman
(aHn)
¢ 909 OO-OTQ“
N
¢ N
J\L (/ . KN |H
o NN-0 +—A4 CH,
s > \_" ’:y H‘O‘Pmu J
R - (wenenw) C=0
(CHOH),
L o X RS I
FAMKOINNKP OB aHKME (CH,OH)
Senox - o
rIMMKONPOTE MM Amanops!

seuwecreo



nOpa)KEHMFI, C KOTOPbIiMU BCTPEYHAIOTCA OTaI'IbMOI'IOI'VIZ

MponndepatmnBHas
MpenponndpepaTnBHas ponmbep
HenponndepatneHas peTnHonaTmA

peTuHonaTus peTvRonaTha

MuKpoaHeBpPU3MblI

OTNnoXeHuns TBepAoro aKccyaaTa, Menkue
remopparmm, MMKpPOaHeBpPU3Mbl

KpOBOM3J’I NAHNE B CETHATKY



HapyweHua yrnesogHoro obmeHa npu CAi
CHWXEHWEe aKTUBHOCTU MMUKONU3a

U CUHTEe3a ATO

[leduumT 3Heprum, rmnokcus

HapyleHunsa paboTbl AkTnBaLs
cBo60HOpaAMKaAIbHbIX
K/Na-Hacoca NPOLIECCOB

JiiaoTennanbHaa AMCPYHKLUUS
!\H [UOTaTUA



MexaHUu3Mbl 3HAO0TEeNnANbHOU ANCPYHKLUU

KypeHue CaxapHbliv ApTepvanbHas Avcnvnn-
ovabet runepTeH3ns neMus

1

JHAOTeNnnabHasa aANCA

DYHKLMSA

Pemopenu-
poBaHue u

noBpeXaeHne
COCYA0B

Ba3o-
KOHCTPUKLMSA

Pa3pbiB
ONALLKN

KnMHn4yeckmne nposiBfieHns




Cnepctema ANCOYHKLMUM SHAOTENUA

Ba3oOKOHCTpUKUMA

KneTto4yHbin pocT

m.ﬂ.MCCbVH KL WS m
3HAOTeNnnn

Mponndepauusa
MK

N3meHeHune
CTPYKTYpbl

1\aKonneHume
mMnnaos

TpomboobpazoBaHue

Aaresunsa n/wnu nHeunbTpauua
KNETOK KPOBMU

-

- —

Atepocknepos npu CL sctpeyaeTtca Ha 8-10 neT paHbLe







MakpoaHruonaTuu

MoparKeHuna, C KOTOPbIMMU BCTPEYalOTCA HEBPOJIOrU:

[emopparmyeckumu ,
NHCYNbT NweMnyeckMmn NHCyNbT




NMonnHenponaTuun

AKcoHoONaTuu;
Mwuenonatuum




OnabeTnueckaa nonuHenponartus

BeretaTuBHas MNepudpepuyeckas

+KapananeHas: puruaHe mynec,

BezboneEni MKW MANoCUMMITOMHEBIR MMno- unK apedgnekcus

WHOD & KT MUOKAPAE, & PUTM M MapecTesMuioHeMeHH e
+HapyweHue TepMopery nALMM 1 Hapy weHne

NoTOOT AeNeHUA YYBCTBUTENBHOCTH:
+EeccMMATOMHBIR + Ge300NeiHeHHbIe ARl
FMNOrAMKeMUYecKie ¢ ocT 0AHKNA v OWOTH
«AHenyaoMHO-KMILEYH AR HA[YLWEHKMA * NPONeXHK
NEQUCTANBTMRM, AMCTOHUA KEMYAKE U * paHbl

NUWEEBDAA (FACTRONAPES, PEOTE).
YCUMNEHHAA MOTORKMES HALLEYHWES
(AMapea sanopel)

MeiweYyHaa atpodmA

Mapes MbwL

+YporeHUT anbHaa: JdWCTOHMA MOYEEDTT

Eonu B Horax (B nokoe KM
My36I0A, ZNEKTUNBHEA AMCHYHELMA

Noe HoYaM)

+TpodMveckn e HapyWeHnA: 0TEKM

Hor Be3b0NeEELIE A3BRI B MECTAYX
AP ORHIAT



HedponaTtus
* [lopa)keHusA, C KOTOPbIMU BCTPEYAOTCA HedpPOoNoru:

Nuabetuueckan
HedponaTua,
rNOMepynocKknepos




WH& a
HEAQCTATOYHOCTE

Enomepynocxnepos



Nunabetnyeckana crona
MopaKeHuns, C KOTOPbIMM BCTPEUAIOTCA XUPYPru:




daKTOopbl pUCKa AnabeTnuecKkoun cronbl

[epudepnyeckas HeMponaTus:
-CeHcopHas

- MoTopHas

- ABTOHOMHa4




daKTopbl PUCKA, cnocobeTaylolmne AeUCTBUIO OCHOBHbDIX
$daKTOpOB

* Bo3pacTt — crapuwe 60 ner

* ApTepuanbHasa runeprTeHsus
 OucnnnonporeMHemusa (runepxonecrepuHemus)
* MU3b6bITOUHAA macca Tena

* 3noynoTpebneHue ankoronem

* KypeHue

 [OnutenbHOCTb caxapHoro amabera
 Nnabernueckaa HepponaTus
 NnabernuecKaa peTtuHonaTmsa

* UHPEeKUMOHHbIE NopaXKeHua cTon

* HeKoppermpyemas runepramkemms

* Mpepwecrsyowme A3Bbl U aMnNyTaLuu CToN
* HeapeKBaTHbIU yX0A 3a CTONAaMM



AunabeTnuyeckaa Koma

* MoparKeHUA, C KOTOPbIMU BCTPEYAIOTCA
peaHnmaTonoru: aAnabernyeckme Komol




NnabeTnuyecKkaa KetoaumnaoTmyeckas Koma
B 25% BO3HMKaeT y auny c snepsblie BbisBAeHHbIm C/L]

Pa3sBuBaeTca B pe3ynbTaTe yalle abcontoTHoro, peako -
OTHOCUTENbHOro AedULUTa UHCYNHA, NPOBOLUpPYIOLLEro
runepramkemmio, metabonamnueckum aumnpos um
3/1eKTPO/INTHbIE HapyLUeHuUs

Yawe Bo3HUKaeT y amy monoxe 30 nert

daKTOpbI PUCKA: NO34HAA ANAarHOCTUKA, HeaAeKBaTHoe
neyeHune C[], HeapaeKkBaTHaA MHCYIMHOTEpPaNuA,
npeALecTByOLWAna gernaparaumsa, ConyTcreyowue
ocTpble 3aboneBaHUA N TpaBMbl, bepemMmeHHOCTD,
OC/I0}KHEHHAA PAaHHUM TOKCUKO30M



JIaKTaTaunaoTuyeckaa Koma

* yauwe so3HuKaet npu CA Il Tna y any noXXunoro
BO3pacTa Ha $POHe NoOYEeYHON Hea0CTaTOUYHOCTU U
rTMNOKCUMN.

* PasBuBaeTcAa BcaeacTsme HaKoNJIeHUA B KPOBU U
TKaHAX MOJIOYHOU KMCNOTbl HA POHE OTHOCUTENIbHOIO
AedununTa UHCYNINHA, a TaKXKe B YC/IOBUAX TMNOKCUM
npu CTUMynAaLmMm aHadpobHoOro rmkonusa.

* KAuMHU4YecKu ana paHHOro BMAa KOM XapaKTepHa
obuwana cnaboctb, 601U B MmbiLlILaX, CHUXKEHUE
Auypesa BNaoTb A0 aHYPUK, apTepuasbHan
rMNOTEH3MA A0 KOAanca, KOMNEeHCaTopHasn

TaXuKapaua, abixaHue Tuny Kyccmaynsa 6e3 3anaxa
aLeToHa.



lMnepocmonapHaa Koma

Bo3sHukaet yawe npu CA Il Tuna y amy, ctapuwe 50 nerunu s
paHHeM AeTCKOM BO3pacTe B pe3ynbrate geduumnta MHCYIUHA.

PasBuBaeTca B pe3ynbTaTe pe3Kou aermaparauum,
o0bycnoBneHHON OCMOTUUYECKUM ANYPE3OM U NONNYPUEMN
BCAeACTBUE rMNeprinkemmm ¢ nocneaylowen rioKosypuen.

B pe3ynbTrate y 601bHOro BO3HMKaeT runoBonemus ¢
NoBblLLEHUEM CeKpeLnUn aNbAoCTEPOHA, CNOCObCTBYIOLWEM
3a4epXKKe HaTpuA, TMNOKaanemMmua U NoBbllLeHNne OCMONAPHOCTHU
KpOBMW.

B pe3ynbTate runepocMonApHOCTU Pa3BMBAETCA apTepuanbHas
rMNOTEeH3NA U ONNTYPUA BNJIOTb A0 aHYPUMU, CKIIOHHOCTD K
nosbllWeHHOMY TPOM6006pa3oBaHUIO € YacTbim pa3sutnem [BC.

OaHHbIK BUA Kom npu C[l xapaKktepusyerca pe3Kkoun
uepebpanbHou aernapartaumeu, Cyaoporamum, HUCTarmom,
remmnapesamm.



Cnacmbo 3a BHUMaHuel



