CAXAPHbIN OUABET.

OCOBEHHOCTWU Y OETEMN.

CNEUNDPUHECKHNE
OCNOXHEHUA

KA®EOQPA SHOOKPUHOJOINA

Jlekuun no geTcKon aHAOKPUHOSNOIMMMU
2

OoueHT ConTtaxaHoB 3.M.

W,



KnnHnyeckmnmn npmnsHak YacTtoTa

[Monunypusa 80
30
[MoTepst Macchbl Tena 80

CyxocCTb BO pPTY 50

3anax auetoHa 48



KnuHnyecknn npnsHak

CyXOCTb KOXMU

MoBbILWEHHbIN anneTuT

PBoTa

CHWMXeHHbIN anneTmT

Ho4yHOn n gHeBHOMN 3HYpe3

[MoBbiWeHHasaA HepBHaA

BO30yAMMOCTb

YacToTa




 KnuHuyeckuinpusHak | Yacrtora
OxupeHue 7,2
fonoBHas 6onb 6,5
Bbonu B XnuBote 5,3
PypyHKynes 3,8
3

AumeHn, ctomaTuT 1,5




e CnHAPOM HapyLUEeHHOro BCcacbIiBaHUA —
naHKpeaTnyeckasd He4oOCTaTOYHOCTb, HApYyLLUEeHWE
dyHKUMM neveHn, AnCcOaKkTepPno3 KNLLEYHUKA,
HeaoCTaTO4YHOCTb PEPMEHTOB TOHKOM KULLIKWU,
YBENUYEHHbIN pa3Mep XMUBOTA, rmMrnoTpodus n
3afepxKa pocTa, nonudarus, METEOPU3M,
nonudpekanusa, 6onu B XXUBOTE.




KITMUHUKA

BO3PACTHbIE
OCOBEHHOCTW



oM
Bo3pacTHble 0cOOEHHOCTH

* I'pyaHo
"
BO3pac
-

BHe3anHoe pa3BuTnE Nno TMNy TOKCUKO-
CENTUYECKOro COCTOAHMSA C KOPOTKNM
npoaopMarnbHbIM NEPUOLOOM C
NPEeKOMbI 1 KOMb

MepaneHHoe. [locTeneHHO
nporpeccupyet gnctpodunsa, HeCMOTPS
Ha »XaJHOe cocaHune, ONpPenocTy,
BYNbBUTbI, DanaHnTbl. « CUMOTOM
HaKpaxmMarieHHbIX MeeHoK», NUMKne
NsATHA.

id




SZ/Bo3pacTHble 0COBEHHOCTM el

« OcTpas u Taxenasa maHndecTauus,
« HecTtabunbHoe Te4yeHue,

« JlnarHoCcTuKa B COCTOAHUM NPEKOMbI UM

e Nletn KOMbl.
nepBbIX * lcTouweHne NHCynMHOBOWU cekpeLun
5 neT BO3HMKaeT ObICTpee.

XU3HU * Pemuccua gocturaercs pexe.
e JlabmnbHOCTb NOBEOEHUS.

 YacTble runornmkemMumm B CBsA3u C BbICOKOU
YYBCTBUTENBHOCTLIO K UHCYITUHY

« [MnornMkemunn B 3TOM BO3pacTe Yallle He
pacno3HalTCs N3-3a HE3PENOCTU MO3ra — He
3anyckaeTcst MexaHu3m Helpoperynsauum

* He dpopmmpyroTca KNMHUYECKNe CUMNTOMBI
* Bo3moxeH doeHomeH n cuHapom Camoaxu




oML
Bo3pacTHble 0COOEHHOCTU

e NabunbHOE TeyeHne

o0ycroBneHo
HECTabUNbHOCTbLIO
HenporymopansHou
e NETUB
perynaunm.
npenyboeptaTHO
M U * /IHCYNMHOPE3NCTEHTHOCTD.
nyGepTaTHOM (0OycnoBneHo BbICOKUMMU
nepuoae YPOBHAMU
KOHTPUHCYNAPHbIX
rOPMOHOB)

« OMoUUOHarbHbIN daKkTop.




Bo3pacTHble 0COOEHHOCTMH

CNEUMDPUYECKUE
OCNOXXHEHUA Y OETEWU



o .
\
.-
O
-

* (beHomeH CaMomkm — ocTpas rmneprimkemMmns
nocne runorfmkeMmm B HOYHbIE Yachl

* (PEHOMEH «yTPEHHEW 3apu» — YTPEHHAS
rmneprriMkeMnsa BCNeacTBUE MOBbILLIEHUS
KOHTPUHCYNSPHbLIX TOPMOHOB B YTPEHHWE Yachbl
Ha poHe geduLmMTa NHCYNMHA B BEYEPHEN 403€e

* «MeOoBbIN MecsL» (PEMUCCUA) — CHUKEHUE
NoTpPebHOCTU B MHCYNMHE Ha POHE YaCTUYHOrO
BOCCTaHOBJIEHUA NHCYNTMHOBOW CeKpeLunmn




W,

e CuHgpom Camopxu — xpoHunyeckas
nepeno3npoBKa NHCYIMNHA. (NOBbILLEHbIV
anneTuT, npnbdaBKka B BECE,
HenepeHoOCUMOCTb PU3NYECKUX YNPaAXKHEHUN,
pasapaXMTefbHOCTb, CKNMOHHOCTL K
aenpeccuam). YnydlieHmne camovyBCTBUS U
rMMKeMnmM Ha PoHE UHTEPKYPPEHTHBIX
3abonesaHuin. OxnpeHue




e CuHgpom Mopumaka — OHuM BbIrMSagaT UHAAHTUMbHBLIMN,
pa3BMBaETCH YMEPEHHOE OXUPEHNE C HEPABHOMEPHbLIM
nepepacnpeneneHmem noaKkoXXHO->XMPOBOro Crnos,
NPEUMYLLECTBEHHO Ha TysrioBuLLE U B obriacTtu VIl LLENHOro
No3BoHKa. /IHoraa BbIABNAKOTCA CTPUKU. [1eTn UMeELoT
XapaKTepHbIW BUA: OKPYIII0€ NNLO C OTIIOXEHUEM XMpa Ha
LLieKaX, OONbLLIOW XXMBOT HE TOSIbKO 3a CHET XXUPOBbIX
OTNOXXEHWUN, HO U 3HAYNTESTbHO YBENMNYEHHOU NeYeHu
(renatomeranus). B Taxenbix cny4vyasax neyeHb
yBENUYMBAETCS A0 Nynka, NoTHadA, NOBEPXHOCTb €€
rmagkasi, Kpam 3aoCcTpeH, nanbnaumsi 6e3dborie3HeHHas.
nporpeccupyoLasa renatoMmeranug, «KyLUMHrona», 3agepxka
donanyeckoro n NONoOBOro pasBUTUA Ha PoHe
OekomrieHcaummn guabeta




W,

e CuHgpomMm HobeKkypa — oTcTaBaHue B pOCTE U
NOJIOBOro Pa3BUTUSA, XXUPOBOU
MHQOUNBTPaUnen nevyeHn Npu NOHMXeHHOU
Macce Tenay geteun, ctpagaroLwmx TaXXenbim
CL. B otnnunm ot cuHgpoma Mopuaka
OTCYTCTBYET U3ObITOYHOE pa3BUTUE
NOAKOXXHOIO XXMPOBOIro cno4d. Pesynerat
AnUTenbHOM gekomnecauunn gamaodera.




Xanponartus

(orpaHuyeHue noaBmKHOoCTU B cycTaBax, Ol1C)

% AOBYXCTOPOHHUE O0e360neBble KOHTPAKTYpPbI
CYyCTaBOB, B NepBYyI0 o4yepeab KUCTEUN PYK, aaree
— Ny4ye3ansCTHbIX, JIOKTEeBbIX, LULEMHOrO oTAena
NO3BOHOYHMUKA

% B ocHoBe pa3utua OlNC nexuT rMMKMpoBaHue
KonnareHa

% pa3BuBaeTtcd npu anutenbHoctn CO>3-5 neTB
npenybepraTtHOM M nydbepTaTHOM BO3pacTe

% pasBuBaeTca npu gekomneHcauum CO n
coyeTaeTcs C 3aepPXXKOU POoCcTa U KaTapaKTou







CaxapHbiu AnabeTt y geteu

PEOKUE ®OPMbl AUABETA
(MOHOI'EHHbIE POPMbI)



YBenu4yHue yactotbl C[2 y neten ces3aHo ¢ o0bpa3om
XXU3HU (MUTaHue, rmnognHamMmusi, yBernmyeHne 4actoThl
OXXUPEHUSA).

YBenunyeHne cemenHom KkoHueHTpauun. OT 74% 0o 100%
neten ¢ CO2T umetoT poaCcTBEHHUKOB NEPBOU UM BTOPOW
ctenenu poactea ¢ C2T, TeM camMbIiM NPOUCXOAUT
yBenmyeHmne reHeTu4eckon npeapacnonoXXeHHOCTHU

Puck passutua CL2 Ha NpOoTAXXeHUN XXNU3HN COCTaBMNAET
40% npwu ogHOM ropaxeHHom poauterne n 70% npu oboux.

[ eHbl perynupytowme MHCYNMHOPE3NCTEHTHOCTb UMK
CHWXXatloLne cekpeuunto MHCYnmHa (guabeToreHHble)

[eHbl onpegensaoLLne anneTnT, aHeprosaTparThl,
HaKonmneHne BHyTpMabgoMMHaNbHOTO Xupa —
Hecneundunyeckme reHbl-NoCoOOHMKN




GAKTOPbLI PUCKA PA3BUTUA C2
OXunpenune

Hu3knm Bec npu poxxgeHun (Npu ycnoBum
AOOHOLLUEHHOCTWN)

KnnHnyeckne npodsrneHns
MHCYITMHOPE3NUCTEHTHOCTU: MONMMKNCTO3 ANYHUKOB,
acantosis nigricans (YepHbIN aKaHTO3) KOXN UK
CINMU3UCTDIX,

napanuy 4yepenHblx HepBoB (YaLue i, 1V, VI napbl)

HacnencrBeHHas npeapacrnonoXeHHOCTb (PUCK
pa3BUTUS 3aboneBaHns TEM BbilLe, YeM DornbLUe
bonbHbIX CO2 TMNa poaCTBEHHUKOB N YEM MEHbLLE
Bo3dpacT gebrota CLl y Hux)




KITMHNYECKNE OCOBEHHOCTH
Oxunpenne (MMT 5-95% - 15-27kr/m2) oo 30%;
C[Ll 2 Tuna y poaCTBEHHMKOB MNEPBOWN CTEMNEHU POACTBA;
[TpM3HaKN MHCYSTMHOPE3UCTEHTHOCTY;
AndnukoBaga runepardgporeHus (CIr1KA);
acantosis nigricans (HepHbIN aKaHTO3) KOXW U CIU3NCTbIX
[Mpn3Hakn metTabonnyeckoro CUHAPOMa;
ADOOMUHANBHbLIN TUM OXXUPEHUS;
[MnepToHUS;
Jducnunnoemus;
HeankoronbHbIN XXKMPOBOW renartos;
AMNHOeEe BO CHe;

Heknaccunyeckas maHudectaunsa — MmeasieHHo nporpeccupyrouas
rmneprrnmkemMmmn 6e3 ketoaunagosa;

Kananpos;

[uarHo3 gnabet npu pyTnHom obcnenoBaHum (y 21% B TeveHme 1-3 net
rMNeprimKkeMmsa HaToLlak) .

YporeHuTanbHble MHPEKLNU N TSXKErNble MHPEKL NN




HeoHaTanbHbIX AnadeT

* TpaH3UTOPHbLIW:

Pesynbrat HapyLweHns NpoayKuum MHCYNHa, pasBuBatoLLEeNCA
nocne poxaeHusa. 50-60% HCL. ObycrnoBneH HE3PENOCTLIO [3-
KIETOK nnun ¢ mytauymen reHa KCNJ11 ¢ 3TUM MOXET ObITb
CBA3aHO HapyLleHne YyBCTBUTENLHOCTM K IMH0KO3e, 13-3a
NOBbILUEHUA aKTUBHOCTU KanueBbIX KaHanoB, YTO NPUBOAUT K
pa3BuUTUIO AnabeTa. Pa3BuBaeTcd Ha 1-Heaerne. XapakrepeH
HU3KUI BEC MPU POXOEHUN, NO OTHOLLUEHUIO K reCTalNOHHOMY
BO3pacTy, CBA3aHHbIN BHYTPUYTPOOHLIM AePULNTOM NHCYINHA.
[ MneprinvkemMus, rMOKO3ypuUa N B HEKOTOPLIX Criy4vasix
00e3BOXNBaHNE NOABSAOTCA Nocre poxaeHusa. NHorga
oTMevaeTcsa 0OMeHHbIV aunao3. KomaTo3HbIE COCTOSAHUS
00ObI4YHO He pa3BuBatloTcs. [Mmkemusa gocturaeTt 70-100
MMonb/n. NoTpebHoCTb MHCYNMHa 1-2 Ea/kr. [ToTpebHOCTL B
NHCYNMUHOTEepannu coxpaHseTcs 1-18 mec. B NOAPOCTKOBOM

‘BO3pacTe npoucxoaut sosspar guabeta. 000000




HeoHaTanbHbIX AnadeT @

* [TlepMaHEHTHLIN:

O6ycrnosneH runonnasunen NXOK nnn mytaumen reHos
KOHTPONMPYHOLWLMX cekpeLmnto nHcynnHa. Cekpeuma
nHcynuHa N> Hmkorga He BoccTaHaBnMBaeTCS.

Tpu myTaumu, Bbi3biBaoLme Hanbdonee Tsxxeny dpopmy,
Bkntovarwme kpome HCL 3agepkKy MHTENNEKTyarnbHOro
Pa3BUTUA, ANUNENCUI0, aCCOLIUNPOBAHHYIO C
rMnornuKkeMmnsMmn, ANCMopPruyeckmmm ocobeHHOCTAMM -
cumnToMokomnnekc DEND-cnHgpoma

(DELAY, EPILEPSY, NEONATAL DIABET).
B cny4dae oTcyTcTBMA cygopor - iDEND

MHCynnHOTEepanua NOXXMU3HEHHO.
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Xapakrtepuisyetcs passutuem C[] B nosgHem OETCTBE
nnun y nuu monoxe 25 net. OXXnpexHue n puck pas3snutug
KeTo3a, Kak npaBusro otcyTcTByeT. [loaToMy gaHHoe
3aborieBaHme nosiy4ynno HaseBaHme caxapHoro
aonaodeta 2 Tuna y monoabix. OnncaHo 12 BUOOB Takoro
nunaodeta, o0ycrioBneHHbIX aedekTamm 6 pasHbIX
reHOB, 1 BCE OHW MPUBOAAT K HApPYLLEHUIO peaKkuun 3-
KIEeTOK Ha NMOBbILLIEHHbIV YPOBEHb MMIOKO3bI U
COOTBETCTBEHHO CHUXXEHWNIO OTBETHOU CEKpeL K
NHCYNMHA.




* B 3aBUCUMOCTM OT CTEMNEHN DNOKUPOBKM
peakTUBHOW cekpeLunn anabeT MOXET npoTekaTb
nobpokavyecTBeHHO 6e3 XPOHNYECKUX
OCNOXXHEHUN UNWU TAXKENO C PaHHUM Pas3BUTUEM
NO34HNX OCNOXXHEHUN. YPOBEHb IMNKEMUN B
Ha4vyane MOXXHO KOHTpornmpoBaTb 6e3
NHCYNMHoTepanun. Hekotopble doopMbl MODY-
nonabeTta KOMMEHCUPYIOTCS Npenaparamm
CYINbdaHUIIMOYEBUHbI.




* AYyTOCOMHO-peLIeCCUBHOE AereHepaTtnBHoOE
3aboneBaHne LIHC, BnepBble NposaBnstoLLeecs B
NETCKOM BO3pacTe.

* OTOT CMHAOPOM BKIHOYAET HECaxXapHbIN anabet
(diabetes insipidus), caxapHbin anabert (diabetes
mellitus), aTpodUIo 3pUTENBLHBLIX HEPBOB (Optic
atrophy) n rnyxoty (diafness).

* HeayTOMMMYHHbIVN cCaxapHbIn AnabeT, He
CBsi3aHHbIV C HLA aHTUreHammn pa3BMBaETCA B
nepBble 10 NeT XXM3HN BMECTe C aTpoduen
3pUTENbHbLIX HEPBOB.




* Y 60-75% cny4daeB mexay 10 n 20 rogamu
NPOSIBNAETCH LIeHTParibHbIV HECaXapHbIN AnabeT
N HEMPOCEHCOPHAaZA rmyxorTa.

* Y MHOrmx 6onbHbIX NO3gHEE pa3BMUBAKOTCS
ypeTpornapoHedpos, HeuporeHHasa ANCAPYHKLNSA
MOY€EBOro Ny3blps, MO3)Xe4YKkoBada aTakcus,
nepudepunyeckasa HemponaTtus n rnCUxo3obil.

 JleyeHne MHCcynnHoTepanums.
[TpOoaOMKNUTENBHOCTb XXN3HU 40-45 rneT.
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OTHOCuTENbHAadA 98% <10% 1-3%
yacToTa
HacneposaHue [NonureHHoe [NonureHHoe MoHoreHHoe
OcTpoTa OcTpoe OT ckpbITON 0 PasnunyHas
MaHudgecTaumnm TAXKENOW
BospacTt Bce pnetctBO OObIYHO YacTto
nybeptaTtHbI UNKU  nNocTnybepTaTHbI
no3xe (kpome HCL,
GCK)
OXxunpeHue ToT xe puck, yto  OBbI4HO TOT XXe pUCK, 4To
B nNonynsiuum B Nonynsiuum
KeTo3 OObIYHO Pegko Penko, kpome
HCL
AHTuTENAa [MonoxutenbHble OTpuuartensHole  OTpuuaTernbHble

ICA, GADA, |A2, IAA



Nonuauncus,
nonunypua, nonndgarmg

YcuneHune npu ocTpbIX
3aboneBaHuAX

CnyyanHaga
ONarHocTuka

Acanthosis nigricans
[MnepToHud
Jducnunnaoemuns
Cekpeuusi MHCynuHa

Accoumnaumsa c
ayTOUMMYHHbIMU
3aboneBaHNaAMU

[a
Het

Penko
Penko
Penko

OtcytcTtBue C-nentuaa
nocne «MegoBoro
Mecdua»

[a

[la

[a

OObIYHO
OObIYHO
OObIYHO

C-nentng
HOpPMarbHbIN

Het

oML

W,

MoOHOreHHble
/MODY

[a
Bo3amo)xHa

Het
Kak B nonynauyum
Pegko

YMepeHHoe
CHWXEHne

Het



