Cneuudunyeckue Tunbl caxapHoro guaobera:
bonblie, yeM NnpocTto 11 2 TUN

QDHHTEF{T}IDE TOYHOW ONarHoCTUKA 1 HEDEGHEHMHMQGEE{HHDH MeauLUWHbI B gmnabeTonorun.

Knaccuyeckasn napagurma FeHeTUYecKUue U CTPYKTYPHbIE aHOManuu
(90-95% cny4aes) (Cneungpuyeckune Tunbl)
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Knaccuyeckaa napagurma:
[lpaBuna 1-ro n 2-ro Tuna

lnabet 1 TUNa

AYyTOMMMYHHOE paspylueHue [3-KNeToK.
A6CONOTHbIN AedUUNT UHCYNHA.

L )
()

® Monogown BoapacTt (<30 ner)
- OTCYTCTBUE OXUPEHUSA
® Hanuuue aytoaHtuten (GADA, IA-2A)

® BblCOKM® pUCK KeToaumnaosa

® 3aBMCUMOCTb OT UHCY/IMHA C NepBOro AHA

[nabeT 2 TUNa

pe— === Il

MHCYNIMHOPE3UCTEHTHOCTb U
OTHOCUTEJIbHbIN AedULNT MHCYNUHA.

i

i
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BospacT >45 net (06bI4HO)

' N36bITOYHaA Macca Tena / oXXupeHue
® OTCcyTCTBME ayTOAHTUTEN

CunbHas cBA3b C 06pa30oM XXU3HK
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KnnHnyeckas aHOManus:
Korga knaccuyeckue npaBuna He paboTatoT

I [ —I

| & BospacTt: 20 net | | | Bec: HopmanbHbii UMT
(YkasbiBaeTr HaC[ 1) <25 (Uckntovaet CL, 2)

= = — | | — ———

=

| AyToaHTUTENa: I =
OTPULIATENBHO LN .- HacnenCTBEHHOCTb: )
(UckntoyaeT CL, 1) & [lnabet y 3-x NOKONEeHWi

|- | | | (TunwuyHo ansa C/ 2, HO

BO3pAaCT He COBMNajaer)

= —

WHcynuH: HopManbHbIn
ypoBeHb C-nentuga cnycta
5 net 6onesHw.

———

[layMeHTy Ha3Ha4yatoT UHCYSINH, KOTOPbIN MY, BO3MOXXHO, HE HY)XEH.

| [ OLKnBoYHbIN AnarHos npmnBOoAUNT K HEMPaBW/IbHOMY JIEYEHUHO. ]
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PaclimpeHune cnekrpa:
0630p crneymnduryecknx TUNoB gmaderta

AN 1 I ]
= - * IK30KPUHHbIE =
— MODY (Maturity-Onset S i
= Diabetes of the Young). : - =
% MOHOreHHbIM AnaceT, Hfﬁi'?;ff::_i;“a”” S
o g;ﬁ gf;:';:; MyTaUNEN naHKpeaTuTa, TpaBMbl S
= L ‘ ' WM MYKOBUCLIMAO3A. =
'\-_.-"... : '-r-__,-"
| NexapcTBeHHo- — SR | VIHAYLMPOBaHHbI/ X

| MHYLLMPOBAHHBIIA. UHbEKLUAMM. =

\ Bbi3BaH TOKCUYECKUM Peakuus, 3anylleHHas

| BO3/Ie/CTBIUEM Npenaparos BUpycami (BPOXAeHHan |\

(FNHOKOKOPTUKOUADI, KpacHyxa,

THasnaHbIe ANYPETUKY, UUTOMeranosupyc, Bupyc |

' | anba-uHTepdepoH). Kokcaku). A

o Em | I r ‘an E :}(:
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MODY-aunabet: leHeTUYECKUN KOA HapYyLLUEHUS

HAPYILEHME MODY AWarHoCTupyeTcs JMilb B 2-5%
i ﬁh‘g&ﬁg&fﬂm“ﬂ cNiyvaeéB, HO KapAuWuHaJ/IbHO MEHAET
TAKTUKY Jie4YeHUA.

.

@"' - MoHoreHHas npupopa: Bbi3biBaeTca MyTauuen ToNbKo
B OIHOM reHe (B oTanyume ot noaureHHoro C/J 2 tuna).

MOHOIEHHAR
MYTALIMA

- inchyHKums, a He rnbenb: MyTaLus HapyLiaet
MEeXaHW3M BbIPaboTKM UMW BbICBOGOXAEHNSA UHCYINHA,

AYCOYHKLMA HO HE YHUYTOXaeT CaMu beTa-KneTku.

BETA-KNETKH

SLCONAR 5%_ - YeTKoe HacnefoBaHue: AyTOCOMHO-JOMUHAHTHBI
MEHETPAHTHOCTb TUN HacnepoBaHua (NpocneXxnBaeTcs Yy POACTBEHHUKOB

2-3 cTeneHu poAcTBa).
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CnekTtp MODY:

Pa3Hble reHbl — pa3Hble CLeHapun

[ B i i
\-\“
MODY 2 > MODY3  @==
Few: GCK é\.\: % ren: HNF1A (Caman e | (]
(TntokoKuHaza). e yacrasi popma - 70%). ®
L ] L _I

-
MODY 1

[eH: HNF4A.

;f’

-

N

l'en: GCK (MtokokuHa3za).

Caxap B KpoBW «yCTaHOBNEH» HA
6onee BbICOKOM YPOBHE

C poxpeHus. CUMNTOMbl
OTCYTCTBYIOT, COCYAUCTbIE
OCNIOXHEHUs pefKMu.

Tepanua: Kak npaBuno, neyexue
(naxe guerta) He TpebyeTcs, Kpome
nepuoaoB bepeMeHHOCTH.

—®

HopmanbHana BbipaboTKa UHCYIUHA
B leTCTBE, KOTOpasi NPorpeccuBHO
CHUXaeTcsa ¢ Bo3pacToM. Puck
MUKPO- N MaKpOCOCYAMCTbIX
OCNOXXHEHWIA.

Tepanua: BbicoKasi YyBCTBUTE/IbHOCTb
K npenapaTam cynbQOHUIMOYEBUHbI;
No3)e MOXeT NoTpeboBaTbhCA
WHCYNUH.

O —

l'en: HNF4A.

KnuHuyecku cxox ¢ MODY 3,

HO BCTPEYaeTCA 3HaYUTe/IbHO
pexe. Pa3BuTue cocyanucTbix

OCNOXHEHWUHN.
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«KpacHble ¢narn»: Korga nogo3speBaThb

reHeTUYecKyro MyTaumio?

—

PaHHui gebioT:

Bo3pacT BbIABNEHUA
no 25-35 ner.

.

CoxpaHHbi C-nenTupg;: | |
OTcyTcTBMe NOTPEBHOCTU B 1

nHcynuHe wnu gosa <0,5 Eg/fkr |
CNycTA 3-5 NeT bonesHu.

e
— ;____-| e OTcyTCTBME aHTUTEN:

OTpuuatensHbiit TUTp GADA,
|IA-2A, ZnT8 npu pebiroTe.

/.

Mopozpenne
Ha MODY

LY

CemeiHbl aHaMHe3:

Hannune guabetay 2-3
nokKoneHwW noapaa.

OTcyTCcTBME OXXUPEHUA: |
NHaekc Macchl Tena < 25 Kr/m?. |
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ANropuT™M TOYHOW AUArHOCTUKMW:
[TyTb K UCTUHHOM NMPUYUHE

S L

| ATUNUYHOE TeYeHue anabera
| (Monopoit BospacT, oTcyTCTBME KEToaLn103a, HOpManbHbIl Bec) ||

[ —

[MonoXuTenbHo

AHanu3 Ha [wnarHos:

dyTOdHTUTENA

F y

OTpuuatensHo

- o )
o SO S

== YposeHb C-nentuga CHuxXeH
(pesepe nogkenyao4HON &
Kenesbl) Lt i

HopmanbHblii/lNoBbILWEH

MonekynspHo-reHeTudeckoe uccnegosanue (NGS nanenb Ha 28 reHos).

MNoaTeepxaeHne KoHkpeTHoro noatuna MODY ans sbibopa Lenesoi Tepanuu.
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b7 [TaHKpeaToreHHbIn anaberT: et
on ToTanbHoe nopa)xeHue xenesbl |
- ,“-". ;‘_ — EE— _ —'H__
. SHAOKPUHHas
A E S 4acTb
B othnyne ot 11 2 tuna, N
rfe CTpafatT TONbKO =
beTa-KneTku, npu
naHKpeaToreHHoOM Anabete
Gusnyecku paspyliaercs r _
BCA CTPYKTYpa OCHOBHbIE MPUYUHDI:
nogXxenyao4HOW Xenesbl. = XpOHUYECKWUIA KanbLWHO3HbIN
\ a ,/l naHkpeatuT (go 90% cnyyaes)

« Xupypruyeckoe yaneHue
(pesekuma/naHKpeaTakToMus)

= M?KD BUCUWAOS3 (kuctosHelit hubpos)
- TDHBMI::I M OHKOJOInA

— ) (N

“

9K30KPUHHAA YacTb

NN
N\



[1BOMHOM AeduumnT:

KnuHWYeckas kapTuHa NaHKpeaToreHHoro anaéera

N\

( N

HAOKPHHHbIW COOM j?
(HectabunbHbif caxap)

Pa3pywarTca He TONbKO
KNeTKW, BbipabaTbiBatoLue
WHCYNIUH, HO U KNETKMW,
BblpabaTbiBaloLLINE [MIOKAroH.

A\ Pesynbrat: Boicokuil puck
TSOKENblX,
HenporHo3upyembix
rMnornukemuit (nagexue
caxapa) u3-3a OTCYTCTBUS
KOHTpperynauuu.

AVZAVAY

r i"f s TRRSRRS """':M ]

| 3K30KpHHHbIN COO iip\,u

77— | (Mnwesapenne)

SEA
% (&) (&

HeZoCcTaToK NULeBapuTeNbHbIX
(GepmeHTOB (amuna3za, nunasa).

A Peaynbrart: [lucnencuyeckue
PAacCTPOMCTBA, HapyLleHue
BCACbIBaHWA NMUTATEJIbHbIX
BeLLecTB, NOTeps Beca,
6e/KoBO-3HepreTyeckas

HEJQOCTAaTO4YHOCTDb. ') \



[InarHocTnyeckas marpuua:
CpaBHUTESIbHbIW aHann3 npogpunen N

,| Tun 1 Tun 2 ‘ MODY ‘NaHKpeaTorenHblil Cfl
BospacTt gebtota <30 nert >45 net <25-35 nert
- OXupeHue
ﬂfgf AyTOaHTUTENA | [lonoxuTtenbHo OTpuuatensHo
g?o% C-nentug CHuxeH / Het Hopma / [loBbiLLeH
- AyTOCOMHO-
¢  HacnepnctBeHHOCTb | Cnabas CunbHas [IOMWUHaAHTHa# OtcyTtcTBYeT
= (3 nokoneHus)

WHCYynuHOpesu-

E Cneyupuyeckuii
d CTEHTHOCTb

Mapkep

KeToauuao3 MyTauwns reHa




[NepcoHanu3snpoBaHHaaA Tepanus:
OT guarHosa K TOYHOMY JieYeHUIo

———=1 \\\ ! = AN\ . ———— A\ <
MODY 2 MODY 1Tun3 [laHKpeaToreHHbIn
CHATWe guarHo3sa
TUMYNA Ta-Knet K M H
<MHCYNMHO3ABUCHMOCTbY Ctumynauuna beta-KneTok KoMmnnekcHoe 3amMmelleHune
VcKmounTensHo [lepeBopg naumeHTa Ha depmMeHTHan 3amMecTuUTenbHas
AVeToTepanus. nepoparbHble npenaparhbl Tepanusa (NaHKpeaTuH) +
OTMeHa HEHY>XXHbIX UHbEKLUI Cy/1bGOHUNMOYEBUHDI. OcTOpOXHaA UHCYNTMHOTEPaNnS
UHCYNHA. (Mo3xe BO3MOXEH UHCYNUH). (n3beran BbICOKWX A03 U3-3a

puUcKa runornnkemMun).
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Jdpa npeuu3noHHON IHAOKPUHONOI NN

CaxapHbl Auabet — 31O He o4HO 3aboneBaHue,
a CNNOXXHbIN CUHAPOM C MHOXXECTBOM MPUYUH.

ToyHOCTb cnacaeT OT OLUMOOK:
MCKntoueHne CTepeoTUNoB NO3BOAET N36exaTb
runepavarHoctuku C, 1 u 2 tuna.

KayecTtBO

I'eHeTuKa AUKTYeT TakTUKy: NGS-naHenn HaBcerga
MEHSIIOT MPOTOKOJIbl IeYeHUs ANns Monoabix

KU3HWA
nayueHTa
, NalueHToB C aTUMUYHbIM ANAGETOM.

KavecTBo »uU3Hu: [paBUNbHbIN AWarH03 uHoraa
NO3BOJIFET OTKa3aTbCA OT eXXeAHEBHbIX UHbEKL NN N\

MHcyana B I'I':JJ'II::.::‘G}!r Taf)JTETOK Uin aAneThbl. .
\&
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