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OI'IABJIEHUE:
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«CaxapHBIA TAAOCT L THIIA 5y, y111000011105000155000055500000550001753900153500003930000935181033108033900119310813931111993118393311179 110D
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1. BBoanast yactb
B Pecny6nuke Y306ekucTaH peryispHO HaOIOAaeTcs pOCT SHIOKPUHHBIX 3a00JI€BaHUM U UX
«omoJokeHuey. V3BecTHo, UTo caxapHbli [uaber u Apyrue 3a00JeBaHUS HIOKPUHHON CHCTEMBI
HOCSAT XPOHMYECKUN XapakTep U MPUBOIAT K TSXKEIBIM OCIOKHEHHSAM. PaHHee BBIsBICHHUE
OCJIO)KHEHUH YHIOKPUHHBIX 3a00JI€BaHM, MpaBUIbHAS JUArHOCTUKA U JIeueHUE OOJBHBIX, a TaKXKe
npo(UIaKTHKA OCIOKHEHUH MPHUBEAET K CHIKEHUIO MHBAJIMIHOCTH, BBI3BAHHOW OCIOKHEHHSIMH
SHJAOKPUHHBIX 3a00JI€BaHU, U YBEIMYCHHUIO MPOIOJDKUTEIIBHOCTH KaueCTBEHHON KU3HU OOJIbHBIX.

Koaer mo MKB-10:

E10.2 e MHCYIMH3aBUCHUMBIN CaXapHbIA JUA0ET: C OPAKEHUSIMH IIOYEK

E10.3 e llHCyNnMH3aBHCHUMBIN CaXapHBI AUA0ET: C TOPAKCHUSIMHU IJ1a3;

E10.4 WNHcynuHA3aBUCHMBI caxapHBIN AHa0eT: ¢ HEBPOJIOTHICCKUMU
OCJIO’KHEHUSIMH;

E10.5 e lIHCynMH3aBHCHMBIN CaxapHbBIN TUA0ET: ¢ HApYIICHUSIMHI
nepudeprueckoro KpoBooOpaIeHus;

E10.6 e lIHCynMH3aBHUCHMBIN CaXxapHbI TUAOET: C APYTUMH YTOYHEHHBIMH
OCJIOKHEHUSMU;

E10.7 e VHCynMH3aBUCUMBIN caxapHbIH quabeT: ¢ MHOKECTBEHHBIMHU
OCJIO’)KHEHHSIMU;

E10.8 e VHCynMH3aBUCUMBIN caxapHBIN UAa0ET: C HEYyTOYHEHHBIMU
OCJIO’)KHEHHSIMU;

E10.9 e lncynuH3aBUCHMBII caXxapHbIi 1UadeT: 6e3 OCI0KHEHU

13,7

Hpyrue yrouneHHbIe (OPMBI caxapHOTo AuabeTa ¢ MHOKECTBEHHBIMU
OCJIOKHEHUSIMU

https://mkb-10.com/index.php?pid=3052

Koapl mo MKbB-11:

5A10

Caxapnsiii tuader 1 Tuma
Ccruika: https://icd.who.int/ct/icd11 mms/ru/release

JlaTa paspaborku u nepecmorpa nporokosa:2025 roa, mara nepecmorpa 2030 T. wiam mo mepe
MIOSIBJIEHHSI HOBBIX KJIFOUEBBIX J0KA3aTeNIbCTB. Bce MonmpaBKu K MPEACTABIEHHBIM PEKOMEHIALMAM
OyAyT onyOJIMKOBaHbI B COOTBETCTBYIOIIMUX JOKYMEHTAX.

OTBeTCTBEeHHOE yupekaAeHHe M0 Pa3padoTKe JaHHOI0 KIMHUYECKOr0 MPOTOKO0JIa U CTAHAAPTAa:
PecnyOnukaHCKuil — CHENMAI3MUPOBAHHBIA  HAYYHO-TIPAKTHUECKUH  MEIWUIMHCKUM  IEHTp
sHI0KpuHONOrUK uMm.akaj. E.X Typakynosa M3PVs3.

CocraB padoueil rpynnsl no CO31aHNI0 HAMOHAJIBHOI0 KJIMHHYECKOr0 MPOTOKOJIA:

AnumoB A.B., 1.M.H., ipodeccop Jupextop PCHIIMLID um. akan. E.X.
TypakyJiioBa
Paxumona I'.H., n.m.H., mpodeccop LIPITKMP, 3aB. kaenpoil 3HIOKPUHOIOTHH


https://icd.who.int/ct/icd11_mms/ru/release
https://icd.who.int/ct/icd11_mms/ru/release

®axpyraunona C.C., 1.M.H.

Xammoga 3.10., n.M.H., ipodeccop

Cnucox aBTOPOB:

PCHIIMIID um. akaz. E.X.Typakynosa
M3PV3,
3aM JUPEKTOPa MO PETHOHAM.

PCHIIMIID um. akan. E.X. Typakynosa M3PV3,
3aM. IMPEKTOpa 110 HAay4JHO padoTe,

1 Cynranosa HI.T. PCHIIMIID um.akan. E.X. Typaxynosa M3PY3, riaBHblit
neauaTp dHaA0KkpuHosor M3PVY3
2 AnumoBa H.Y ., k.M.H.,C.H.C. PCHIIMIID um.akan. E.X. Typaxynosa M3PVY3. 3as.
HAyYHBIM OT/IETIOM JIETCKOW SHIOKPUHOIOTUN
3 I'mnszernunos K.H., k.M.H. PCHIIMIID nm.akan. E.X.TypaKyJIOBa M3PYV3, nerckuit
SHJAOKPUHOJIOT
4 CanuxoBa A.C., K.M.H.,C.H.C. PCHIIMIID um.akan. E.X. Typakynosa M3PVY3,
SHAOKPUHOJIOT
5 Anuesa A.B, 1d.x, c.H.C PCHIIMIID um.akaz. E.X. Typakynosa M3PV3,
3aBeayroniuii HaydHbIM otiesaoM T B HEOTI0KHBIX
COCTOSIHUSIX U DHIOKPHUHOJIOTHU
6 [Mapukcuea M.A., k.M.H PCHIIMIID um.akan. E.X Typakynosa M3PVY3, nerckuit
SHAOKPUHOJIOT
7 No6parumona M.P. PCHIIMIID um.akan. E.X . Typakynosa M3PVY3, nerckuit
SHAOKPUHOJIOT
8 Cyneiimanosa @.H. PCHIIMIID um.akan. E.X Typakynosa M3PVY3, nerckuit
SHAOKPUHOJIOT
9 3ydaposa [[.C PCHIIMIID um.akan. E.X.Typaxynosa M3PVY3, netckuit
SHJAOKPHUHOJIOT
10 Cunonkos A.A. PCHIIMIID nm.axka. E.X.TypaKynosa M3PYVY3, nerckuii
SHAOKPHUHOJIOT
11 Ncamyxamenona 1.C. PCHIIMIID um.akan. E.X. Typaxynosa M3PVY3, nerckuii
SHJAOKPHUHOJIOT
12 Apumoa M.A. PCHIIMIID um.akan. E.X. Typaxynosa M3PVY3, netckuit
SHAOKPHUHOJIOT
13 Tummaesa /I. PCHIIMIID um.akan. E.X. Typaxynosa M3PVY3, netckuit
9HJAOKPHUHOJIOT
14 N6parumona N.1. PCHIIMIID um.akan. E.X.Typaxynosa M3PVY3, nerckuii
SHAOKPHUHOJIOT
PeneHsenToI:
HacvipoBa X.K. --- n1.M.H., 3aBenyromas kadeapbl ODHIOKPUHOJIOTHH C JETCKOH
3HJIOKPUHOJIOTUEN
IMamancypoBa 3.M.--- n.M.H., noueHT Menuuunckoil llkonel LlenTpanpsHo A3uarckoro
YHuBepcurera

HanmonanbHbpIi KJIMHUYECKUM IPOTOKOJI PACCMOTPEH M yTBEpXkAEH YueHbIM CoBETOM

Peciy6nukanckoro  CnernumanusupoBanHoro Hayuno-IIpaktudeckoro Menunuackoro IlenTtpa

DHI0KPUHOJIOTHH UM.aKkagemuka E.X Typakynosa

2025 r., mpotokos No__.

HacTosmuii HannoHaNnbHbIN KIMHUYECKUH MPOTOKOJ U CTaHAAPT pa3paboTaHbl M0/ PYKOBOJACTBOM
3aMECTHUTEJIs MUHUCTPA 3/IpaBBoOXpaHeHusa bacutxanoBoit 3.1., HaUaIbHUKA YIIPaBICHUS
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MeIUIMHCKOTO cTpaxoBaHus Anmapronona I1.K., HayanbHuKa oTAena pa3pabOTKU U BHEAPEHUS
KJIMHUYECKUX NPOTOKOJIOB U cTanaaptoB Hypumosoit LI.P., a Takke ¢ OpraHu3aniuoHHON U
MPAKTHYECKON MTOMOIIBIO IJIaBHOTO cnenunanucta otaena Jxymaesoi I'.T. u Benymero
crieruanucra oraena Paxumoson H.D.

Brimucka u3 npotokona 3acenanus KoopanHamoHHoro coBera mpu Mun3znpase (j1ara, HoMep).

[IpakTukyromue Bpauu:
1.

2.
3.

Cnucok coOKpalieHuii:
GADA Glutamic Acid Decarboxylase Autoantibodies (ayroantuTena k
riyramataekapOoKcHiiase)

IAA Insulin Autoantibodies (ayroanTurena Kk HHCYJIHHY)
1A-2 Insulinoma-Associated-2 Autoantibodies (ayroantutena k TuposuHpochoTase)
ICA Islet Cell Cytoplasmic Autoantibodies (ayroanTurena k cTpyKTypam

OCTPOBKOBBIX KJIETOK)

HbAlc TJIMKAPOBAHHBIN T€MOTIIO0NH

HLA Human Leukocyte Antigens (ueoBedecKuii JISHKOIMTAPHBIN aHTUTCH)
ZnT8A Zinc Transporter 8 (ayroanTuTeNa K TpaHCIIOPTEPY IIUHKA 8)
Al apTepuabHas TUIIEPTEH3US

Al apTepuaIbHOE JaBJICHUE

AllD AHTMOTEH3MHIIPEBpALIAIOMIUI (hepMEHT

AT aHTUTEIa

ATX aHAaTOMO-TEPaIllEeBTUYECKO-XUMUYECKAs

BPC BapHabeNbHOCTh pUTMa Cepara

I'K TJIIOK03a KPOBH

J3H JUCK 3pUTEILHOTO HEPBa

AMO TMA0CTUIECKUN MaKyJISIPHBIN OTEK

AKA JlnabeTrueckuii KeToaumao3

JHK Ne30KCUPUOOHYKIICHHOBAS KUCIIOTa

JH JnaGetnueckast HeppomnaTus

JIII nuabeTuveckas nepudeprudeckast moJIuHEUPOmaTHs

JIP nuabeTndeckasl peTUHOIATHS
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HMHICKC MAaCChI TC€JIa

MHCYJIMH JJIUTEIBHOrO AEUCTBUS (MHCYIMHBI JIUTEILHOIO ISHCTBUS U UX
AHAJIOTH JJISI UHBEKIIMOHHOT'O BBEICHHS )

WHCYJIMH KOPOTKOTO ACHCTBUS (MHCYJIUHBI KOPOTKOTO JSHCTBHUS U MX aHAJIOTH
JIUISE HHBEKIIMOHHOI'O BBCACHHS )

MHCYJIMH CBEPXOBICTPOro ACHCTBHS (MHCYJIMHBI KOPOTKOTO JACHCTBUS U UX
aHAJIOTH U1l NHBEKLIMOHHOIO BBEJICHUS)

WHCYJIUH CBEPXTUTEIBHOTO ACUCTBUS (MHCYIHUHBI
JUIUTETHLHOTO ACUCTBUS U X aHAJIOTH JIJIsl HHbEKIIMOHHOTO
BBEJICHHS)

MHCYJIMH YJIbTPAaKOPOTKOI'O AEUCTBUS (MHCYJIUHBI
KOPOTKOTO IEUCTBUS U UX aHAJIOTU JUIsl UHBEKLIMOHHOTO
BBEJICHMUS)

KapAnoBacKyJsipHas (hopMa aBTOHOMHOM HeHponaTuu

JUTIONPOTEUHBI BBICOKOU MJIOTHOCTH
JUNONPOTENHBI HU3KOM MJIOTHOCTH
MHOKECTBEHHBIC MHBEKITUN WHCYTNHA
MeXIyHapoaHas kinaccudukaims 6onesnert 10-ro mepecmoTtpa
MEXIyHApOAHOE HEMATCHTOBAHHOE HAUMEHOBAHHE
HENpPEephIBHOE MOHUTOPUPOBAHUE TIIFOKO3BI
HenpepbIBHAS TOIKOXKHAS UH(Y3Us HHCYTINHA
HEUTpaJIbHBIA IPOTaMUH XareaopHa
HEOHATAIBHBIN CaxapHBIA TuadeT

MepOPabHBIN TNIFOKO30TOJIEPAHTHBIN TECT
pacyeTHasi CKOpOCTh KIyOOUKOBOH (PrtbTpaniuu
caxapHblil 1ruadeT

caxapHbIit quader 1 Tuma

caxapHblil 1uadeT 2 Tuma

CKOPOCTh KITyOOUKOBOM (PUIIHTpALIHH

YPOBEHB IOCTOBEPHOCTH JI0KA3aTEILCTB

YpOBEHb YOEAUTETHbHOCTH PEKOMEH AU
(be1-MOHUTOPUPOBAHHE TIIFOKO3BI

9acTOTa CEPJICYHBIX COKPAIICHUN

XpoHUYecKast 00JI€3Hb MOYEK



XE XJIeOHas eIUHALA
IKI' AIIEKTpOKapaAuorpadus

IHoab30BaTe M MPOTOKOJIA:

1. [Tenuatppl-dHIOKPHUHOIOTH

2. Bpauu-snnoxkpunonoru

3. Bpaun anecTe3monoru-peaHuMaToIoru

4. Bpauu-kapauoiory;

5. Bpaun o0mieli npakTuky;

6. Bpauu cxopoit nomomiu

7. Bpauu tepaneBTh;

8. OpranuzaTopsbl 3JpaBOOXPaHEHUS;

Q. CTyneHThl, KIMHUYECKUE OPJUHATOPHI, MAaruCTPaHTHI, aCIIUPAHTHI, MPEMOJABATEIIH
MEJIUIIMHCKUX BY30B;

Q. [TammmeHTHI ¢ caxapHbIM AMA0ETOM | THUMA, YICHBI UX CEMEH U JINIIA, OCYIIECTRIISIONINE
YXO/I.

Karteropuu naunenToB: [lanueHTsl ¢ caxapHbiM auadetom 1 Tuna go 18 ner.

IIkana ypoBHS 10Ka3aTeJIbHOCTH, HA OCHOBE I0KA3aTeJbHOH MequUMHBL: Al.
IIkana oueHKH ypoBHeil 1ocToBepHOCTH H0Ka3aTeabCcTB (Y /1) nas meronos
JHUATHOCTHUKHU (IMArHOCTHYECKHX BMEIIATENbCTB)
YA Pacuugposka

Cucrematuueckre 0030pbl HCCIENOBAHUN C KOHTPOJEM pPEPEPEHCHBIM METOIOM WU
1 CUCTEeMAaTUYECKUH 0030p pPaHIOMHM3UPOBAHHBIX KJIMHUYECKHUX HCCIENOBaHUN ¢
NpPUMEHEHUEM MeTa-aHajan3a

OTI[CJ'IBHBIG HCCIICAOBaAHHUA C KOHTPOJIEM pe(bepeHCHBIM MCTOAOM MW OTACIIBHBIC
PAHAOMHU3UPOBAHHLIC  KIIMHUYCCKUC HUCCICAOBAHUA U  CUCTCMATHUYCCKUC O630pBI

2
UCCIIEIOBAaHUN JTI000T0 AM3aiiHa, 32 MCKIIOYEHHEM DPaHJAOMH3MPOBAHHBIX KIMHHYECKHX
MICCIIEIOBAHMM, C IPUMEHEHHEM MeTa-aHaIn3a
HccnenoBanust 0e3 IMOCIEROBATEIBHOIO KOHTPOJS pEe(EpeHCHBIM METOAOM WM

3 UCCICNOBaHU C pe(epeHCHBIM METOAOM, HE SBJSIIOIIMMCS HE3aBHCUMBIM  OT
UCCIIeyeMOT0 METO/a WIIM HePaHAOMH3HPOBAHHBIC CPAaBHUTEIILHBIC HCCIIEIOBAHUS, B TOM
YHCIIe KOTOPTHBIE HCCIICIOBAHUS

4 HecpaBHuTenbHbIe NCCIEI0BAHMS, OMTMCAHNE KIIMHUYECKOTO CIIydast

5 Nmeercst b 000CHOBaHHE MEXaHU3Ma JCHCTBHSI MJIM MHEHHE KCIIEPTOB

Ilkana oueHKH ypoBHeH 10CTOBepHOCTH J0Ka3aTeabeTB (Y1) nas
NpoPUIAKTHIECKHX, JIeUeOHbIX, pea0WJINTAIIMOHHBIX BMEIIATEIbCTB



YA

Pacuimgposka
Cucremarunueckuit 0630p PKU ¢ mpumenennem mera-aHanmsa

Otnenpabie PKU u cucremarnueckue 0030pbI MCCIIENOBAaHHMM JIO0OTO aM3aiiHa, 3a
uckmouenrnem PKHU, ¢ npumeHeHneM MeTa-aHaian3a

HepaHI[OMI/I3I/IpOBaHHBI€ CPaBHHUTCIILHBIC UCCIICAOBAHMs, B T.4. KOTOPTHBIC UCCIICIOBAHUA

HecpaBHuTenpHble UCCIENOBaHMS, ONMHUCAHUE KIMHUYECKOTO CIydas WM CEPUU CIIydaes,
MCCIIEIOBAHMSI «CITy4ai-KOHTPOJIb)

HNmeercss numb 0OOCHOBaHME MeXaHW3Ma [JEHCTBUS BMEIIATEIbCTBA (JIOKIMHUYECKHE
MCCJIETOBAHMSI) MJIM MHEHHE YKCIIEPTOB

IIkana oueHkn ypoBHel yoenuteabHocTH pekomenaanuii (YYP) nas

IIpO(l)I/IJIaKTI/I‘-IeCKI/IX, AUATHOCTHYECCKHX, JIe'-IeﬁﬂbIX, peaﬁnnnmunonﬂux BMEIIATEJIbCTB

Yyp

Pacuugposka

CunbHas pexkoMeHganus (Bce paccMaTpuBaemble KpuTepud 3((EKTUBHOCTH (MCXO/bI)
SBISIFOTCS. BaXHBIMHU, BCE€ HCCIEIOBAaHHMS HMMEIOT BBICOKOE WM YAOBICTBOPUTEIHHOE
METOJIOJIOTHYECKOE KadyeCTBO, WX BBIBOJBI II0 MHTEPECYIONIMM HCXOAaM SIBISIOTCS
COTJIaCOBAaHHBIMH )

YcnoBHas pekoMeHalus (He Bce paccMaTpuBaeMble KpUTEpHH 3PPEKTUBHOCTU (MCXO/bI)
SBIISIIOTCSl Ba)KHBIMM, HE BCE HCCIICZOBAHUS MMEIOT BBICOKOE WJIHM YJOBJIETBOPUTEIBHOE
METOIOJIOTMYECKOE KaYeCTBO M/MIIM MX BBIBOJIBI IO MHTEPECYIOLIMM UCXOaM He SBISIOTCS
COTJIaCOBAaHHBIMH )

Cnabas pexoMmeHgamusi (OTCYTCTBHE JIOKA3aTeIbCTB HAJJICKAIIET0 KadecTBa (Bce
paccMaTpuBaeMble KpUTEepHH 3()(HEKTUBHOCTH (MCXOBI) SIBISIOTCS HEBaKHBIMHU, BCE
UCCIICOBAaHUS HMMEIOT HHU3KOE METOJOJOIMYEeCKOe KAauyeCcTBO M HMX BBIBOJABI  II0
MHTEPECYIOUIMM HCXO/1aM HE SIBIISTIOTCS COTJIaCOBAHHBIMHU )

2. OcHOBHAasI YacTh
2.1. BBenenue
B Pecniy6mke Y30ekucran peryssipHO HaOIIOAaeTCs POCT SHAOKPUHHBIX 3a00JI€BaHUN U UX

«omoJioxkeHrue». M3BecTHO, 4TO caxapHbI AuabeT U Apyrue 3a00JieBaHUS dHIOKPHUHHON CHCTEMBI

HOCAT XpOHI/I‘IeCKI/Iﬁ XapakTep U MPUBOAAT K TAXKCIBIM OCIOXHCHUAM. Pannee BEISBICHHE

OCJIOKHECHUH OHAOKPHWHHBIX 3360H€B3Hﬂﬁ, IMpaBUJIbHAasg JUAarHOCTUKa U JICYCHUC 6OJ'IBHBIX, a TaKXeE

Hpoq)HHaKTHKa OCJIOKHEHUH NpUBCACT K CHUXCHUIO MHBAJIUAHOCTH, BBI3BAHHOM OCIOXXHEHHUSIMU

SHIAOKPHUHHBIX 3216OJIGBEIHHI>'I, " YBCIMYCHUIO ITPOAOJIZKUTCIIBHOCTHU KaueCTBEHHO KU3HU OOJIBHBIX

2.2. Onpexaesnenune

Caxapunbiit quabet (CZ) — 370 GonblIas rpymma cI0OXKHBIX METa0OIMYECKUX 3a00sIeBaHuil,

KOTOpas XapaKTCpUulyeCTcCs XpOHHqCCKOﬁ FHHCpFHHKeMHCﬁ, O6y€J’IOBJ’[CHHOI71 HapylmCcHUEM CCKPCIIUN
HNJIN )ICﬁCTBI/IH HHCYJIMHA, WKW COYCTAHUCM IOTHX HapymeHI/Iﬁ. HapymeHI/Ie CCKpCIMU HWHCYJIMHA
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W/WIM CHIDKEHHE pEeakIMM TKaHell Ha MHCYJIWH B COCTaBE CJOXHBIX T'OPMOHAJIBHBIX IMPOIECCOB
IPUBOAAT K HAPYILICHUIO BO3/ICHICTBUS MHCYJIMHA Ha TKAHU-MULIEHHU, YTO, B CBOIO O4Y€PE/ib, BEI3bIBAET
HapylleHHUs YIIeBOJHOIO, JKUPOBOIO U OEJIKOBOr0 0OMeHa. Y OJHOr0 M TOro e MaleHTa MOTyT
OJTHOBPEMEHHO HAOIIOAThCsl HAPYLICHUE CEKPELUN UHCYJIMHA U HAPYLICHUE ero AeHCTBUS.

CA 1 tuma (CA1) — 3a0osieBanre, BO3HUKAIOIIEE B PE3yIbTaTe ayTOUMMYHHOU JECTPYKIHH

WHCYJIMHIIPOAYIUPYIOMUX D-KIETOK TOKEIYA0YHON JKelle3bl ¢ TOCICAYIONUM pPa3BUTHEM
a0COFOTHON MHCYJTUHOBOW HEAOCTATOYHOCTH.

https://cdn.ymaws.com/www.ispad.org/resource/resmar/consensus guidelines 2018 /quidelines

2022/2nd/Ch. 1 - Definition Epidemiol.pdf

2.3.Knaccupuxanus
https://cdn.ymaws.com/www.ispad.org/resource/resmgr/consensus guidelines 2018 /quidelines

2022/2nd/Ch. 1 - Definition Epidemiol.pdf

No Tunsr C/1

/11

1. CA tuna 1:
A. Aymoummynnvui C/[1 xapakrepusyercs TI'MOCIbIO O€Ta-KJIETOK, HaIMYHEM
ayTOAHTHUTEN K OeTa-KJIeTKaM, aOCOJIOTHOW WHCYJIMHOBOM HEIOCTAaTOYHOCTHIO, TMOJIHON
WHCYJIMHO3aBUCHUMOCTBIO, TSKEIBIM TEUEHUEM C TEHJEHIIMEN K KETOAU103y, acCoIualuei
C TeHaMH TJIaBHOr0 KOMILIEKCa THCTOCOBMecTUMOCTH (mamee — HLA);
B. Houonamuueckui C/J1 taxxe npoTekaet ¢ rubepio 6eTa-KJIeTOK U CKIOHHOCTBIO K
KEToaIlua03y, Ho 0e3 MPU3HAKOB ayTOMMMYHHOTO IpoIiecca
(cnemupuueckux ayToanTuten U acconuanuu ¢ HLA-cucremoit).

2. CJl Tuna 2
XapaKTepU3yeTCsl OTHOCUTENbHOM HMHCYJIMHOBON HEJOCTaTOYHOCTBbIO C HapyLICHUSIMH
CeKpelMy U JCMCTBHUS MHCYJIHMHA: OT IMpeoOsajaronieil HWHCYJIMHOPE3UCTEHTHOCTH C
OTHOCUTEIIbHOW MHCYJIMHOBOW HEJOCTATOYHOCTBIO JI0
IPEUMYIIECTBEHHO CEKPETOpHOro Jedekra B COUYETAaHMM WM 0Oe3 CcoueTaHus ¢
MHCYJMHOPE3UCTEHTHOCTHIO.
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JApyrue cnennpnueckne tunsl CJI

BxitouaeT psii HO30JOTMYECKH CaMOCTOSITENBHBIX (opM auadbera (B OCHOBHOM 3TO
HACJIEJICTBEHHbIE CHUHAPOMBI C MOHOI€HHBIM THIIOM HAclIeJJOBaHHs ), OObEAUHEHHBIX B
OTJIeIbHbIE TTOTHIIbI:
A. cenemuueckue oegpekmul pynKkyuu 6ema-Knemox:

xpomocoma 12, HNF1A (MODY3);

xpomocoma 7, GCK (MODY?2);

xpomocoma 20, HNF4A (MODY1);

Xpomocoma 13, HHCYIMHOBBIN poMOTOpHEIH (akrop — IPF-1 (MODY4);

xpomocoma 17, HNF1B (MODYY5);

xpomocoma 2, NEUROD1 (MODY6);

MyTanus MutoxonapuansHoit [JHK;

xpomocoma 6, KCNJ11 (Kir6.2), ABCCS8 (Sur 1);

HEKOTOpBIE ApyTue, MPUYUHA KOTOPhIX — MOHOTEHHBIE 1e(DeKThl CUHTE3anHCYJINHA;
B. mumoxonopuanvnoui ouavem;
C. I'enemuueckue deghpexmot deiicmeusn uncyiuna:

PE3UCTEHTHOCTh K MHCYIUHY TUTIA A,

JenpedayHusM (CHHAPOM J{oHOXbIO); CHHIPOM

Pabcona-Menaenxoinna; munoarpodudecKuii

nna0erT;

HekoTopele npyrue ¢opmel CJI, pa3BuBarouiyecs: BCIEICTBUE MYTallMM TeHa
penenTopa UHCYJINHA;

KIIMHUYECKU TPOSIBISIOTCS HAPYIICHUSIMH YTJIEBOJAHOTO OOMEHa OT yMEpPEHHOM
TUTNEPIIIMKEMHIH U TUTIEpUHCYIMHeMuH 10 siBHOTO C/1;

cuHpoM JloHOXbI0 U cuHIpoM Pabcona-Menaenxomnia MaHU(pECTUPYIOT B JETCKOM
BO3pacTe W MPOSBISIOTCS PE3KO BBIPAKCHHON PE3MCTEHTHOCTHIO K WHCYIIHMHY; CHHAPOM
Pomxepca
D. 3abonesanus 3xk30Kkpunnoii uacmu nooxicery0ouHou yeenesol:

MaHKPEaTHT,

TpaBMa, MaHKPEaTIKTOMHUSI; HOBOOOPa30BaHUS

MOKEITY IOYHOM JKee3bl;KUCTO3HBIN (hrOpo3

(MYKOBUCITH/I03); TEMOXPOMATO3;

(bubpo-KaJbKyJIe3Has TaHKPEaTONaTHs;

HEKOTOPBIC JPYTHe HO30JIOTUYECKU Pa3InYHbIC 3a00JIEBaHUS, TIPU KOTOPBIX HAPSTY
CO 3HAYUTEIILHBIMU HApYIICHUSMHU SK30KPHHHON (DYHKIUU TOHKETYTOYHON IKEeNe3bl
HaOJI0/IaeTCsl U HEJOCTaTOUHOCTh CEKPETOPHOU (PYyHKIIMHOCTPOBKOBBIX KJIETOK;

E. snooxpunonamuu:

aKpoMeraus;

cunzpom Kymmnra;

TIIFOKaroHOMa,

(heoXpoMOITUTOMA;

TUTIEPTUPEO3;

COMAaTOCTaTUHOMA;

aJIbJIOCTEPOMA;

HEKOTOpBIE JIpyrHMe 3HIOKPUHOINATUU BCJIEICTBUE KOHTPUHCYJISIPHOTO ACHCTBUS
BBIIETISIEMBIX B HM30BITOYHOM KOJIMYECTBE TOPMOHOB MOTYT IMPUBOAMTH K HCTOILIEHHUIO
(GYHKIIMOHATIBHBIX KOMIIEHCATOPHBIX PE3EPBOB OETA-KJIETOK MOKENTyI0UHOM JKeJe3bl;

F. ouabem, unoyyupoeannwiii Hnekomopvimu JneKapcmeEeHHbIMU CPEOCHEAMU UNU
Opy2uMu XumMuueCKUMU 6eu|eCmeamu:

BaKop;

HUKOTHUHOBAsI KICIIOTA,

KOPTHKOCTEPOUIBI AJIs CACTEMHOTO TIPUMEHEHUS;

TOPMOHBI IIUTOBUIHOM JKEJIe3bl;

JIMAa30KCUT;
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OeTa-aIpeH00I0KATOPHI;

TUa3H]Ibl, (EHUTONH;

uHTepdepoH-abda;

JpyTHe JeKapCTBEHHbIE CPE/ICTBA;

MEXaHM3Mbl WX ACHCTBHS Pa3IUYHBL: YXYIIIeHHE Nepudeprudeckoro AeHCTBUS
MHCYJIMHA, YCUIIEHNE UMEIOIIENCs HHCYTMHOPE3UCTEHTHOCTH;

B JIETCKOM BO3pacTe HaubOosblllee 3HaYeHHE UMEET MPUMEHEHHE o -MHTepdepoHa,
MOJ] BJIMSHUEM KOTOPOTO MOKET pa3BUThbCS ayTOUMMYyHHbIH CJ C BbIpakeHHOU
a0COTIOTHON HEAOCTATOYHOCTHIO UHCYJINHA;

G. ungpexuuu:

BPOKICHHAS KPACHYXa,

[IUTOMETAIIOBUPYC;

IpyTHE;

HEKOTOpbI€ BUPYCHbIE MH(PEKIIUU MPUBOIAT K THOeNn 6eTa-KIeTOK Cpa3BUTHEM
a0COJIIOTHOM MHCYJIMHOBOM HEJIOCTATOYHOCTH;

HEMOCPEACTBEHHOE TOpPaXEHHE BHUPYCOM OCTPOBKOBOIO allfapara BCTPEYaeTcs
peaxo;

H. peokue ¢popmur C/[:

CHHJIPOM PHUTHIHOTO YeJIOBEKa (CHHAPOM MBIIICYHOH cKoBaHHOCTH, Stiff- man
syndrome) — ayroummynHoe mopaxkenue I[HC, xapakrtepusyoiieecs PHUTHIHOCTHIO
aKCHaJbHBIX MBI C OOJNE3HEHHBIM WX CIa3MOM; BBISBISIOTCS aHTUTENa K
riyramatekapOokcunase, 1 mout B 50% cirydaeB pa3BUBaeTCs caxapHbIi 11a0eT;

ayTOMMMYHHBIH NONUIIaH Iy IsapHbIid cuHapoM | u |l Tunos;

npyrue 3a0olieBaHus, TPOTEKAIOIINE ¢ 00pa30BaHUEM AyTOAHTUTEN K pelenTopam
WHCYJIMHA, — CHCTEMHAs KpacHas BOJYAHKA, MUTMEHTHO-COCOYKOBAsl TUCTPOQUS KOXKH
(acanthosis nigricans); mpu 3TOM MOET HaOJIOAAThCS BhIPAXKEHHAs] PE3UCTEHTHOCTh K
UHCYJIUHY;

|. mpyrue reHeTuyeckne CUHAPOMBI, HHOTAA coueTaromiuecs ¢ CJI, KOTOphIil MOXKET
OBITH KOMIIOHEHTOM MHOTHX F'€HETUYECKUX CHHIPOMOB, B TOM YHCJIE:

cunapom Bomsppama (DIDMOAD);
cunzpom JlayHa;
cunzpom lllepemeBckoro-TepHepa;
curapom Knaitndensrepa; cunapom
Jloypenca-Myna-buniisa; cunapom
IIpanepa-Bumn;
atakcus Opuapenxa;
Xopest XaHTUTTOHA;
nopdupus;
MHOTOHHUYECKast AUCTPODUS;
B JICTCKOM BO3pacTe HanboJjiee yacTo BCTpevaeTcs: CHHIpoM Bonbdpama
(DIDMOAD).
Cunapom Pomxkepca
I'ecraunonnslii CJ1 (C/l 6epeMeHHBIX)
J100BIE COCTOSIHMSI C HapylIeHHEM YIJIEBOJHOrO OOMEHa, IUarHOCTUPOBAaHHBIE IIPU
OCpEeMEHHOCTH.

3.1. JlnarHocTHYeCKHE KPUTEPHH

https://cdn.ymaws.com/www.ispad.org/resource/resmgr/consensus guidelines 2018 /quidelines
2022/2nd/Ch. 1 - Definition Epidemiol.pdf

JAuarsocTuyeckue KpuTepuu quadera
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Kpurepuii 3HaueHnmne Ilpumeyanue
Kaaccnueckue cumnrombl  KoHueHTparus

auadera uiu IITIOKO36I >11,1

THNEPrIHKEeMHYeCKOro MMmodb/11 (200

Kpu3a MT/J1T)

YPpoBeHb IJIIOKO3bI B >7,0 MMOJIB/TT Haromak — oTcyTcTBHE TOTpEOICHUS KaOpUid B
IJ1a3Me HaTOLAK (>126 mr/mm) T€UEHUE KaK MUHUMYM § 4acoB

IIpoBeneHne opajbHOTO TIIOKO30TOJIEPAHTHOTO
tecta (III'TT) ¢ Harpy3Koii rIr0K0301,
SKBUBAJIECHTHOMN 75 T CyXOMY BELIECTBY
TUIFOKO3bI, pacTBOpeHHO# B Boze (1,75 r/kr
Macchl TeJla 10 MaKkcuMyMa 75 1)

YpoBeHb 1J110k03b1 yepe3 2 >11,1 mmonb/n
yaca nocJjie Harpy3Ku (>200 mr/mm)

Tect cnemyet npoBOIUTH B TAOOPATOPHH C
MPUMEHEHUEM METO/1a, CEPTUPUIIMPOBAHHBIM U
HbALC >6.5% CTaH,Z[apTI/BI/\I'pOBaHHBIM HanuonanpHol
[Iporpammoit CtangapTuzanuu
I'mukoremornobuna (NGSP) u uccnenoBanusm
10 KOHTPOJIIO U ocliokHeHusM auabera (DCCT)

IIpumeyanus:

e a: [Ipu ucnonwszoBanuu [II'TT crieqyeT cobmoaaTh Bce MHCTPYKIIMHU IO TIOJTOTOBKE U
HpOBGI[eHI/IIO TECTAa, ‘ITOGBI p€3y.HbTaTbI 6I>I.HI/I MAaKCUMAJIBHO TOYHBIMHU.

e 0: HbAlc TecT n0mKeH BHIMOIHATHCS B JIA0OPATOPHSIX, CEPTUDUIIMPOBAHHBIX
COOTBGTCTByIOH_[I/IMI/I OpFaHaMI/I, JJI OGGCHG‘-IGHI/I}I ,Z[OCTOBepHOCTI/I p€3y.HbTaTOB.

MaToreHezs CO 1-Tuna

Bosbyaoutenwu Cmumynamopbi
- BUpyc? - E8HbI?
- MpodyKmebl? - supyc?

- Npodykmbi ?

NeHeTM4eckKan )
Mpeapacnono- ———»p AYTOMMMYHHbBIA —3p RIMHUYECKUA
WMEeHHOCTb npouecc anabet

HeT ayTOMMMYHHOro Pemuccua

npouecca

JKano0bI 1 aHAMHE3:

npu nedrore caxapuoro auadera 1 tuna (CA1)
e JKaxna

e YyalleHHOE€ MOYEHCITyCKaHUE
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HouHnoe n/unu nHeBHOE Helep)KaHWe MOYH Y JIETe paHHEero Bo3pacTa

o CHIXEHHUe Macchl Tella WK HeoObsICHUMOE OTCYTCTBHE MPUOABKU MacChl Tella y JeTel
IpyAHOIO Bo3pacTta

e Cmabocth

e YTOMIAEMOCTH

o [loBTOpstomMecs: KOXKHBbIC HHPEKIIUN

e BocnamurenbHble 3a001€BaHUS HAPYKHBIX IMOJOBBIX OPTaHOB

WNuuuupyert vaie Bcero BUpycHas nHpeKnus (MapoTut, Kopb, renatut B,C, nuromeraioBupyc,
KopoHaBupyc -19 wu ap.). Manudecranus KIMHUKH MPOUCXOIUT npu aectpykuuu 90% myna -
kierok [DK yamie no 40 ner.

3.2 Kaunuka
JAmnana3oH nposiBJIeHUI:

e HeyprenTHbie mposiBIEHUS
o Tskenas neruaparanus
o Jlmabernueckuii keroaruaos (JIKA)
BI1oTe 10 KOMaTO3HOTO COCTOSHHS
Pa3Butne nnadetudeckoro keroaunaosa (JAKA)

[Tpu nosiBNEeHNHM BBIIICYKAa3aHHBIX kano0 pa3ButHe JJKA BO3MOKHO B CPOKHM OT HECKOJIBKHX JHEH 110
HECKOJIBKUX MECSLIEB.

Kannuueckune cumnrombl JIKA:

e CyxoCTb KOXHBIX TOKPOBOB U CIU3UCTHIX

e 3amax aneroHa B BbIIBIXaEMOM BO3/yXe

e PsBora

e PaccrpoiicTBO co3HaHMS (BIUIOTH O KOMATO3HOTO COCTOSHUS )
Penkoe, rirybokoe, mryMHOE JIbIXaHHE ¢ YCUIICHHBIM BBIIOXOM (apixanue Kyccmays)
Cxopoctb nporpeccupoBanus a0 IKA:

e Jleru mepBbIX JeT :KU3HU. OT HECKOJIIBKHUX JTHEU

e IlogpocTku: OT HECKOJIBKUX MECSIIEB
TeueHnue 3200/1eBaHUS MOCJIE YCTAHOBJICHUS IMATHO3a
XpoHuyeckoe Te4eHHne:

e [lepwonbl KOMIIEHCAIIUH YTIIEBOHOTO OOMEHA

e  @da3pl feKOMIIEHCAIIUU

o C aBnenusmu kero3za/JIKA nnm 6e3 HUX

Hpﬂ‘lﬂﬂbl ACKOMIICHCAIlUN :
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e HapymeHusi B KOHTpPoJIe 3200/1eBaHUS €O CTOPOHBI MALIMEHTA
o Penxuii KOHTPOJIb TIIMKEMUU
o Hecobmtonenne pekoMeH 1Al 110 TUTAHUIO
o Hapyenus pexuma HHCYJIMHOTEpATUU

o Ilpexpamienne noga4u MHCYJIMHA
o IIpoGaembl ¢ HHCYTMHOBOW MOMITON

e MHHTepkyppeHTHBbIE 3a00/1eBaHUS

Puck ocaoxuennii npu C/I1
o Mukpococyaucroie 0CJI0KHEHUS
o MakpococyaucTbie 0CJI0KHEHUS

Knunnuyeckue nposiBjienusi ¢pasnl manngecrannu CA1

CHIDKEHHEMACCEHI TeJIa
WJIN HEOOBACHUMOE
OTCYTCTBHE MPUOABKU
MacCHI TeJla y JeTei
CPYJIHOTO BO3pACTa,;

BYJIHBUT, OQJIaHUT.

He ypreatHsbie YpreurHsie

® TOJIUIUIICHS, TsDKenas — Aeruapartanmus  (CyXocCTb
MOJINYPUS; KOXKHBIX ITOKPOBOB M  CIM3HCTHIX,
SHYpE3; CHWIKEHHBII Typrop KOxH, «3aIaBIlIne
IIPOrPECCHpYIOLIee rnasay);

MHOTOKpaTHasi pBOTa;

neixanue Kyccmaynst — paBHOMepHOe
peakoe  bIXaHue ¢ [IIyOOKHM
IIYMHBIM BJOXOM U  YCHJIEHHBIM
BBIJIOXOM;

¢ PpCOHUIUBHPYIOIIHNC 3amax ameToHa B BBEIABIXaEMOM
KO)KHBICHUH(EKITUH; BO31IyX€,

e (Cl1a0OCTh, paccTporCTBO CO3HaHUA
YTOMJISEMOCTB; (me3opueHTanms, MPEKOMaTO3HOE HIIH

KOMaTO3HOE COCTOSTHUE).

JlaGopaTopHble AMATHOCTHYECKUE MCCJIeJOBAHUS

PexomMennanum:

e HccienoBanue ypoBHs IVIIOK03bI B KpoBH: [IpoBoauTCA B 1a00paTOPHBIX YCIOBUSX Y
HAIMEHTOB ¢ KJIMHUYECKUMHU nposiBieHusMu CJ1 u/umm runeprivkeMuei.

o TIloBTOpHOE HcCiIeIOBaHKE IJIIOKO3bI B KPOBU: PekoMeHyeTcst pu OTCYTCTBUH
KIMHUYECKUX cuMNTOMOB C/[ y ManiueHTOB ¢ TUNEPTINKEMHUEH.

He pexomenayercs:

e Hcnoan3oBaTh rIOKOMETPBI AJIs1 AHATHOCTHKH: HE 001a/1a€T JOCTATOYHON TOYHOCTHIO
nis quaraoctuku CJI1.

e OcHOBaHHe JHATHOCTMKH Ha OJHOKPATHOM H3MEPEHHH IJIMKeMHHM IpU OTCYTCTBUHU
CUMIITOMOB. B03MOXHO mOTpedyeTcst MNpOAODKUTENbHOE HaOMI0EHHEe € HU3MEpEeHUEM
TJIMKEMUH HaTOWIAK, yepe3 2 yaca mocie enpl u/nim nposeaenue [IT'TT.

Ydert pakTopoB:
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o T'unmepriaukeMusi B ycjoBusix crpecca: Ha ¢pone octpoit nHbEKIu, TpaBMHI,
XUPYPTUYECKOT0 BMEIIATEIbCTBA, HAPYIICHUN ABIXaTEIbHOM (DYHKIIMH U T.J., MOXKET OBITH
TPAH3UTOPHOU U TpeOyeT NOBTOPHOTO UCCIICAOBAHMS.

IIposenenne II'TT:
o IIpaBuaa nposenenus INI'TT:

o YTpom nociue 3-THEBHOI'0O HEOrPaHMUYEHHOTO MUTAHUS U OOBIYHON (PU3UUECKOM
AKTUBHOCTH.

o Hounoe rononanue B reuenue 8—10 gacoB (pa3perieHa Boa).
o Ilocnennuii mpuemM nuumwm A0mKeH coaep:xkarb 30-50 r yrneBoaos.

o PactBop riroko3sl: 1,75 T 6€3BOAHON TITFOKO3BI HA KT Macchl Tena (He 6onee 75 1),
pactBoperHo B 250-300 M1 BO/IBI, BBIMUTH B TEYEHUE S MUHYT.

o 3abop KpoBH uepe3 2 yaca Mocie npueMa pacTBopa.

o OmnpeneneHue rIOKO3bI IPOBOAUTCS cpa3y MOCIe B3SATH KPOBH WM KPOBb JOJDKHA
ObITh 0OpaboTana/xpaHuThes pu Temnepatype 0-4°C.

e III'TT ne mpoBoOaMTCH:
o Ha ¢one octporo 3aboneBanus.
o Ilpu KkpaTKOBpEMEHHOM IpHEME MPENapaToB, MOBBIIIAIOIINX YPOBEHb INTUKEMHH.
Jlono/IHUTEIbHbIE HCCJIeIOBAHUS:

e HccaenoBanue ypoBass HbAlc: Pekomenayercs B 1aO0paTOPHBIX YCIOBUSAX Y MALIUEHTOB C
KIMHUYeCKUMH TiposiBiaeHusMu CJI u/mnm runepriukemueit s auaraoctuxku CJI1.

Omnpenesnenue yposus HbAlc

e Metoanl u obopynoBanue: J[omkHbI ObITH cepTruduIpoBanbl NGSP u cranmapTH3npoBaHbI
o Diabetes Control and Complications Trial (DCCT).

e BapuanTsl remoryioouHa: 3HaunTeIbHOE pacxoxkaeHue nokaszareneir HbAlc ¢ ypoBHem
TJIIOKO3bI B KPOBH MOJKET OBITH CBSI3aHO C FeMOTTIOOMHONATHAMU. B Takux cinyvasx ciemayer
WCII0Ih30BaTh aJIbTePHATUBHBIN MeTo 1 onpeneneHust HbAlc.

Oco0ble yci10Bus

o Buusomue Ha NPOJO/EKHTENBHOCTD JKU3HHM JPUTPOLMUTOB: B yCIIOBUAX, TAKUX KaK
xKene3o1eUIITHAS aHEMUS, CEPIIOBUAHO-KIIETOYHAs aHEeMUsL, OepeMEHHOCTh, TeMOIHalu3,
HEJIaBHsS. KPOBOIIOTEPS, IIEPEIUBAHUE KPOBH, TEPAIUs SPUTPOIIOITUHOM U T.J., IS
nuarHoctuku CJI1 cnexyer ncnosib30BaTh TOJIBKO ONPEAEICHUE YPOBHS IVIIOKO3bI B IIJIa3Me
KpPOBH.

e Pexomennyercs : uccienoBaHHe YPOBHS INIIOKO3bI IJIa3Mbl HATOIIAK, CIIy4aiiHOE
HCCIIeI0BaHUE YPOBHS TUIFOKO3bI TIa3Mbl, HcclieqoBanre ypoBHss HbAlc B kpoBu - BceM
nunaMm ¢ mogo3penneM Ha CJI 1 myist yrounenus auarnosa (kimacc/mkana pexkomenaanuu 3C).

o Pexomennyercs ucnonb3oBanue yposas HbAlc B kpoBu 6,5% 1 BblIIIE Y JINIL C TO103PEHUEM
Ha CJ1 1 ansa ycranoBnenus quarnosa CJI (kmacc/mkana pekomenaanuu 3C).
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OnpenesieHne KETOHOBBIX TeJl

Pexomenayercsi: OnpeneneHye KETOHOBBIX TEJI B MOYE MM KPOBH Y ITAIIEHTOB C
KIMHUYECKUMH TposiBieHusMu CJI u/mim runepriukemMueit (Kiacc/mkana peKoMeHaum
30).

Heots10:xH0e Jeyenue: [Ipyu 3HaYNTEIHHOM MOBBIIICHUN KETOHOBBIX TEJl pEOCHOK JOJIKEH
OBITH HAITPABJICH K Bpady-AETCKOMY YHIOKPHHOJIOTY B TOT K€ JIEHb N3-3a BHICOKOTO PUCKA
pa3BuTHs quadeTrudeckoro keroamuaosa (JIKA).

Ilpumeuanue:

[Tpu oOHapykeHHU KETOHOBBIX TEJ B Mo4e >S5 Mmouib/n y junl ¢ CJ 1 moka3zana
rocuvrain3alnud B CTaliuoHap. Y IIalIUE€HTOB C KJIACCUYECKUMU CUMIITOMaMU
runepriimkeMun (kaxxaa 10 3—5 j1/cyT; 3amax aleToHa B BbIIBIXa€MOM BO3/1yX€; KOKHBIH
3yJ; IOJMNYPHS; TIOXOE 3aKUBIICHUE paH; QypyHKYIe3, KaHAU03; Pe3KOe U 3HAYUTEIILHOE
CHHXKXCECHUE MAaCChI Tena) H3MepeHHBII>'I YPOBCHB I'N'TFOKO3bI IJIa3Mbl 1OCTATOYCH JJIS
noctanoBku nuarHo3a CJI 1. [Iposenenue auddepeHnnanbHON AMArHOCTUKH TPpeOyeTCs pu
CTepTOM KIIMHUYECKOW CUMIITOMATUKE (B COMHUTEIbHBIX CITydasx).

JlabopaTtopHble ucciaegoBanus AJas 1upepeHunaaIbLHON TMATHOCTHKHA

OnpenesieHne ayToOaHTUTEJ
Pexomenayercsi: OnpesiesieHde aHTUTENl K aHTUTE€HAM OCTPOBKOB KJIETOK MOJIKEITYJOUHOU
JKeJe3bl, ayToaHTUTeNna K TiyTamataekapookcmnaze — GADA; ayroanTtuTena K
tuposuHpocharaze — |A-2; ayroaHtuTena K TpaHCHoprepy uuHKa 8 — ZnT8 nmms
g hepeHIMaTbHON TUarHOCTHKY U moATBepxkacHus CJ[1 B COMHUTENBHBIX CITydasiX.
IHoarBep:kaenue nuarno3a C/1: Hamnuue ogHoro ninm 6oJsiee ayToOaHTUTEN TMOATBEPIKIAET
nuarnos C/I1.
OTtcyTcTBHE ayTOAHTHTEJ
Hnuonaruueckuit CA1: OtcyrcrBue ayroantuten He wuckmodaet CJI1. Tpebyercs
n000ce0BaHue.

MouJieky/isipHO-TeHeTHYECKOe HCCIeJOBaHue

IMoxka3anus:

CJl B ceMbe ¢ ayTOCOMHO-JOMHUHAHTHBIM TUIIOM HACJIEAOBaHUSI.
Manudecramus C/] B Bozpacte menee 12 MecsieB, 0cCOOCHHO MEepBhIE 6 MECSIIEB KU3HH.
YMepeHnHas runepriaukemMus HaTomak (5,5-8,5 MMonb/n) 0e3 OXHpEeHUS U KIMHUYECKHX
CUMITTOMOB.
JIMUTEeNbHBIA «MEIOBBIM TEpUOa» CBBINIE | Toma WM HEOOBIYHO HHU3Kas MOTPEOHOCTH B
uHcynune (MeHee 0,5 En/kr/cyt) npu qnmutensHoct CJ1 6onee rona.
AccounrpoBaHHbIE COCTOSIHUS, TAKKE KaK TIIyXo0Ta, arpodust AucKa 3pUTEIbHBIX HEPBOB, WIH
CHHJIpOMaJIbHbIE (POPMBI (MUTOXOHPUAIbHBIE OOJNIE3HN).

Pexomenayercsi ucciie0BaHue TONIAKOBOIO U CTUMYJIMPOBAHHOIO ypoBHsA C-nmenTuaa u/wjin
HCCJIeIOBAHNE YPOBHS HHCYJINHA IIa3Mbl KPOBH y NAIIMEHTOB ¢ UArHOCTUPOBaHHbIM CJI 15
auddepennuanbuoin uarHocTuku CJH1 ¢ apyrumu tunamu CJ1 u onpenesieHust 0CTaTOYHOM
ceKpelnuu MHCYJIuHA (KiIacc/mkajna pekomenaanuu 3C).

[Mpumeuanue: C-nenTua sBIsieTCs 6€IKOM, KOTOPBIM OTHICTUISETCS OT MOJIEKYJIBI
MIPOMHCYJIMHA B IIPOIIECCE BbIACIECHUSI MHCYJIMHA B SKBUMOJISIPHBIX KonnuecTBax. He o0nanas
CEKPETOPHON aKTUBHOCTHIO, C-TIEMTH/T SIBISETCS JOTIOTHUTEIBHBIM OHOJIOTHYECKIM
MapKepoM CeKpelnu nHcynrHa. bazaneHbii ypoBenb C-nientuaa y 310poBbIxX aonei 1,1-4,4
ur/mit. [pu CJ1 1 ypoBens C-nienTria CHUKEH WM HE OMPEAEIISEeTCS, YTO BaAXKHO IS
muddepennmanbHol quarHoctuku ¢ npyrumu turnamu CJI. Tlocne cTumynsmum ritoko30i
WJIU CTaHAAPTHBIM YTJIEBOAUCTBIM 3aBTpaKkoM ypoBeHb C-nientuaa y nanueHToB ¢ C/I 1
3HAYUMMO He noBbimaercs, a npu CJ{ 2 — 3HaYUTETbHO BO3PACTaET.
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« TloBeimenHsblil ypoBenb C-nientuaa/mHCyIMHa He XapakTepeH st C/[1 uepes 12-14 mecsien
OT Hauasa 3aboseBanus, onpeaensemMblil ypoenb C-nentuna He xapaktepeH st CJ[1 yepe3
5 net oT Havyana 3a00JIeBaHuA.
Jlpyrue 1aéopaTopHble HCCI€10BAHUS

* Pekxomenmyercst 001t aHAN3 KPOBU (T€MOTIIOONH, TeMAaTOKPUT, YPOBEHb DPUTPOIIUTOB,
CKOPOCTB OCE/IaHUs SPUTPOLIUTOB, IIBETOBOM MOKa3aTelb, TU(PEpeHIIMPOBAHHBINA MOICUET
neiikouuToB (NeiikonuTapHas ¢popmyina)) He pexxe | pasza B rog mauentam ¢ C/1 1 s
MCKJTFOUEHUS UITH MOITBEPKACHUS HAJTMYMS COMYTCTBYIOLIETO BOCIAIMTEIHHOIO Tpoliecca u
aHemu (kiacc/mkana pekomennanuu 2C).

* Pexomennyercs olieHKa pacueTHON CKOpOCTH KiryooukoBoi ¢punbTpanuu (pCKD) He pexe 1
pasa B roxa manrieHTam ¢ CJI 1 mist onpenenenns GyHKIIUN MOYEK (KIacc/mKana
pexomenanuu 2C).

* Pexomenmyercs oOmuii (KITMHAYECKHUI ) aHATTU3 MOYH HE pexke 1 paza B roj marueHTam ¢
nuarHoctupoBanHbIM C/I 1 myst uckimtoueHust 3a00J1€BaHU MOYEBBIX ITyTeH (Kacc/mkana
pexomenanuu 2C).

* Pexomenayercs uccieoBaHUE YPOBHSI TUPEOTPOITHOTO TOPMOHA B KpoBH nanuentam ¢ CJ1 1
IUIs OTIpeiesieHus] PYHKLMU IIUTOBUIHOM kene3bl (Kacc/mKana pekoMeHanuu 2B).

* [Ipumeuanue: [Ipu HapymeHnn GyHKINN IUTOBUIHOM JKeJIe3bl IOKAa3aHO MTPOBEACHUE
1000CIeJ0BaHus: IPOBEICHHUE YIbTPa3ByKOBOIO UCCIEI0BAHUS IIUTOBUIHON XKeEJe3bl,
HCCIIEA0BAHUE YPOBHS ayTOAHTUTEI K THPEOIIEPOKCUIA3E.

* Pexomennayercs peructpanus diekrpokapanorpammsel (OKI') B mokoe He pexe 1 paza B rof
MalMeHTaM ¢ TMarHoctTupoBaHHbIM ¢ CJI 1 17151 CKprHUHTa CepAEeYHO-COCYIUCTOM MaTOJIOTUU
(xmacc/mkana pexkomeHaamnuu 3C).

* PexkoMmeHayrOTCsI OCMOTpPHI BpadyoM-odTamsMoniorom naueHToB ¢ CJI 1 He mo3aHee, yem
gyepes 5 net ot aedrora C/I, nanee He pexke 1 pa3a B rof, C IENbIO BBISBICHUS TUA0CTHICSCKIX
M3MEHEHUH ceTdaTku (kiacc/mkana pekomenaanuu 3C).

* PexomeHzyeTcsl OCMOTP HEBPONIATOJIOTOM U ITOJAUATPUCTOM HE MO3HEE, YEM Uepe3 5 JIET OT
nebrora CJI, nanee He pexe | pa3a B Toj, C IENbIO BBISIBICHUS THA0ETUIECKIX U3MEHEHU N
LEHTPAILHON U epr(epruIecKOi HEPBHOI CUCTEMBI, a TAK)KE COCYJIOB HUKHUX KOHEYHOCTEH

4. Jleuyenmne CJI 1y nereii
OCHOBHBIE KOMITOHCHTEI:
o Mucynunorepanus
e OOyueHne CaMOKOHTPOJIIO M €T0 MPOBE/ICHNE B IOMAITHUX YCIOBHIX
o Ilutanue
o  @usnueckue Harpy3Ku
o Ilcuxomormyeckas MoMoIb

4.1. HeMeaguKaMeHTO3HbIE METOALI JIeUeHHS.
4.1.1. Ilnerorepanus

KpaTlme PEKOMECHAAIMH MO TUETOTEPAIINM:
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* 3 nOBCEIHEBHOIO pallMOHA UCKIIFOYAOTCS IIPOYKTHI, COAEPIKALIUE JIETKOYCBOsIEMbIE
YIJIEBOJIBI (Caxap, MeJl, ClIaJiKue KOHAUTEPCKUE U3AENs, BAPEHbE, CIAJKNE HAITUTKH).
CyTouHas KalOpUIHOCTH 0JIKHA TIOKPHIBATHCS 3a CUET:

. yrieBo10B Ha 55-60%
J oenkoB Ha 15-20%
. xupoB Ha 20-25%

*  OrpaHMYEHHE HACBHIIICHHBIX KUPHBIX KUCIOT — A0 10%, 3aMeHa HaCBIIIEHHBIX )KUPOB MOHO-
Y TIOJIMHEHACHIIIICHHBIMH (cooTHOmIeHue 1:1:1)

* 'V nereil JOUIKOIBFHOTO BO3pAcTa yIoTpeOIeHHe HACHIIIEHHBIX KUPOB HE JOIKHO
OTPaHUYMBATHCS;

*  Heo0xoaumMo TOKYyMEHTHPOBATh CIEAYIONTUE MPOIYKTHI (CUYuTaTh XJIeOHbIe enuHuIbl (XE)
WJIA TPAMMBI): 36pHOBBIE, )KUIKHE MOJIOYHBIC TIPOIYKTHI, HEKOTOPBIE COPTa OBOIIECH

(xapTodenb, KyKypy3a), GpPYKTHI.

Juerorepanus sSBISETCS OAHUM M3 3eMeHTOB JieueHus: CJI1 u pekomeHayeTcs AJjisi BceX AETed U
MOAPOCTKOB

Pexomenayercs peajn3anusi MHHAUBUAYAJbHOIO IUIAHA MUTaHuA Yy nauueHToB ¢ C/I1 ¢ yuetom
U KOppeKIuel NPaHaualIbHOI0 HHCYJINHA € HeJIbI0 YIYYllleHUs ITHKeMUY€eCKOr0 KOHTPOJIS.

e JlueTuyeckre peKOMEHIAIMU JOJDKHBI ObITh OCHOBAHbBI HA IPUHIUIIAX 3/I0POBOTO MUTAHUS

U TIOAXOJUTh IJig BceX aerend, moapocTkoB ¢ CII1 u ux cemel ¢ 1eblo yIydlieHust
pe3ynbraTtoB KOHTpoJis C/| ¥ CHUXKEHUS CepAeUHO-COCY IUCTBIX PUCKOB. ITuiieBbie
PEKOMEH/IalliH JI0JKHBI ObITh aAaNTUPOBAHBI K KYJIBTYPHBIM, 3STHUYECKUM U CEMEHHBIM
TPaIULMSIM, @ TAK)KE YUUTHIBATH KOTHUTUBHBIC U ICUXOCOIMAIbHBIC aCTIEKTHl peOeHKa 1
cembH. Heo0X0a1MMO Mpe1oCcTaBIATh MAMEHTY PEKOMEH AU 110 TUTAHUIO B CITy4asx
yIpaBJICHUS KaK PeryJsipHOM, TaK U HETIPeIBUICHHON (hPU3NYECKON aKTUBHOCTBIO, U JITIS
JNOCTH>KEHHS] MTHANBUAYAJIBHBIX LI€JIEl B COPEBHOBATENbHBIX BUJIaX CIOPTA

Ienb nueToTepanum -nojaepkaHue UACAIbHON MAcChl TENA, ONTUMU3ALMS pOCTa U Pa3BUTHS

peOeHKa, yiIydiieHne TIIMKEMUYECKOT0 KOHTPOJIS, MPO(UIIAKTUKA OCTIOKHEHUH.

1. KanopuiiHocTh ¥ NUTaTEIbHbIE BellleCTBA:

o Kanopuiinocts numm: [Tutanue 10KHO OBITH JOCTATOYHBIM MO KAJIOPUMHOCTH,
9TOOBI COOTBETCTBOBATH MOTPEOHOCTSM POCTA M pa3BUTUS PEOCHKA.

o IluraresbHble BemecTBa: Heooxoaumo o0ecieunTs aIeKBaTHOE MTOCTYIUICHHUE BCEX
HEO0OXOIUMBIX MaKpO- 1 MUKPOHYTPUEHTOB.

2. IlpopuaakTuka 30LITOYHONH MACCHI TeJIa U OKUPEHHSI:

o Cemelinblii moaxoa: BxitoueHue Bcell cEMbH B IPOLIECC MOHUTOPUHIA U KOHTPOJIS
MAacChbl TeJa.

3. PacnpenesieHne MAaKpOHYTPHEHTOB:
o YraeBoabl: 45-50% cyTOYHOMN YHEPreTHUECKOM MOTPEOHOCTH.

o Kupsi: Menee 35% cyTo4YHOI 3HEpPreTHUECKON MOTPEOHOCTH, U3 HUX HACKHIICHHbIE
xupsl - meHee 10%.
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o beaku: 15-20% cyTouyHOIi SHEpreTHUECKON NOTPEOHOCTH.
IMoacuer yrijieBoa0B M rIIMKEeMUYeCKUN HHACKC
1. MeToabl KOJMYECTBEHHOH OLIEHKH YIJI€BO/IOB:

o Iloacuer xse0nbix exunnn (XE): 1 XE coorserctByet 10, 12 nnm 15 rpamm
YIJIEBOJIOB.

o [IpsMoii mojcyeT KOJIMYeCTBa IPAMMOB YTJICBOJIOB B ITHIIIC.
2. TaukeMu4ecKU# MHIAEKC:

0 Yder IIMKeMHYeCKOro HHAeKca NpoAyKToB: [Io3BoisAeT ynyymuTh
TJTUKEMUYECKUH KOHTPOJIb MO0 CPABHEHUIO C MIPOCTHIM MOICYETOM OOIIET0 KOJIMYECTBA
YIJIEBOJIOB.

Koppekuusi uHCyJIMHOTEpaNuu
1. ComnocraB/jieHue 103bI NPAHANAIBLHOTO HHCYJIHHA ¢ KOJTHYE€CTBOM YIJ1€BO/I0B:

o I'mbkoctb B nutanuu: CriocoOCTBYyeT OoJiee rTHOKOMY MOAXO0Y K MUTAHUIO U BPEMEHH
npreMa Mumy.

0 YayduieHue INIMKeMHYeCKOro KOHTpoJs: [lomoraeT yny4muTh nokazarenu
[VIMKEMUHU U Ka4eCTBO KU3HU MALMECHTA.

2. TIpoayKThl ¢ BBICOKHM cOAep:KaHueM 0eJKOB M )KMPOB:

o Koppexkuus 103b1 nHcyauHa: Heo0Xxo1umMo KOppEeKTUPOBATh 103y MPaHAUaILHOTO
MHCYJIMHA TPU YIIOTPEOICHUN TaKUX MPOIYKTOB.

4.1.2. ®usnyeckue Harpy3Kku

Pexomenmanmm 0 HEOOXOAMMOCTH PETYISAPHBIX (U3MUECKUX HArPY30K SIBISIOTCS HEOTHEMIIEMOM
yactpio JiedeHus CJ[1. HeoOXoauMo MpoOBOIUTH MOCTOSHHOE OOYYEHHWE MAaIeHTa M €r0 CeMbU
HOBEJICHUIO TIepe]], BO BpeMsl U Nociie (PM3MYECKUX HArPY30K B 3aBUCHMOCTH OT YPOBHS TIMKEMUH,
NPEIIECTBYIOMNX 103 BBEJCHHOIO HWHCYJMHA, IIPEIIIONIaraéMoro YypoBHS M JUTUTEIBHOCTH
¢dusmueckoit Harpysku. https://doi.org/10.1111/pedi.13421

Pexomenayrres peryiasipubie guznyeckne Harpy3ku y nanueHToB ¢ C/I1 ¢ meabro yaydmeHus
nokasareJsieil INIMKeMH4YeCKOTr0 KOHTPOJIS.

K mpenmymiectBaM pu3NUECKUX Harpy30K, MOMUMO MOJIOKUTENbHOTO BiusiHus Ha HbA Ic, Takoke
OTHOCHTCSI KOHTPOJIb BECa, CHUKEHHE PUCKA CEPIeUHO-COCYTUCTHIX 3a00€BaHU U yIIydllIeHHue
caMOouyBCTBUs. BceM neTsam u moapocTkaM B Bo3pacte oT 6 10 18 jieT pekoMeHiyeTcs peryisipHas
¢bu3nyeckas akTUBHOCTh MPOIOJKUTENBHOCTHIO 60 MUHYT WK OoJiee eKeAHEBHO, KOTOpast 10JKHA
BKITI04aTh (1) a9poOHYI0 aKTUBHOCTH OT YMEPEHHOM 10 HHTEHCUBHOM, (2) YIIpayKHCHHS JUIs
YKpETIJICHUS MBITIIEYHOH U (3) KOCTHOHM TKaHU. PekoMeHmyeMblil ypoBeHb (PHU3NYECKUX HATPY30K
BBIOMpaeTCs HHANBUAYaTbHO. [TanenTam ¢ mponudepaTuBHONW PETHHONIATHEH U TMa0eTHYECKON
Hedpomnaruel cieayer noaoupaTh B PU3NUECKUX HArPy30K, HE MPUBOIAIINI K 3HAUUMOMY
MOBBILIECHUIO APTEPUATILHOTO J1aBJICHUS.

4.2. O1ieHKa U 1IeTIEBBIC TTOKA3aTENN TTTUKEMUYECKOTO KOHTPOIIS
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* Pekomennyercs uccienoBanue ypoBHst HbAlc B kpoBu 1 pa3 B 3 Mecsilia maieHTam
c CIA 1 c¢ nenpro omnpenciceHus CTENEHW AOCTHIXKEHMS IEJICBBIX MOKa3aTeinen
TIIMKEMHUYECKOTO KOHTPOJISI W CTpaTUu(UKAIMU pPUCKAa pa3BUTHSA ociokHeHur CJ]
(knacc/mkana pekomenaanuu 3C).

e Jlng CaMOKOHTpPOJISI YpPOBHSI TJIIOKO3bI KPOBH PEKOMEHAYETCS IPUMEHSITh
TJIFOKOMETPBI, TpeaHa3HauYeHHbIE 111 UHAUBUAYAILHOT'O UCIIOJIb30BaHUS.

* [IIpu ypoBHE I'JIIOKO3HBI TJIa3MBbl <5,6 MMOJIB/TT 95% H3MepeHUil TOJKHBI OTKIIOHSATHCS
OT ATAJIOHHOTO aHaju3aropa He Ooisiee yeM Ha *+ 0,8 MMOJIB/I, IPU YPOBHE TIIFOKO3BI
mia3mMel >5,6 MMOJB/T 95% wu3MEepeHU OJHKHBI OTKJIOHSTHCS OT ATAJIOHHOTO
aHayM3aTopa He 6osee yeM Ha +£15%. 99% pe3ynbTaToB NOJIKHBI OBITH B IIpeeiax 30H
A n B xoHceHCcycHOM ceTku ommobok [lapkc.

* PexoMeHayeTcs NPOBEIECHHUE CAMOKOHTPOJISI TNIMKEMHUM HE MeHee 4 pa3 B CyTKH C
IIOMOIIBIO TIIFOKOMETpA: IIEpe]l €401, Yepe3 2 4 I10Cie €1bl, HA HOUb, IEPUOINUECKHU
HOubtO0 BceM mnauueHTam ¢ CJ[ 1 co cBoeBpeMEHHONW KOppeKIMeN 03 MHCYJHHA B
LEeIsAX JOCTHKEHUSI 1€JIE€BOr0 YPOBHS MNIMKEMHYECKOTO KOHTPOJISI U NMPOQUIAKTUKHU

WJIM 3aMeIUICHUS IporpeccupoBanus ocioxxkHeHuin CJ1 (kiacc/mkana peKoMeHIauu
2B).

e Ilpumeuanue: PexkomeHOyeTcss JOINOJIHUTEIBHOE IIPOBEJICHUE CaMOKOHTPOJIS
IITUKeMUM nepen (pU3NMYEeCKUMU Harpy3KaMHu M MOCJ€ HHUX, NPU IOJO3PSHUU Ha
TUIIOTJIMKEMHUIO, @ TaK)Ke €ClIM HPEACTOAT KaKHWe-TO JEHCTBHUs, IOTEHUHAIBHO
OIacHbI€ /I TAalMeHTa M OKpYXKalomuX (HampuMep, BOXKJACHUE TPAaHCHOPTHOTO
Cpe/ICTBa WM YIPaBJICHUE CIOKHBIMU MEXaHU3MAaMH ).

* B ycnoBusx Je4eOHO-IPOPUIAKTHISCKUX YUPESKIACHUN, MMOMUMO Ja0OpPaTOPHBIX
aHAJIM3aTOPOB, HEOOXOJAMMO HCIIOJIB30BaTh TIIOKOMETPHI I NMPO(ecCHOHATBHOTO
npuMeHeHus: (MHOTOMOJb30BaTEIIbCKUE, TOCIUTAIBHBIC), obiamaromme Oolee
BBICOKOH TOYHOCTBIO HM3MEPEHUH IO CpPaBHEHUIO C WHIAWBUAYaTbHBIMH
TJIIOKOMETPaMH M BBIACPIKMUBAIONINE MHOTOKPATHBIE IIUKIBI Je3WH(EKIUH B
COOTBETCTBHHM C XOpOIIO BaJUJAUPOBAHHBIMH METOJAaMH, IMPEACTABICHHBIMU
MIPOU3BOAUTEIICM.

*  MHOronoyspb30BaTeIIbCKUI  TIIFOKOMETP HEOOXOIMMO Ae3WH(OUIHPOBATH  I1OCIE
KaXXJO0TO M3MEPEHUSI YPOBHSI TIIOKO3bI KPOBU Yy KaXKJOTO MAIMEHTa CpPEJICTBaAMU,
obOnamaromuMu ~ (QYHTHIIUAHOW,  aHTHOAKTEpUAJILHOM W TPOTHBOBUPYCHOM
aKTUBHOCTHIO, U HE BIMSIONIMMHU Ha (DYyHKIIMOHAJIBHBIE CBOMCTBA TITFOKOMETpA.

Pexomennyercs: Hcnonbp3oBaHue amMOyJaTOPHOTO TJIMKEMUYECKOTO Npoduias U
CTaHJAPTU3UPOBAHHBIX MOKa3aTeJel HENPEepPhIBHOIO MOHUTOPUPOBAHUS TIIIOKO3bI

(HMD).

e (CucrtemMbl HENPEPBIBHOTO MOHUTOPHUPOBaHUs T1H0K03bl (HMI') n3amMepsiroT rimoko3y B
WHTEPCTULIMAIBHON >KUJKOCTU HEINPEPBIBHO C YacTOTOH 5-15 MHUHYT C IOMOIIBIO
YCTaHaBJIUBAEMBbIX [OJKOXHO JAaTYUKOB (CEHCOPOB).

Iokazatean HMI :

Bpewms B 11iesieBoM guamnazoHe
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a -BKJIIOYas 3HaueHus >13,9 MMOJIb/I1.

BpCMﬂ BBIIIC IICJICBOI'O JHaIria3oHa

BpCMﬂ HMXKC IICJICBOTO AMalla30Ha

Iens: OneHka rfMMKeMUYecKOro KOHTPOJIs U MPOBOAUMOM TEpaIluU B JOMOJIHEHUE K

HbAlc. (Ttadxa. 4.1) .

Taéaunma 4.1 CtangapTu30BaHHbIE NMOKA3aTeJIU HENMPEPHIBHOTO
MOHHUTOPHPOBAHUS TJTIOKO3bI /1JIsl KIMHUYECKOTO MPUMEHEeHUs Y JieTeii ¢

caxapHbIM quaderom 1 Tuna

IToka3aresb IleneBoe 3HAYEHUE
OcHOBHBIE
KonnuectBo nHel HomeHus ycrporictea HMIT >14 nuei
Jlons BpeMeHu ¢ akTUBHBIM ycTporicTBoM HMIT >70%
CpenHee 3Ha4€HHE YPOBHS TIIIOKO3bI -
Bpewmst Brimie nieneBoro auarma3zona: % usmMepeHuii u BpeMsi B < 25%
nuarazone >10,0 mmosw/n (YpoBens 1)a <649

Iloka3zarenn IleneBoe 3HAYEHHE
>70%
Bpemss B ueneBoM amuana3zone: % wu3MepeHUW U BpeMs B | >16 448 M
nuamnaszone 3,9 -10,0 MMoJIb/n
<4%
Bpems Hmke meneBoro auamna3zoHa: % U3MEPEHUN U BpeMs B | <1y
nuana3one <3,9 mmous/i (Yposens 1)b
JlononHuTEIBHBIE
Wuaukatop KOHTpoJs ypoBHs riroko3sl (Glucose management | -
indicator (GMI)
Koaddurment BapnabenbHOCTH YPOBHSI TITIOKO3BI <36%
<5%
Bpewms Bblie neneBoro auarnasoHa: %UW3MEpPEeHMH U BpeMs B
nuana3one >13,9 mmons/n (YpoBeHb 2) <lul2wm
<1%
Bpems Hmke 1eneBoro auamnaszoHa: %u3MepeHUM U BpeMs B | < 15w

nuamnaszone <3.0 mmoub/n (YpoBeHs 2)
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Pexomennyercs nocruskenne u noaaep:;kanue HbAlc na yposue <7,0% y nauuentoB ¢ C/{1 nus
CHUIKEHHSI PUCKA PA3BUTHA M MPOrPecCHPOBaHUs XpoHnYecKux ocaoxkuenunii CJ/[1 (Tad.. 4.2).

Tao6auna 4.2. Ilenesoii ypoBenb HODALC u riamkemMun y ereii, moApocTKOB M B3POC/IbIX €
caxapHbIM quaderom 1 Tuna

I'imkemus
I'mukemus 4/3 2 | I 1ukeMus HOYBLIO
HATOLAK HbAle¢
yaca (MMOJIb/J1) (MMO0JIB/J1)
(MMoOJIB/01)
<7.0*
Aern u 4.0-8.0 5.0-10.0 >4,5<9.0
MOJAPOCTKH <7 5x*
5.0-10.0 <7.0*
B3pocabie 5.1-7.0 >4.5<9.0
<7.5**

* ISPAD 2022, * Ha aHaJIOTOBBIX HHCYJIUHAX, HA ToMIoBoii UT

* ADA 2024 ** npu HAJMYUH BbIPAKEHHBIX THIOTJIMKEMUH

Hcnonb3zoBanne HMI' 1 aM0yJIaTOPHOIO ININKEMHU4€CKOI0 NpopuJist

Pexomenayercsi: [Ipu orieHke riamkeMuueckoro KOHTpOJIs, B gononHeHne Kk HbAlc,
JIOCTHTATh U MOAJCPKUBATH CICAYIOIINE MOKA3aTEIH:

Bpewms B nesieBom auanaszone: >70%
Bpems Hu:xe nesieBoro guanaszona: <4%

Henanb: CHuXEHNE pUCKA Pa3BUTHUS U IPOTPECCUPOBAHUSI MUKPOCOCYAUCTHIX OCIIOKHEHUN
CAal.

Pexomennyetesi: UTHAMBUAYaTH3UPOBATH IIEJIEBBIE YPOBHH MNIMKEMUYECKOTO KOHTPOJIS Y
naruenToB ¢ C/I1.

Lens : Jloctmwkenue 6osee HU3Koro ypoBHs HbAlc
CHumxeHne He0OOCHOBAaHHOTO PUCKA TSXKEJIOW TMITOTITMKEMUN
MuHuMHI3a1Ms YacThIX AMU30/10B JIETKOIM THIOTIMKEMUN
CoxpaHeHHe KauecTBa )KU3HU peOCHKA U POIUTENICH

Bri6op meneBoro mokasatens HDALC HeoOxoammo Bcerjga paccMaTpuBaTh Kak KOMITIPOMHCC
MEXy PUCKOM Pa3BHTHS THUIO- U THUICPIIUKEMHH U WX TMOCICICTBUSIMH, OKUIAEMOW IOIB30M
CHIDKEHHsI pUcCKa B OTHomieHuu oOycnoBieHHBIX CJ/I1 oCTphIX M XPOHMYECKHX OCIOXHEHU,
MIPEATNIOYTEHUN MALIUEHTa U IIPUBEPKEHHOCTH NALMEHTa TEPAIUH.
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IleneBble ypoBHH TIIOKO3bI 1 HbAlc HOMKHBI OBITH WHAMBUAYATH3UPOBAHBI IS KaXKIOTO
HanueHTa:

 bBonee nuskuii yposenb HbA 1¢ (<6,5%) momycTrM TOJIBKO MPH OTCYTCTBHHA HEOOOCHOBAHHOTO
pHICKa TSDKENON THITOTIIMKEMHUH, YaCTBIX JIMH30/0B JIETKOM THUIOTIIMKEMUW W CHYDKCHUS
Ka4yecTBa )KU3HU PEOCHKA U POAHUTENCH;

« bonee Beicokuii ypoenr HbAlc (<7,5%) nenecooOpaseH y nereil, KOTOpbIE HE MOTYT

COO6H_II/ITI) 0 CHUMIITOMAx TUITIOTJIMKEMHH, C HapylaicHUueM BOCIIpHATUSA
TUITOTIMKEMHUU/TSHKEIION THIIOTJIUKEMUCH B AHaMHE3€C, HCAOCTATOYHBIM KOHTPOJICM YPOBHA
T'JTIFOKO3EI.

V¥ nanuentoB ¢ C/I1 u anu3onamu TsHKENON TUIIONIMKEMUH 3a MOCIEAHUE TPU Mecslia
11e51ec000pa3HoO MOBBICHTS 11eNIeBOi ypoBeHb HbA 1 ¢ 1 BoccTaHOBJICHNS HOPMAJIbHOW peakluy Ha
TUTIOTJIMKEMUIO M CHUKEHUS PUCKA TSHKEJIOW TUIOTITMKEMUU.

HGOGXOI[I/IMBIMI/I YCIOBUSAMH NOCTHIXKCHHUSI UTCJICBOI0 YPOBHA TJIMKCMHUYCCKOIO KOHTPOJIA
SABJIACTCA:

 Perymsapnoii kontpoas HbAlc;
« Hcnonp3oBanne HMI wim perymnsipHbiii caMOKOHTpOJIb 6-10 pa3 B cyTkH;
« Perynsphas onieHKa U KOPPEKIIHS JICUCHUSI.

4.3 UncyamHoTepanus

3aM€CTI/ITeJII>Ha5I I/IHchII/IHOTepaHI/IH Ha CGFOI[HHH_IHI/Iﬁ JCHBb SBJISICTCS OCHOBHBIM M HCOTHECMIJIEMBIM
KOMIIOHEHTOM MU C€IWHCTBCHHBIM MCIWKAMCHTO3HBIM MCETOAOM JICUCHUA Cﬂl y HGTGﬁ.BO BCECX
BO3PACTHBIX I'pymIiax OCHOBHOI LECJIBI0 MHCYJIHUMHOTECpAIIUN SABJIACTCA JOCTHMIKCHHUE U MMOAACPIKAHUC
OJIM3KOTO K (PU3UOTOTHIECKOMY YPOBHS MHCYJIMHEMHH W ONTUMAJIbHBIN TITMKEMUYECKH KOHTPOJIb.
https://www.ispad.org/page/ISPADGuidelines2022

Pexomenayercsi npoBeieHNe 3aMeCTUTEIbLHOM HHCYJINHOTEPANIMHU YeJI0Be4eCKUMH I'eHHO-
HHKEHEPHBIMM TPenapaTaMyd MHCYJUHA W UX aHajgoramu (tadJ. 4.2.1) y manuentos ¢ C/1
111 3 PEeKTHUBHOTO U 0€30MACHOT0 TOCTHKEHHUS 1eJIeBbIX MOKa3aTe/eil NIMKeMUu4eCKoro
KOHTPOJIA

» Jlo3bl mpenapaToB HHCYJIMHA U CXeMa BBEJCHHS MTOI0MPACTCS WHANBHUIYATBHO IS KQXKI0TO
ManueHTa HUCXOAs M3 Bo3pacTa, Npoduias JeHCTBUS HMHCYJIMHA, WHAWBUYabHOU
MEPEeHOCUMOCTH M Tp. HA OCHOBAHMM JAHHBIX TJIMKEMUYECKOTO0 KOHTPOJsS (IoKa3arenei
rnukemMun U ypoBHs HbAlc). /lo3bl mpemnapatoB MHCYJIMHA M CXE€Ma UX BBEACHUS MOXKET
3HAYUTENIBHO BapbUPOBaTh MeK Iy nanuentamu ¢ CJ[1, B TOM yuciie B IepuoJi pEMUCCUU JT03bI
MpernapaToB MHCYJIMHA MOTYT ObITh MUHHUMAaJbHBIMHU, BIIJIOTH /10 MOJHOW OTMEHBI (MOJIHAS
pemuccus CJI1) Ha onipeesieHHOE BpeMsi, OJTHAKO OKOHYATEIHHOE PEIICHHE O CXEME U J]03aX
3aBHCHT CTPOTO OT MOKa3arenei rimkemMun u yposHs HbAlc.

3amecTuTeIbHAA HHCYJMHOTepanus B edeHun C/I1 y nereit

OcHOBHOI1 MeTO]1 JIeUeHH sl

e 3aMecTUTENbHAs MHCYJUHOTEPAIHNS SBISIETCS OCHOBHBIM M HEOTHEMIIEMBIM KOMIIOHEHTOM
neuenust C/{1 y nereil.

Henb uHCcy1MHOTEpAIUKA

o TamkeMuyeckuii KOHTPOJb: JIOCTIKEHNE W TIOAJIEP)KAaHUE YPOBHSI MHCYJIMHA OJM3KOTO K
(bu3M0NIOrHYecKOMY ISl ONTUMAIBHOTO TJIMKEMUYECKOTO KOHTPOJIS.

Hcnosib30BaHMe HHCYJINHOBBIX NPeNapaToB

o Pexomenganus: [IpoBeneHue 3aMeCTUTENBHON MHCYJMHOTEPANNN YEIOBEYECKUMU T€HHO-
VMHKEHEPHBIMU MperapaTaMy HHCYJIMHA U UX aHAJIOTaMHU.
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o MHMuauBuayamu3anus 103 ¥ CXeMbl BBE/ICHUS:
o Jlo3pl u cxema BBEIEHUS MHCYJIMHA MOJOUPAIOTCS WHIUBUIYATbHO AJIS Ka)KIOTO
MallMEeHTa HA OCHOBAHUU:
= Bospacra.
» IIpodwuis gelicTBUS HHCYTUHA.
*  VnauBuayalbHON IEPEHOCUMOCTH U IPYTUX (PaKTOPOB.

o BapmaGeabHocTs 103: J[036I M cXeéMa MOIYT 3HAUUTEIBHO BapbUPOBATHCA MEXKIY
MalMeHTaMH, BKJIOYas T[EPUOAbl PEMHCCUHU, KOT/a J03bl MHCYJIMHA MOTYT OBITh
MHUHHMMaJIbHBIMH WJIU QK€ IMOJTHOCTBE0 OTMEHEHBI HA HEKOTOPOE BPEMS.

o Pemenue o cxeme u g03ax: OKOHUATEIBHOE PEIICHUE O CXEME M J103aX MHCYJIMHA JIOJKHO
OCHOBBIBAThCS CTPOTO Ha MOKA3aTeNsIX IIuKeMun 1 ypoHe HbAlc.

B kIMHHYECKO# MpakTUKE MEPEBOJ] C OJJHOTO Mpernapara MHCYJIWHA U €r0 aHAJIOrOB Ha JAPYrou
IPOUCXOAUT JAOCTaTOYHO 4yacto. Ilpu mepeBome manueHTa ¢ OAHOIO MHCYJIMHA Ha JpYyrou
HEOO0X0IMMO COOJIIONIATh CIEAYIOUNI anropuT™M TpeOOBaHMN I HAWIY4dLIero oOecredYeHus
0€30I1aCHOCTH MaIeHTa:

B ciydae pazusix MHH.

 IlepeBoa c ogHOrO IpenapaTa HHCYJIUHA U €T0 aHAJIOrOB Ha JIPYToi JOKEH OCYILECTBISATHCS

CTPOTO MO0 METUIIMHCKUM ITOKa3aHUsM, TOJIBKO IPU Y4acTHH Bpaya, TpeOyeT Ooyiee 4acToro
CAMOKOHTPOJISI ypPOBHS TJIIOKO3bl, OOYYeHHsS TalMEHTa W KOPPEKLUHUU JI03bl BHOBb
HA3HAYEHHOT'O WHCYJINHA.

 IlepeBoa MokeT ObITH OCYIIECTBIIEH C OJHOTO Mpernapara HHCYJIMHA U er0 aHaJoroB Ha

APYyToii KaKk B paMKax ofaHoi rpymisl o ATX-knaccudukannu Tak u co cMmeHor ATX-rpynmbl
(HampuMmep, MepeBO/I ¢ YeITOBEYECKOT0 MHCYJIMHA Ha aHAJIOT WHCYJIMHA U HA000pOT).
B ciyuae ognoro u Toro xe MHH.

o IlepeBox ManMEHTOB C OJHOTO MHCYJIHMHA M €r0 AHAJIOIOB HA JIPYroM C MOATBEPKIACHHON
B3aMMO3aMEHAEMOCTBIO (T.€. TOJTBEPKJIEHHONM OHMOIKBHUBAJIEHTHOCTBIO B OTHOIIEHUM
(hapMaKOKHMHETHKH, hapMaKOJMHAMUKH U 0€3011aCHOCTH JICHCTBHS ), KaK MPaBujIo, He TpeOyeT
Oosiee 4acTOro CaMOKOHTPOJISI YPOBHS TJIIOKO3bI, OOYYEHHS MAIlMEHTa U KOPPEKIMU JO3bI
BHOBb Ha3HAYEHHOI'O0 MHCYJIMHA.

o IlepeBoa manyeHTOB C OJJHOTO MHCYJIMHA U €r0 aHAJIOTOB Ha JApyroil B pamkax ognoro MHH,
HO C pPa3HOH (apMaKOKMHETUKOM M (hapMaKOAMHAMHUKOM TOJDKEH OCYIIECTBISATHCS 10
[IpaBUjIaM, YKa3aHHBIM Ul [IpenapaTos ¢ pasHsiMu MHH.

Tabanna 4.2.1

Buabl npenapaToB MHCYJIMHA (0100peHHbIE B NeAMATPUN) AJIs1 MOAKO0XKHOT0 BBeaenusi npu C/1

1 Tune
AHaTOMO- MHH Cmnoco6 Yposenn
TepaneBTH4EC JIEKAPCTBCHHOI'0 nmpume JOKa3aTeJbHOCTH
Kasd cpeacrea HEHUMA
KJaaccupuKan
nM
(ATX)
Wucynunb NucynuH au3npo [MoakoxHO Al https://cdn.ymaws.
KOPOTKOT'O com/www.ispad.org/resource/resmgr/
neiicTBUS 1 (MYKLI) consensus_guidelines_2018_/guidelin
MX aHATOIH es2022/2nd/Ch._9 -
Insulin _ISPAD 2022.pdf
Wucynun aciapt  [[ToakoxHO Al https://cdn.y
maws.com/www.ispad.org/res
(MYK]D) ource/resmgr/consensus_guide
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https://cdn.ymaws/
https://cdn.ymaws/
https://cdn.y/
https://cdn.y/

lines_2018 /guidelines2022/2
nd/Ch. 9 -
Insulin_ISPAD 2022.pdf
Wucynun rayamsul | [ToakoxHO Al https://cdn.ymaws.
com/www.ispad.org/resource/resmgr/
(UYK) consensus_guidelines_2018 /guidelin
es2022/2nd/Ch._9 -
Insulin ISPAD 2022.pdf
Hucynun [MoaxoxHO Al https://cdn.yma
[PacTBOPUMBI ws.com/www.ispad.org/resource/r
YEIOBEYCCKUNTCHHO- esmgr/consensus_guidelines_2018
MH)KEHEPHBIH _/guidelines2022/2nd/Ch._9 -
(MK]T) Insulin_ISPAD 2022.pdf
Wucynun Nsodan-uncymun | [loakoxno Alhttps://cdn.yma
cpeaHei YEJIOBEUCCKHIA ws.com/www.ispad.org/resource/r
NPOJIOJDKUTEb | TEHHO- esmgr/consensus_guidelines 2018
HOCTH WH)KEHEPHBIN _/guidelines2022/2nd/Ch._9 -
NeNCTBUS _Insulin_ISPAD_2022.pdf
HCYAMHBI WNucynun leremup | [logkoxxHo Alhttps://cdn.ymaws
UIMTETHLHOTO 420101)) .com/www.ispad.org/resource/resmgr/
neiicTBUS WucynuH [nmaprun consensus_guidelines_2018_/guidelin
100 En/m (MJ1JT) es2022/2nd/Ch._9 -
Wucynun ['maprun Insulin_ISPAD_2022.pdf
300 Ex/ma (MCJ1T)
Hucynun Jlermynex
MCI)
IIpenapartbl Cnoco6 HayaJio Muk IIpoxoixu-
BBeICHUA JIECTBUSA | MelCTBUAA | TeJbHOCTH
(9) AefcTBUS
(1)
WNucynun yneTpa- Xymanor [ToakoxHO 0-15mun | 1 3,5-4
KOPOTKOTO ACHCTRHA HoBoPamuyg | mogkoxHO 10-20 1-3 3-5
Anunpa IMOIKOKHO MHH 1 3,5-4
10-20
MHUH
WHCcynuH KOpoTKoro | AKTpamuj [ToaxoxHO 30-45 1-4 5-8
JIEUCTBUS HM T MWH 0.5 1
Kymymis P [ToaxoxHO 15 1-3 4-6
Kycmoun P 30-45
MHUH
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https://cdn.ymaws/
https://cdn.ymaws/
https://cdn.yma/
https://cdn.yma/
https://cdn.yma/
https://cdn.yma/
https://cdn.ymaws/
https://cdn.ymaws/

Cpenneit Monorapa [TonkoxxHO 2,5 7-9 18-20
nponomkutensroctn | HM 15 4-6 12-14
JENCTBUS HpOTO(baH 1 4-8 18-20
HM 2 6-12 18-24
XyMyJlIuH
HITX
Kycnun H
WNucynun I'maprun ITonkoxHO 1,3 - 24-29
JUIATENHHOTO Heremup 1,3 = 20-24
JeHCTBUS Hermynex 1 -
I'maprus- 6 -
300
CoBpeMeHHbIE AaHAJIOTOBBIE 0a3aIbHbIEe HHCYJIMHBI
I'naprun Heremup I'naprun Herayaex
Hucyaun HITX
U-100 U-100 U-300 U-100
Yenopeueckmii | AHATOTOBEIN AHAaNoroBslit AHATOTOBBIH AHaNnoroBslit
Tun
Wncyanna HPOMCKYTOT= | npTensHO JUIMTENTLHO ATATCIILHO JUTMTENTLHO
HOE JeliCTBHE NeiicTB . o . . . o .
YIOUMiA | ACHCTBYIOMMH | ojicrpyronpuii | ACHCTBYIOMIHME
HauaJo 2-449 134 134 6u lyg
Her OrHocur
IHux 4-10 4 BBIPAKEHHOTO . be3nukoBbIi be3nukoBsIi
OC3MUKOBBIM
AKa
Mporoan- |4 16, Jlo 24 wacor  |Jlo 24 wacos  |<36 u <424
TeJIbHOCTh
Iepuon
Heussectao™ 144 5-7Tuq ~23 4 ~254
MOJY:KM3HU
Bpems nas
ycroitunBoro | HeussectHo 2 nH 2 nH 4 nu 2-3 1H
COCTOSIHUS

1. Pemenue o cMeHe mpemnapara:

[IpuHHrMaeTcs BpauyoM C y4ETOM aKTyaJIbHOM MHCTPYKLIMH 110 IPUMEHEHUIO.

2. Havajio MHCYJIMHOTEPANUM.
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PexomeHnyeTcst Kak MOXKHO paHblle (B Te4eHUE 6 4aCOB IIPU HAJIMYUU
KETOHYPUH/KETOHEMUH) Y TIAIIMEHTOB C BIEpBbIe AuarHocTUpoBaHHbIM C/I1 s
NPEJOTBPALCHUS Pa3BUTHA ArabeTnuyeckoro keroanunosa (JIKA).

[Tpu Hanmuuu kMHUYecKkuX nposisieHni JIKA HeoOXxoauMo npoBeeHne
JIMArHOCTHYECKUX U JIeYeOHBIX MEPOIPUATHI B COOTBETCTBUU C Pa3AeIoM
" lmabeTmdyeckuii KeToanumao3".

3. PexuM HHCYJIMHOTEPANUMN:

o Pekomennyercs HHTEHCH(PHUIMPOBAHHBIN PEXXUM C MHOKECTBEHHBIMUA UHBEKLIUIMU
uHcynnHa (MUN) nnm HenpepbIBHOHM noakokHOU nH(y3ueit nncynuna (HITUN) ms
CHIDKEHHUS PUCKA MUKPO- M MAKPOCOCYAUCTHIX ocsioxkHeHui C/I1.

o HMucynuHoTepanuio HeOOX0IMMO UHIUBUYaTU3UPOBATh U a1allTHPOBATh B
3aBHCHUMOCTH OT PO TITUKEMUU IJIs1 ONITUMU3ALNN TIMKEMUYECKOTO KOHTPOJIS.

Pexum 0a3uc-0or0cHOi (MHTeHCMBHOM) nHCyIuHOTepanuu npu CJI 1 tuna

Ilepen 3aBTpakom Ilepen o0enom | Ilepen yxunom Ilepen cHom
HIIX+KHU (A) KN KN HIIX
HITIX+KU (A) K1 KN

NI (A)+ KU (A) KU KU K1

ITpumeuanue: KN- uncynun kopotkoro aeiictsus (akrpanua); HIIX- uncynun cpenneit
MPOJIOKUTENIbHOCTU ACHCTBUS; A- aHAJIOTH MHCYJIMHA KOPOTKOTO JEHCTBUS: XyMaJor, aciapr.
NJ1J1- 6e3nrKOBBIC aHAIOTOBBIC HHCYJIUHBI ITUTEILHOTO NEHCTBUS

4. Tlpemapatbl BbIOOpA:

Pexomenyercs HCIIONIb30BaHUE HHCYIIMHA YabTpakopoTkoro neiicreus (MYKJ]) u
uncynunHa cpeanero aevcteust (MCB/]) y mauunentoB ¢ CII1 st cHM>keHHsI pucka
runoriukemud (Tabm. 4.2.1).

Pexomenayercs ucnonap30BaHne HHCYIWHA AyuTensHoro aeiictus (UJ) n
nHcynuHa ceepxuTenbHoro nevictsus (MCM) nns camxenust yposas HbAlc u
pHUCKa rurnoryiimkemMun (Tabi. 6).

5. Wrasl njg AHLEKINIA

PGKOMGH,Z[YGTC}I HUCIIOJB30BAaTh UIJIbI Z[HHHOﬁ He 0oJiee 6 MM AJI1 MUHUMH3allu pUCKa
BHYTPHUMBIIICYHOI'O BBCACHU .

He pekoMenayercst npuMeHeHEe UHCYJIUHOBBIX LIMPUIIEB Y AeTel Mitajiie 6 JeT u3-
3a BBICOKOT'O PHCKA BHYTPUMBIIIECYHBIX HHBEKLIUH.

Pexomenyercst OMHOKpaTHOE NCIIOIB30BAHUE UIJT JIsl 00ecTiedyeHNs MHPEKITMOHHON
0€30MaCHOCTH U MPOPHUIAKTHKH JTUTOAUCTPOPUIA.

6. IlpopuaakTuka TUNOAUCTPOPUH:

Pexomenpayercs perymnsipHo (He pexxe 1 pa3a B 6 Mecs1eB) TPOBOJUTH BU3YyaJIbHBIN
OCMOTp U NaJIbIAIUI0 MECT MHBEKIIUH, a TAK)KE OLIEHUBATh HABBIKA WHBEKIIHI
WHCYJIMHA.
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PexomMeHtyeTcst MEHATh MECTO BBEICHHS PU KaXKI0H WHBEKINH, HCIIOIb30BaTh
Oounpire 00acTu 171 BBEACHHS MHCYJIMHA JJIS TIPEIOTBPAIIEeHUsT 00pa3oBaHMs
JTUTIOTUCTPOdUH.

He pexomeHnayeTcst BBOAUTH HHCYJIMH B 00JIACTh JTUMOAUCTPODUH JIIS
MpeynpexACHNs HapyLIeHHs BCAChIBAHUS MHCYJUHA U BapUaOETbHOCTH TJIMKEMUH.

PexomMenayemasi cyrouHasi noTpedHOCTH B YyesaoBedyeckoMm uHcyauHe npu CI0 1 tuna (E/kr
HaeaJIbHOI Macchl TeJa)

MenoBblid JlexommeHcamnust
IIpenyoep-
nepuos a1 IIy6eprar | B3pociabie ¢ KeTo-
auadera AIM1030M
CyTrounasi
NoTPeOHOCTH 0,5-0,6 0,6-1,0 1,0-2,0 0,6-0,8 1,0-15
B HHCYJIUHE

4.4. IlomnoBasi HHCYJIMHOTEPANUSI

[TomnoBast uncynunorepanus uinn HITMU — coBpeMeHHbI METOT THCYJTMHOTEPATUH, TO3BOIS IO
JydIlle BCEr0 IMUTUPOBATh (hruznosiornueckuit npoduis nacynuHemuu. B pexume HITMU uncynun
BBOJIUTCSl TOJIKOKHO, HETPEPHIBHO IMyTEM INPEABAPUTEIHHO 3alpOrpaMMHUpPOBAHHON Oa3anbHOM
CKOPOCTH M BBEJIEHHEM OTJIENbHBIX OOJIOCOB HAa IMPHEMbl MUIIM U B ClIydyae TUIEPIIMKEMHUMU.
https://www.ispad.org/page/ISPADGuidelines2022

PexomenayeTcsi npuMeHeHNe HHCYJIMHOBBIX oM y nanueHToB ¢ CJ/I1 He3aBUCHMMO OT
BO3PAacTa ¢ HeJbl0 YJIYy4llleHUs MoKa3aTeieil ININKeMUYeCKOro KOHTPOJIs

[Tpumenenne HITMU criocoOcTBYeT 3¢ (heKTHBHOMY 1 6€30MTaCHOMY JTOCTHKEHHUIO 1IEJIEBOTO
ypoBass HbAlc, CHIWKEHHIO YacTOThl THUIOITIMKEMHH, CHUXKCHHE BapuadeTbHOCTH
raukeMun. Vcnosnbp3oBaHUE JIOMONHUTENBHBIX (YHKIMH M BO3MOMKHOCTEH, TakuX Kak
aBTOMAaTHUYECKHI KanbKyysITop Ooiroca, BpeMeHHas Oa3aibHas CKOPOCTb M CUMTBHIBAHHUE
JAHHBIX C HHCYJIMHOBOM MOMIIBI, CIIOCOOCTBYET JIyUIINM ITOKa3aTessaM riukeMun. [Ipu stom
HanOonbel >pPEeKTUBHOCTHIO B OTHOIICHWU CHMXeHUs ypoBHI HbAlc Ge3 yuwameHus
AMU30/10B TunornukeMuu Hag MU 1 TpaauLinOHHBIM CAMOKOHTPOJIEM 00J1a/1aeT HOMITOBAsI
uHCynuHoTepanus, nonoiaHeHHas HMI. Kpome Toro, B Hacrosiiee BpeMsl CyIIECTBYIOT
MHCYJIMHOBBIC TIOMITBI C (PYHKIMEH MpeKkpamieHus (B TOM YUCIIe MPEIUKTHBHOIO) MOAauu
UHCYJIMHAa B CJly4ae THUIOINIMKEMUHU, CIIOCOOCTBYIOIIME COKPYIICHMIO  YacTOTHI,
IIPOAOJDKUTEIBHOCTH U BBIPAKEHHOCTU AMHU3010B THNOIIIMKeMHUN. ClenyeT OTMETUTh, YTO
HIINU siBrisieTcst anbTepHATHBHBIM METOJIOM BBEACHUS MHCYJIHMHA U TPU HEOOXOIUMOCTH
(HainMuue NTpPOTUBOINOKA3aHUN, OTCYTCTBUM BO3MOKHOCTHU U JIp.) HHCYJIMHOTEPAIHS MOXKET
NpoBOAUTHCS B pesxkume M.

IIpumeHeHne MOMIIOBOM MHCYJIMHOTEPANIUU MOMKeT ObITh PACCMOTPEHO Y MAIUEHTOB MPHU:

e HbALC BbIllIc HHANBHYATBHOTO I[EJIEBOTO MTOKa3aTess Ha (PoHE HHTEHCHUITUPOBAHHOM

MHCYJIMHOTEPAIINH;

e Tspxenblie runorinukeMu (>1 pa3a 3a mocinegHuM roja), B TOM YKCIIE BCJIEICTBUE CHHKEHHOU

YYBCTBUTCIIBHOCTU K I'MITIOTITIMKEMUSAM;

e YacTeie SNIM3051 JISTKON THIIOTIINKEMUH;
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¢ Bricokas BapnaOenbHOCTh MIMKEMUH He3aBUCUMO OT ypoBHsS HbAlc;

BripakeHHBII PEHOMEH «yTPEHHEH 3apn»;
Hanuune MUKpOCOCYAMCTHIX OCTIOKHEHUHN WU (PAaKTOPOB PUCKA UX PA3BUTHS;

HeobxoammocTh BBEZICHUST MaJIBIX 103 UHCYJINHA;
3HAYUTEIBHOE CHIKEHUE KAYeCTBA )KU3HU B CBA3U C HEOOXOAUMOCTBIO/ OOSI3HBIO UHBEKIUI
WHCYJIMHA.

He pexomenayercsi nmpuUMeHeHHMe MHCYJIHMHOBBIX mnomn y mnamueHtoB ¢ CJI1 mnpm
HeI0CTATOYHOM YPOBHe 3HAHUIT/KOHTPOJIe CAa, HE0CTATOYHOM
dpdexTuBHOCTH/Oe30nacHOCTH M npuBep:keHHocTHn HIIMU, yTro MokKeT mpHBecTH K
PA3BUTHIO YIPOKAIOIINX JIsl 5KM3HH COCTOSIHMI, 2 MMEHHO - ocTporo JIKA.

IIpoBenenne NOMIOBOI HHCYJMHOTEPANUH HeLeJIecCO00Pa3HO B CJIeIYIOIIUX YCIOBUIX:

* Orka3 nanyeHTa u/uin 3aKoHHOTro npenctasurens ot HITUU;

e OtcyTcTBHE BO3MOKHOCTH/CIIOCOOHOCTH TMAaIllMEHTa WM 3aKOHHOTO TMPEACTABUTENS
MIPOBOJIUTH MPOIEAYPHI, CBsI3aHHBIC ¢ KOHTposieM CJl u HHCYTMHOBOM oMo ™ ** Brirovast:
peryJsipHbIi CaMOKOHTPOJIb TJIIOKO3bI, OIIEHKY YTIJEBOAOB MHIIHM, BBEICHUE HWHCYJIHMHA,
peryJsipHyto 3aMeHy HH(Y31OHHOT0 Habopa u JIp.;

* Hanuyne ncuxoconuaibHBIX TPOOJIEM B CEMbE MAIMEHTa, PEMATCTBYIONIHE 00yUSHUIO WU
CIOCOOHBIE TPHUBECTH K HEaJaeKBaTHOMY OOpamieHUuI0 C MpudopoM, B TOM YHCIE
HApPKOTHYECKAsl 3aBUCUMOCTH M aJIKOTOJIH3M;

* HenocTmwkeHne WHIUBHIYATbHBIX IEJIEBBIX IMOKA3aTeICH TIMKEMHUECKOTO KOHTPOJIS H/HITN
orcytcTBue 3Hauumoro (6onee 0,5%) cHmkenus yposHs HbAlc B TeueHue omHOro roma
MOCJIe MHUITMAIIMH TOMIIOBON MHCYJIMHOTEPAINY;

*  VYyamenwue 5mu30,10B JIKA u Tsoxeno runoriaukemun Ha pone HITUU;

e HMuauBuayanbHas moxas nepeHocuMoctb HITMU: BbipaxkeHHbIE KOKHBIE PEAKIIMH, YaCThIC
OKKJIFO3UHU I/IHq)yBI/IOHHOI\/'I CUCTCMbI HJIM APYTHUC HCIKCIATCIbHBIC SBJICHUSA, CBA3AHHLIC C
METOJIOM U MPEMSITCTBYIONINE €r0 UCII0Ib30BAHUIO

PexomeHayeTcs IpUMEHSTH HHCYJIMHOBBIE oMIibl y mauueHToB ¢ CJI1 B yci1oBus,
MO3BOJISIIONINX 00eCeYnTh Ha/lJIe:Kalee 00yyeHrue U Ha0 I10/IeHre MalueHTa ¢ HeJabio

3¢ PeKTUBHOIO UCNOJIH30BAHNS JAHHOI0 METO/1A U NMPeJ0TBPAIIEHUs] OCTPBIX 0CJI0KHEHUI
MOMIIOBO¥ MHCYJIHMHOTEPANTUMN

IIpumeHeHne MOMIOBOI MHCYJMHOTEPANUU 1eJeCO00Pa3HO NMPH COOJIIOAECHUM CJIEeAYIOIINX
YCJIOBHM:

e Ilepen mepeBomom mammenta Ha HIIMM HeoOxomuma KOHCYJIbTAIlUs CIEIUAATUCTA JUIS
0OCYXJICHUSI OCHOBHBIX aCMEKTOB MOMIIOBOM WHCYJIWHOTEpANNH M TOTOBHOCTH TAIMEHTA,
BBIOOPA MHCYJIMHOBOM ITOMIIHI;

o [lanmeHnt obOnamaeT JAOCTATOYHBIMU HABBIKAMH HHTEHCHU(UIIMPOBAHHON HMHCYJIUHOTEpAIUH,
o0ydYeH PHUHIIAIIAM CaMOKOHTPOJIS;

o Jlns apdextuBHOTO M Ge30macHOro ucnonp3oBanus nHumanws HITMN, o6y4yenue nanueHTa
U €ero JanpHeimee HaOJIOAEHUE IODKHO IPOBOAUTHCS B JIEUEOHO-TIPOPHIAKTUYECKUX
VUPESKICHUAX, HUMCIOIIMX B INTaTe HEOOXOMUMBIX KBATU(MHUIIMPOBAHHBIX CIICIIHATHUCTOB
o0J1a1aro1ue JOCTaTOYHBIM OITBITOM M HaBBIKAMHU B TIOMITOBOM MHCYJTMHOTEPAITUH;

o [lepmonuyeckoe cuuThiBaHWE WHGOpPMAKUKA C  HWHCYJIMHOBBIX IOMI, C  LEJbIO
CTPYKTYPHUPOBAHHOTO IPEICTABIICHUS 1 aHAJIN32 ITOJTyYCHHBIX JTAHHBIX
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Pexomenayercs HCNOJIb30BaHHE KAJBKYJIATOPOB 0oJroca y nanuenToB ¢ C/I1 Ha mommnoBoii
HHCYJIMHOTEPANMH C HeJbI0 T0CTHKEHHU JYYIIHNX M0KAa3aTeJ el INIMKeMI4eCKOro KOHTPOJIst

* [IpumMeHeHME KaIbKyJIATOPOB O0JII0CA IOMOTAET ONPEAEIUTh HEOOXOIUMBIE J103bl HHCYJIMHA
Ha €1y ¥ KOPPEKLHIO TIIMKEMHUU U CBSI3aHO C YJIyYIICHHEM MTOKA3aTeleH NINKEMUYECKOTO
KOHTPOJIs, IO3TOMY JIOJZKHO PEKOMEHI0BATHCS K UCIIOJIB30BAHUIO MAl[UEHTAaMU
[TomnoBas nncyauHotepanus (HIIUMN) nns nanuentos ¢ CJ 1

O01mme MoJI0KeHus

o Ilomnogas uncymuaorepanus (HITMN) umutupyer ¢puznonornyeckuii mpopuinb
HUHCYJIMHCMUMU.

e B pexume HITMU uHCyNIMH BBOAUTCS MOAKOXKHO HEMPEPHIBHO C TTOMOIIBIO
MpOrpaMMHUpPyeMOil 6a3albHOM CKOPOCTH U OTAEIBHBIX OOJTIOCOB HA MPUEM IUIIU U IIPH
TUNEPIIINKEMUU.

o PexomeHnyeTcsi IpUMEHEHHE NHCYJIMHOBBIX oM y nanuenToB ¢ C/[1 He3aBucuMoO ot
BO3pacTa Jyisl yIyqIlleHus oKa3aTesel ITIMKeMUYECKOT0 KOHTPOJIS.

IMpenmymecrsa HITUU

e DddexTuBHOE TOCTIKEHUE LIeneBoro ypoBHs HbAlc.

e CHMXEHHE YaCTOTHI TMIOTTIMKEMUU U BapHaOeIbHOCTH TJIMKEMUU.

e JlononHuUTENbHBIE PYHKINH (ABTOMAaTHUECKUI KAJBKYJIATOp O0It0ca, BpeMEeHHas 6a3aibHast
CKOPOCTb, CYUTHIBAHNE JAHHBIX C TIOMIIBI) YIIYYIIAIOT OKA3aTeIH IITUKEMHH.

e HIINU B coueTanuu ¢ HeMpepbIBHBIM MOHUTOPUHTOM Tt0K03bl (HMI') nemoncTpupyer
BBICOKYIO0 3(hPeKTUBHOCTH B CHIDKeHHUH YpoBHSI HbA 1¢ Ge3 yJarmienus 3130108
TUITOTIIMKEMHH.

e CoBpeMeHHbIE TOMIIBI MOTYT MpEKpaIlaTh nojady HHCYJIUHA NPU TUIIOTIMKEMUH, YTO
CHIDKAET YacTOTY, MPOAODKUTEILHOCTh U BEIPQXKEHHOCTH 3ITNU30/10B TUIIOTJIMKEMUH.

IToka3anua aiasa HITMN

[IpumeHeHne MOMNOBON MHCYJIMHOTEPAIUN MOKET OBITH PACCMOTPEHO Y MALIMEHTOB MPU HATUYUHU
CHEAYIOLIUX YCIOBUM:

o HbAlc Bbllle THAUBUAYAIBHOTO LIEIEBOTO MOKa3aTelNs Ha (POHE HHTEHCUUIIMPOBAHHOM
WHCYJIMHOTEpaIuu.

e Tsoxensble runornukemMur (>1 pasza 3a nmocieIHu roja), B TOM YHUCIIE U3-3a CHUKEHHOU
YYBCTBUTEIBHOCTH K TMIIOTIIMKEMHUSIM.

e YacTele 3113016l JETKON TUITOTIMKEMUU.

o Bricokas BapuaOeapHOCTh TIIMKEMUU HE3aBUCUMO OT ypoBHs HbA lc.

o BripaxeHHsblil heHOMEH «yTpeHHEH 3apu».

e Hanuune MUKpPOCOCYIHUCTBIX OCIOKHEHUH WK (PaKTOPOB PUCKA X PA3BUTHSL.

o Heo0xoauMocTh BBEACHUS MAJIBIX /103 MHCYJIMHA.

e 3HAYUTETHHOE CHUKEHHE KauecTBa )KU3HU U3-3a HEOOXOAMMOCTH HIIM OO0S3HU WHBEKLIUN
UHCYJINHA.

AMOyJ1aTOpHOE Ha0JII0/1IeHue.

* Pekomennyercs HCIOJIb30BaHHE aMOYJIaATOPHOTO TIMKEMHYECKOTO TPOPHUIIS U
CTaHAAPTU3UPOBAHHBIX NTOKA3aTeNIel TP HENPEPHIBHOM MOHUTOPHUPOBAHUU TIIFOKO3bI
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(HMT'), BxitrO4ast Bpemsi B uana3oHax TIIFOKO3bI (BpeMsl B IIEJICBOM JIHAIa30HE, BPEMsI B
BBIIIIE 1I€JIEBOTO JIMaIa30Ha, BpeMsl HIKE LIeJIeBOro quana3ona) y mamueHTos ¢ CJI 1 ans
OIICHKH CTETICHU JTOCTHXKCHHS TEJIEBOTO TIIMKEMHYECKOTO KOHTPOJIS C IENTbI0 O€301acHOi
Tepanuu, 00ecrneYnBaronel MPoGUIAKTUKY WIH 3aMeJJICHUE TTPOTPEeCCUPOBAHUS
ocnoxxHeHnui CJI (knmacc/mkana pexkomenaanuu 3C).
https://www.ispad.org/page/ISPADGuidelines2022

4.5. TepaneBTHYecKOe 00y4eHHe

OOyueHue sSBISIETCSI HEOThEMJIEMOH YacThI0 KOMITJIEKCA TEPANIEBTUUECKUX MEPOTIPUSITHI MPH
C 1 u 1o/mKHO MPOIOIDKATHCS Ha BceM IpoTsikeHun 3aboneanus. Jleuenue CJI 1
00s13aTeIbHO BKITIOUAET 00YYCHHE CAMOKOHTPOJIIO TJIMKEMUHU, TIPUHITUIIAM yTIPABIICHHS
3a0osieBaHrEeM (BKJIIOYAs aIalTAIUIO 03 UHCYIINHA).

Pexomenayercs npoBeaeHne oOyvaronumx MmeponpusaTuii co Bcemu naruentamu ¢ C/[ 1 ot
MOMEHTA BBISIBJICHHS 3a00JI€BaHMsI U HA BCEM €T0 MPOTSHKEHUHU He pexke 1 paza B 3 rona B
LEJISIX TIOBBILIEHUS OCBEJOMIICHHOCTH MAlIMEHTOB U YJIYUIICHUS pacliO3HaABAHUS
TUMOTIMKEMHUH, CHU)KEHUS PUCKOB Pa3BUTHSI TSXKEJION TUIIOTIIMKEMUH, TSl TOCTHKEHUS
LIEJIEBBIX MMOKa3aTeNe IITMKEeMUYECKOTr0 KOHTPOJIS U YJIYUILIEHUSI CAMOCTOSITEILHOTO
yIpaBieHus 3a001eBaHUEM (Ka1acc/uKana pekomenoayuu 1B).

BaxxHocTh 00y4eHus1

OO0yueHue sBJISIETCSI HEOOXOIUMBIM JIEMEHTOM yCIenTHoro JieueHus u koutposst CII1, kotopoe
JOJHKHO OBITH HOCTYIHO 1Tt Beex aeredd ¢ CII1 u ux poguteneir. OHO moMoOraeT JOCTUTATh U
MO/IEP>KUBATH LEIEBON TTIMKEMUYECKUN KOHTPOJIb, a TAK)KE MICUXOCOLMATIbHBIE 1ENIH JICUECHUSI.

Opranusanus " Hlkou 1y nanueHToB ¢ caxapHbIM JuadeTrom'

Heab: Perynsproe oOyuenue aereii ¢ CII1 u ux pogureneii c MOMEHTa TUATHOCTUKU U HA
BCEM IPOTSKEHUH 3a00JI€BAHMUS.

3agauu: ObecrieyeHne 1eJIeBOro NIMKEMHUYECKOT0 KOHTPOJIS, MOTHBAIIHS, OOHOBJICHHE
3HAHUU U a/ianTanus K HOBbIM TePareBTUYECKUM IIeNIIM U TEXHOJIOTHSIM.

®opmatsel: MHauBHyaIbHBIEC U TPYIIIIOBBIC 3aHATHUS.

Ananranus o0y4eHust

Konkpern3amusa: O0yyeHne T0KHO ObITh KOHKPETU3UPOBAHO B COOTBETCTBHH C
aKTyaJbHBIM COCTOSIHUEM ITAI[EHTa, €ro BO3pacToM, JIuTeabHOCThI0 CJl, 00pa3oM KU3HH U
CIIOCOOHOCTBIO K 00YUEHHUIO.

HenpepsbiBHocTh: O0y4eHNE TOKHO OBITh HEMIPEPBIBHBIM, C IEPBUYHBIMU U IIOBTOPHBIMH
UKJIAMU OJid MOAACP)KAHUA YPOBHA 3HAHUM U MOTHUBAIIUH.

CTpyKTypupOBaHHbIE IPOrPAMMBI

IIporpammei: CrienuanbHO pa3pabOTaHHBIE CTPYKTYPUPOBAHHBIE IPOTPAMMBI,
a/IpeCOBAHHbBIE KOHKPETHOMY IAIIUEHTY:

o CJI1 Ha pexxuMe MHOTOKPAaTHBIX HHBbEKIIUNA nHCyuHa (MUN).

o CJ/I1 Ha NOMIIOBOM MHCYJIMHOTEPAIIHH.
Coaepsxanue: [IporpaMMbl TOJKHBI COOTBETCTBOBATh MPUHATHIM CTaHAAPTaM TUArHOCTUKU
u neuenust CI, ObITh MPAKTUYECKUMH U JTIOCTYITHBIMH ISl BOCTIPHSTHS.

Oos3aTesbHbIE pa3aesibl 00y4aromUX NPOrpaMm
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1. O6mme cBenenusi o CJI:

o OcHOBHbIE IOHATHUSA U MeXaHU3MbI pazButus CJ11.

o BaxHOCTh CaMOKOHTPOJISI U COOJTIOICHNS] PEKOMEHIalMiA Bpayva.
2. WHcyauHoTepanus:

o PaznuuHble BUABI UHCYJIMHA U PEKUMBI €70 BBEICHUS.

o TexHHKa UHBEKIMI U UCTIOIH30BAHNE UHCYJTMHOBBIX TOMII.

o Pacder 103 nHCyIMHA B 3aBUCUMOCTH OT MpYE€Ma MUY U YPOBHS TTHOKO3BI.
3. IIurTanue:

o OcHOBBI cOaTaHCHPOBAHHOTO MTUTAHUS.

o Pacuer yrieBo/oB U UX BIUSIHUE HA YPOBEHb IJTIOKO3BI.

o IlmanupoBaHue nUTaHUA JJIs1 IPEIOTBPALLICHHS TUIIO- U TUIIEPTINKEMUH.
4. CaMOKOHTPOJIb INIMKEMHH:

o MerTtobl M YaCTOTa U3MEPEHUS YPOBHS TJIFOKO3BI.

o Hcnonb3oBanue rirokoMerpoB u cucrem HMI'.

o Benenue THEBHUKOB CAaMOKOHTPOJIS.
5. dusnyeckass aAKTUBHOCTD:

o Buusane pusznuecknx Harpy30K Ha YPOBEHB TJIFOKO3HI.

o IlnmanupoBaHue GU3MUECKON AKTUBHOCTU U KOPPEKIUS MHCYITHMHOTEPAITHH.
6. I'mmorimkemmus:

o Ilpu3Haku U CUMITOMBI TUTIOTJIUKEMHUH.

o Meronpl KynupoBaHUs U TPO(PHITAKTUKYA TUTTOTITUKEMHIH.

o /lelicTBusa npyu BOBHUKHOBEHUU TUITOTIMKEMUHU.

IpuHIMOBI MeIArOTUKH

o IIpakTuHyeckas HanpaBJaeHHOCTb: O0y4eHUE TOKHO ObITh MAKCUMAIILHO IPAKTUYECKUM U
OpPUEHTUPOBAaHHBIM Ha pealbHOE NPUMEHECHUE 3HAHUM.

e JlocTynmHOCTh: MatepHa J10JKeH OBITh TOCTYIHBIM U TIOHSATHBIM JUISI BOCTIPUSATHS KaK
JETbMH, TaK U UX POJUTEIISIMHU.

e HHTepakTHMBHOCTB: VCrI0/Ib30BaHNE HHTEPAKTUBHBIX METOOB O0YUYCHHS JUIsl TOBBIIICHUS
BOBJICUEHHOCTH U MOTHBALIMH MAIIUEHTOB U UX POJUTEIICH.

Opranu3zaiys CUCTEMaTHYECKOTO B CTPYKTYpHpoBaHHOTO 00ydenust 1yist nereit ¢ CJ1 u ux
poIuTeNel UrpaeT KIYeBYIO POJIb B YCIIEITHOM KOHTpOJIE 3a00JIeBaHUS U TIOBBIIIIEHUH KauyecTBa
YKU3HU MaIlUEHTOB.

CopepxaHue U nojada CTpPyKTYpPHUPOBaHHBIX POrpaMM HYKIAETCS B PETYJIIPHOM IEPECMOTPE,
YTOOBI COOTBETCTBOBATH MOTpeOHOCTAM manueHToB ¢ CJI1, cioxkuBiieiicss MpakTUKE U Y4ecTb
M3MEHEHUs B ToAXo/e K KOHTpoto CJl ¥ TEXHOJIOTUsIX.

Pexomenayercsa mnposeneHue oOyuyeHus mnamueHToB ¢ CJ/I1 kBaauduuupoBaHHBIMH
CHeNUAJNCTAMU (CIeNUATbHO MOATOTOBJEHHBIMU MEIUIMHCKUMHU Pa0OTHHKAMHU: BPavoM-
JAEeTCKUM HAOKPHHOJOIOM MJIM MEJULIMHCKOH CeCTPO) € HeJIbI0 YJIyYIlIeHUsl U MOJAepP:KaHus
noxKasarteJieil rNIMKeMH4eCKOro KOHTPOJIS.
o [Ipu HanMM4MK BO3MOKHOCTH KEJATEIBHO Y4acTHe B 00yUYEeHUN METUITMTHCKOTO MICUXO0JI0Ta U
Bpaya-IHueToora.
IToBTOpHOE O0yUEeHUE

1. Ilostopnsie 3nu30ab1 KA n runepriiukemun:

o Oo0yuenue B «llIkoJse 1J1s1 MaMEHTOB ¢ caxapHbIM AnadeToM»: Pexomenayercs
IIPOBOJIUTH TIOBTOPHOE 00yYEHHUE y MALUEHTOB C YaCTBIMU 3MHU30JaMH
runieprivkemun uinu JIKA.
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o eab o0yuenus: [IpenoTBpamienne ocTpbix ocinoxuennit CJ1, yiaydieHne KOHTPOIIst
34 IUTAHUCM.

IIpakTHYeckoe NPUMEHEHHEe
1. MupuBuayajibHbIC KOHCY/IbTALIUHN:

(o} Per.H}IpHBIe KOHCYJIbTalUU C AUCTOJIOTaMH U SHAOKPUHOJOIraMU IJId agalTallunu
AUCTOTCPAIINU.

2. Benenue THeBHHUKOB MUTAHHUA:

(o} cDI/IKCaI_[I/IfI JaHHBIX O HOTpe6J'I$IeMBIX YIII€BOJax, 103aX MHCYJIMHA U ITOKA3aTCIIAX
TIIMKCMUU.

3. OOparHas cBfI3b M AHAJIN3 TAHHBIX:

o PerymsipHoe cunThIBaHUE U aHAU3 JAHHBIX C UCTIOIB30BAHUEM
CTIEIUATM3UPOBAHHOTO MTPOTPAMMHOTO 00eCTIeUeHUsI.

D¢ dexTuBHAS TUETOTEpANsl U TPAMOTHOE YIIPABICHUE TUTAHUEM UTPAIOT KIIIOUEBYIO POJIb B
JOCTUIXXCHUU CTaOMIILHOIO TJIMKEMHUYECKOTO KOHTPOJIA, YIYUHICHUN Ka4YCCTBA ) KU3HU U CHUIKCHUU
pHUCKa OCIIOKHEHUH y nerei u noxpoctkos ¢ CI1.

4.6. IlcuxocounanbHas MojAAep:KKa 001bHBIX cAXapHbIM AuadeToM 1 THHA

* Ilpu C/] ncuxocouuansHyto noanepxkky (I1I1) cnenyer Bkirodars B TEparieBTUUECKUI
IIPOIIECC, €€ LEIIBIO SBISIETCS COXPAaHEHNE U MTOBBILIEHUE IICUX0JI0IHYECKOr0 O1aromnorydns
MAIMEHTOB, IPEAYIPEkKACHUE UX TICUXOJIOTUIECKON MHBATIMIN3AIUH, YITyUIlIeHUEe KauecTBa
KU3HHM, a TakKe rmoBbieHue 3¢ dextuBHoctu Tepamuu CJI.

* JKemarenbHo nepuoandeckoe npenoctasienue 111 Bcem manmentam ¢ CJ, B psiae ciydaeB
TpedyeTcst ocoboe BHIUMaHKE U 00s3aTenbHOe okazanue [111:

*  KaJIOOBI MAIMEHTA Ha HEOJIAroMoTyyre TICUX0JIOTHYECKOT0 XapaKkTepa, CHIDKCHUE KauyeCcTBa
JKU3HU,

*  HaJWYHE COCTOSHUS MCUXOJIOTHYECKOTO aucTpecca, ooycnosienHoro CJI, B T.4.
CyOBEKTUBHBIX ONIYIEHUH YCTAIIOCTH OT 3a00JI€BaHUS U BBHITTOTHEHHUS HEOOXOIMMBIX
JIEUCTBUI 10 €r0 KOHTPOJIIO U JIEYEHUIO;

*  HM3Kas MPUBEPKEHHOCTH JICUYEHUIO, B T.4. IPyOble HAPYIICHUS PEKUMa MUTaHUS, TpUEMa
MEIUKaMEHTOB M CAMOKOHTPOJISI TTIUKEMUH;

*  [pHU3HAKH BBIPAKEHHOM TPEBOTU W/WIIU ICTIPECCHH;

*  MPU3HAKH IICHXUYECKUX PACCTPONCTB;

*  BBIP@KCHHBIC MPU3HAKH KOTHUTHBHOTO CHUKCHHS.

e IIII BkIOYaAET B cedsi:

° ,Z[I/IaFHOCTI/IKy pa3.HI/I‘-IHBIX ACIICKTOB IICUXOJIOTNYECKOI'O 6J1arononyq1/1${ IIanMCHTOB,

* OKa3aHWE MM HEOOXOJIUMOM ITOMOIIY B 3aBUCUMOCTH OT CIIEIU(DHUKH BBISBICHHBIX MPOOJIEM.

*  OineHka IICUX0JIOTHYECKOI0 craTryca Heo0XoaMMa B CJIeAyIIUX KINHUICCKUX
CUTyanusx:

e 1eOroT 3a001eBaHu;
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Ne
1

2

MOSIBJICHUE WM 3HAUUTENIBHOE IporpeccupoBanue ocioxHeHn CJ1;

n3MeHeHue TepaneBTuyeckoro pexxuma (rneperoj ¢ IICCII na uncynus, nepeBo ¢
MHBEKIIMOHHOTO CII0c00a BBE/ICHUSI MHCYJIMHA HAa HEMPEPHIBHYIO MOAKOXKHYIO HH(PY3HUIO
MHCYJIMHA (IIOMITOBYIO TE€PAIHIO).

B 3aBucuMocTH OT cien(pUKU MCUXO0JOTHYECKUX U COIUATBHBIX MPO0JIeM B OKa3aHUM
IIIT yyacTBYIOT pasHble CHENHATHCTDI:

Bpauu 3HIOKPUHOIOTH — IPU HATMYUUA HU3KOH MTPUBEPIKEHHOCTH JICYEHUIO, 00YCIOBICHHOTO
3a00JI€BaHUEM JIUCTPECCA, YMEPEHHO MOBBIIIEHHOW TPEBOTH;

Bpauu ncuxuarpsl/ncuxoTepaneBThl — MPU HAIMYUN TPU3HAKOB IICUXHUYECKUX PACCTPOHCTB,
B T.4. KIMHUYECKH 3HAYUMOM TPEBOTU U JCIPECCUH, PACCTPONCTBA IUIIEBOIO TOBEACHHU,
BBIPA)KCHHBIX KOTHUTUBHBIX HAPYILICHU;

Bpauu ncuxorepaneBThl/IICUXOJIOTH — MPU HAJTMYUHU MPU3HAKOB MICUXOCOIATEHON
Jie3alanTallii, YMEPEHHO BbIPaKEHHBIX COCTOSIHUN TPEBOTU U/MUIIH JETPECCUH,
00yCJIOBJICHHOT0 3a00JIeBAaHHEM JAUCTPECCa, HU3KOH MPUBEPKEHHOCTH JICUYCHUIO U IPYTHX
IICUXOJIOTUYECKUX NTPOOJIEM, B T.4U. TE€X, O KOTOPBIX COOOIIAET CaM MaIUEHT.

Oxasanue I1II Bkiarouyaer B cedst Tak:ke padoty ¢ cembeil manuenta ¢ CJI (ITII umeer
0c00YI0 BaKHOCThb, €CJIM MALMEHTOM SIBJISIETCS] Pe0eHOK):

OLIEHKA IICUXOJIOTHYECKOT0 COCTOSHUS YJIEHOB CEMbH M OKa3aHUE UM 110 HEOOXOIUMOCTH
TICUXOJIOTHYECKOM TTOMOIIIN;

OLIEHKA CEMEHHBIX 10 XapaKTepy aCHeKTOB, CIOCOOHBIX MOBJIMATH HA ICUXOCOLMATIBHOE
6narononyune nauueHToB ¢ CJI (BHyTpuCeMEHHBIX OTHOIIEHUH 1 KOH(IINKTOB, MOIICPIKKH
HAIMEeHTa CO CTOPOHBI YIEHOB CEMbH);

OIICHKA TpeAcTaBieHUi uwieHOB cemMbr 0 CJ| u hopMupoBaHKEe y HUX MPABHIBHOTO

IIOHMMaHHUs cBoel posit Bo BHyTpucemeHo I1I1 maunenrta ¢ C/I.
https://doi.org/10.1111/pedi.13428

4.7. NIOKA3AHUA JJIAA T'OCHHUTAJIN3ALIMU C YKASAHUEM THUIIA
I'OCIIMTAIM3AIINHU

Iloxa3zanus aJ1s1 NJIAHOBOM rOCIUTAJIH3AIUHN

COCTOSIHME JIEKOMIIEHCAIMH YIJIEBOJAHOIO 00MEeHa, He KOPPEKTUpyeMoe B aMOyJIaTOPHBIX
YCIIOBHSIX;

4acCTO IMOBTOPAIOIIHUECA TMIIOTJTIMKEMHU B TCUCHHUE MECsla U 60)'[66;

IIPOTrpecCupOBaHUE HEBPOJIOTUYECKUX M COCYAUCTHIX (PETHHOMATHS, HeQpormaTus)
ocnoxxHenuit CJ] 1 tuma, cCHHIAPOM THAa0ETUYECKON CTOIIBI;

o6epemennbie ¢ C/] 1 tuma, C]l BRIABICHHBIN BO BpeMsi OEPEMEHHOCTH.

IMoka3anus NI IKCTPEHHON rOCIUTAIU3ALMH:
KOMBI - TUIIOTJIMKEMHYeCKasl, KEeTOAIIMJOTHICCKast
Kpurepun oneHku KayecTBa MeIUIUHCKONW TOMOIIH

Kpurtepun xauecrsa OuneHka BbINOJTHEHHUS
JlocTrkeHne 1eNeBbIX YPOBHE TITUKEMHUU Ha/Her
Joctuxenue nenaesoro yposas HbAL1C Ha/Het
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YPOBeHb yﬁeHI/ITeHbHOCTI/I peKOMeHHalII/Iﬁ OIlEHKH Ka4yecTBa MeIUIMHCKOM MOMOIIIH

No Kpurepun kavyecTBa YpoBeHb yOoeauTeIbHOCTH
peKoMeHaanuin

1 JlocTrkeHue 1e1eBbIX YPOBHE TTTUKEMUU Al

2 Joctuxenue neiaesoro ypous HbAL1C Al
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1. OcHoBHasi yacTh

1.1. Beenenne

B Pecniybnuke Y30ekucTaH peryaspHO HaOMIOJaeTCsl POCT SHIOKPHHHBIX 3a00JICBaHUI U HX
«oMmoJokeHuey. V3BecTHo, UTo caxapHblii [uaber u aApyrue 3a00jJeBaHUS HIOKPUHHON CHCTEMBI
HOCSIT XPOHMYECKUH XapakTep U MPUBOIAT K TSKEIBIM OCJIOKHEHHSAM. PaHHee BbIsBICHHUE
OCJIO)KHEHUI SHAOKPUHHBIX 3a00JIeBaHUM, TpaBUIbHAs AUATHOCTHKA U JieueHUEe OONbHBIX, a TaKXKe
MPOQUIAKTHKA OCJIOXHEHUN MPUBEAET K CHIKEHHUIO MHBAJIMIHOCTH, BBI3BAHHOW OCIOXHEHHUSIMU
SHIOKPUHHBIX 3a00JIEBaHU, U YBEITMYCHHUIO MTPOIOJKUTEIBHOCTH KaYE€CTBEHHOM KU3HU OOJbHBIX

1.2. Onpenenenue

Caxapunsiit quabet (CZ) — 370 GoblIas rpymnma cIoXKHBIX METabOIMYECKUX 3a00sIeBaHuil,
KOTOpast XapaKTepu3yeTcss XpPOHUYECKOH TUIepriuKeMueid, 00yCIOBICHHOW HapyIIEHUEM CEKPELUU
WIH JISHCTBHUS WHCYJWHA, WIA COYETAHWEM JITHX HapylleHWid. HapylieHue cekpenuu WHCYJIWHA
W/WIIM CHIDKEHHUE PEaKIMH TKaHEH Ha WHCYIWH B COCTaBE CJIOXHBIX TOPMOHAIBHBIX IMPOIECCOB
MPUBOAT K HAPYIICHUIO BO3/ICHCTBUS MHCYJTMHA Ha TKAHU-MHUIICHHU, YTO, B CBOIO OUY€PE/ib, BEI3BIBACT
HapyIIEHUS YTICBOJHOTO, JXUPOBOTO M OEIKOBOTO OOMEHa. Y OJHOTO M TOTO XK€ MAIlMeHTa MOTYT
OJTHOBPEMEHHO HAOII0AaThCsl HAPYIICHUE CEKPEIIUN MHCYJIMHA U HAPYIICHUE €T0 ICHCTBUSI.

CJl 1 tuna (C/[1) — 3aboneBanne, BOSHUKAIOIIEE B PE3yJIbTaTe ayTOMMMYHHOM JIECTPYKITUU

UHCYJIMHIPOAYIMPYIOMNX D-KJIeTOK MOmKenya04HOW JKele3bl € MOCIEAYIOIUM  pPa3BUTHEM
a0COIOTHON MHCYJTMHOBON HEOCTATOYHOCTH.

https://cdn.ymaws.com/www.ispad.org/resource/resmgr/consensus guidelines 2018 /quidelines
2022/2nd/Ch. 1 - Definition Epidemiol.pdf

Konel mo MKB-10:

E10.2 o [HCY/IHH3aBHCHMEIH CaxapHLIN qHa0eT: ¢ MopakeHHAMH II0UeK

E10.3 o [HCY/IHH3aBHCHMEIH CaXxapHEI JHA0ET: ¢ MOpPaKeHUAMH II1a3;

E10.4 MHCY THH3aBHCHMEIH CaXapHLIN qHa0eT: ¢ HEBPOJIOTHIeCKHMH
OCJIOKHEHHIMH;

E10.5 o IHcynHMH3aBHCHMEIN caXapHEIH qHA0eT: ¢ HApyIMIeHHAMH
nepH(pepHIECKOTO KPOBOOOpAIeH ! ;

E10.6 e lIHCynHMH3aBHCHMEIH caXapHEIH 1Ha0eT: ¢ IPYTHMH YTOYHEHHEIMH
OCJIOKHEHHAMH;

E10.7 e IIHcynHMH2aBHCHMEIHN caXapHEIH JHa0eT: ¢ MHOKeCTBeHHBIMH
OCJIOKHEHHAMH;

F10.8 e IHcynHMH3aBHCHMEIN caXapHEIH 1HabeT: ¢ HeyTOUYHEHHBIMH
OCJIOKHEHHAMH;

E10.9 e IIHcynHMH3aBHCHMEIN caxapHEIL q1HadeT: 0e3 OCIOKHEeHHI

13,7

Jlpyrue yTouHeHHEBIE (GOPMEI caxapHOTO qHa0eTa ¢ MHOKECTBEHHEIMH
OCIIOKHEHHAMH

https://mkb-10.com/index.php?pid=3052

Koapl mo MKbB-11:

5A10

39


https://cdn.ymaws.com/www.ispad.org/resource/resmgr/consensus_guidelines_2018_/guidelines2022/2nd/Ch._1_-_Definition_Epidemiol.pdf
https://cdn.ymaws.com/www.ispad.org/resource/resmgr/consensus_guidelines_2018_/guidelines2022/2nd/Ch._1_-_Definition_Epidemiol.pdf
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Caxapnsiii tuader 1 Tuma

Ccouika: https://icd.who.int/ct/icd11 mms/ru/release

1.3.Kunaccuduxanus
https://cdn.ymaws.com/www.ispad.org/resource/resmar/consensus guidelines 2018 /quidelines

2022/2nd/Ch. 1 - Definition Epidemiol.pdf

Ne Tunsr C/1

/11

1. CAL1:
C. Aymoummynnoii CJ/1 xapaxkrtepusyercs THOENbI0 0€Ta-KIETOK, HAJIHYHEM
ayTOAHTUTEN K OeTa-KjeTKaM, aOCOJIIOTHOM WMHCYJIMHOBOM HEIOCTaTOYHOCTBIO, MOJHOU
WHCYJIMHO3aBUCUMOCTBIO, TSKEIBIM TEUEHUEM C TEHJEHIIMEN K KeTOAllU 103y, acCoIuaIuei
C TeHaMH TJIaBHOrO0 KOMILIEKCa THCTOCOBMecTUMOCTH (fanee — HLA);
D. Houonamuuecxkui C/I1 taxxe npoTekaet ¢ rudebio 0eTa-KJIeTOK U CKIOHHOCTBIO K
KEToalua103y, Ho 06e3 NMpU3HAKOB ayTOMMMYHHOTO Ipoliecca
(cnemupuueckux ayToantuten U accouuanuu ¢ HLA-cucremoit).

2. C tuna 2
XapaKTepU3yeTCs OTHOCUTENbHONW HMHCYJIMHOBON HEJOCTaTOYHOCTBIO C HapyLICHUSIMH
CeKpelMy M JeMCTBHS HHCYJIHMHA: OT Mpeodsiajaroniel HWHCYJIWHOPE3UCTEHTHOCTH C
OTHOCUTEIIbHOW MHCYJIMHOBOW HEJOCTATOYHOCTHIO JI0
MPEUMYIIECTBEHHO CEKPETOpPHOTO JedeKkTa B COYETAHWU WM 0e3 CodeTaHust ¢
MHCYJMHOPE3UCTEHTHOCTHIO.

3. Apyrue cnenuduyeckne Tunsi C/{

BxitouaeT psii HO30JOTMYECKH CaMOCTOSITENBHBIX (opM auadbera (B OCHOBHOM 3TO
HACJIEJICTBEHHbIE CHUHAPOMBI C MOHOT€HHBIM THIIOM HAclIeJJOBaHHs ), OObEAUHEHHBIX B
OTJIeIbHbIE TTOTHIIbI:
A. cenemuueckue oeghpekmol pynkyuu 6ema-Knemox:

xpomocoma 12, HNF1A (MODY3);

xpomocoma 7, GCK (MODY?2);

xpomocoma 20, HNF4A (MODY1);

Xpomocoma 13, HHCYIMHOBBIN poMOTOpHEIH (akrop — IPF-1 (MODY4);

xpomocoma 17, HNF1B (MODYY5);

xpomocoma 2, NEUROD1 (MODY¥6);

MyTanus MutoxonapuansHont [JHK;

xpomocoma 6, KCNJ11 (Kir6.2), ABCCS8 (Sur 1);

HEKOTOpBIE IpyTUe, MPUYUHA KOTOPhIX — MOHOTEHHBIE 1e(DeKThl CUHTE3anHCYJINHA;
G. mumoxonopuanvuvtii ouabem;
H. F'enemuueckue oepexmot deiicmeus uncynuna:

PE3UCTEHTHOCTh K MHCYJUHY TUMa A,

nenpevayHusM (CHHAPoM J{OHOXbIO); CHHIPOM

Pabcona-Menaenxoina; munoarpohudecKuii

nua0erT;

HekoTopele npyrue ¢opmbel CJI, pa3BuBaroniyecs: BCIEICTBUE MYTallMM TeHa
perenTopa UHCYJINHA;

KIIMHUYECKU TPOSIBISIOTCS HAPYIICHUSIMH YTJIEBOJAHOTO OOMEHa OT yMEpPEHHOM
TUTNEPIIIMKEMHIH U THTIEpUHCYIMHEeMuH 10 siBHOTO C/1;

cuHpoM JloHOXbI0 U cuHIpoM Pabcona-Menaenxomnia MaHU(pECTUPYIOT B JETCKOM
BO3pacTe W MPOSBISIOTCS PE3KO BBIPAKCHHON PE3MCTEHTHOCTHIO K WHCYIIHMHY; CHHAPOM
Pomxkepca
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|. 3abonesanusn 3k30KpunHOI HaCMU NOOIHCETYOOUHOIL JHCeNE3bL:

MaHKPEaTHT;

TpaBMa, TAHKPEATIKTOMHSI; HOBOOOPa30BaHUs

MOKETYJOYHOM KeNe3bl;KUCTO3HbIN (hrOpo3

(MyKOBHUCIH/I03); TEMOXPOMATO3;

¢$ubpo-KanbKyIe3Has IaHKPEeaTONaTHs;

HEKOTOpBIE JPyTrHe HO30JIOTUYECKU pa3InyHbIe 3a00JIeBaHuUs, IPU KOTOPBIX HApAIy
CO 3HAYUTENIbHBIMU HapYLICHUSMHU SK30KPUHHON (YHKUIUU TOHKETYIOUHOM >Keye3bl
HaOJII01aeTCsl U HEIOCTaTOYHOCTh CEKPETOPHOH (PYHKIIMHOCTPOBKOBBIX KIIETOK;

J. snooxkpunonamuu:

aKpOMeTalus;

cunapom Kymnnra;

TJIIOKaroHOMa,

(heoxpomMonTOMa,

TUIEPTUPEOD3;

COMAaTOCTaTUHOMA;

aJIbJIOCTEPOMa;

HEKOTOpbIE JpyTrue HHIOKPUHOMATHUH BCIEACTBUE KOHTPUHCYJISIPHOTO JEHCTBHS
BBIJICJIIEMBIX B M30BITOYHOM KOJIMYECTBE TOPMOHOB MOTYT MPHUBOAMTH K MCTOLICHHIO
(YHKIMOHATIBHBIX KOMIIEHCATOPHBIX PE3EPBOB OETA-KIETOK MOKEITYA0YHOM Kee3bl;

K. ouabem, unoyyupoeannwiii Hnekomopvimu neKapcmeeHHbIMU CPEOCHEAMU UNU
Opy2uMu XUMUYECKUMU 6CULECIMBAMU:

BaKop;

HUKOTHUHOBAsI KICIIOTA,

KOPTHUKOCTEPOUIBI AJI1 CUCTEMHOT'O IPUMEHEHUS;

TOPMOHBI IIUTOBUTHOM JKEJIE3HI;

TMA30KCUT;

OeTa-aIpeH00I0KATOPHI;

THa3H]Ibl, (EHUTONH;

uHTepdepoH-abda;

JpyTHe JeKapCTBEHHbIE CPENICTBA;

MEXaHU3Mbl MX JEHCTBHS PA3WYHbL: yXyJIIICHUWE MepudepruuecKkoro AeUCTBUSL
MHCYJIMHA, YCUIIEHHUE UMEIOIIENCs HHCYTMHOPE3UCTEHTHOCTH;

B JIETCKOM BO3pacTe HaubOosblllee 3HaYeHHEe UMEET NMPUMEHEHHE o -MHTepdepoHa,
MOJ BJIMSHHUEM KOTOPOTO MOKET pa3BUThbCS ayToUMMyHHbIH CJ C BbIpakeHHOU
a0COTIOTHON HEAOCTATOYHOCTHIO UHCYJINHA;

J. ungpexyuu:

BpOXJICHHAs KPacHyXa,

IUTOMETATIOBUPYC;

ApYyrue;

HEKOTOpbI€ BUPYCHbIE MH(PEKIIUU MPUBOIAT K THOeNn 6eTa-KIeTOK Cpa3BUTHEM
a0COJIIOTHOM MHCYJIMHOBOM HEIOCTATOYHOCTH;

HEMOCPEACTBEHHOE TOpPaXEHHE BHUPYCOM OCTPOBKOBOIO allfapara BCTPEYaeTcs
peaxo;

K. peoxue ¢hopmur C/[:

CHHJIPOM PHUTHIHOTO YeJIOBEKa (CHHAPOM MBIIICYHOH cKoBaHHOCTH, Stiff- man
syndrome) — ayroummyHHoe mopaxenue [[HC, xapakrepusyromieecsi pUTHIHOCTBIO
AaKCHAJIbHBIX MBI ¢ OOJIG3HEHHBIM MX CIa3MOM; BBIABIAIOTCS AaHTUTENA K
riyramataekapOokcunase, 1 mout B 50% cirydaeB pa3BUBaeTCs caxapHbIi 11a0€T;

ayTOMMMYHHBIH NONUIIaH Iy IsapHbId cuHapoM | u |l Tunos;

apyrue 3a00yeBaHus, TPOTEKAIOIIUE ¢ 00pa30BaHUEM AayTOAHTUTEN K PelenTopam
UHCYJIMHA, — CHUCTEMHAsl KpacHas BOJIYaHKA, MUTMEHTHO-COCOYKOBAas TUCTPO(PUS KOXHU
(acanthosis nigricans); mpu 3TOM MOET HaOJIOAAThCS BBIPAKEHHAS PE3HCTCHTHOCTh K
UHCYJIUHY;
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L. npyrue renernyeckue CUHAPOMBI, HHOrAa couyeraromuecs ¢ CJl, KOTOpbIil MOKET
OBITH KOMIIOHEHTOM MHOTUX I'€HETHYECKUX CHHAPOMOB, B TOM YHUCIIE:

cunapoM Bomsppama (DIDMOAD);
cunapoM JlayHa;

cunapoM Illepemesckoro-Tepuepa;
cunapom Knaitndensrepa; cuaapom
Jloypenca-Myna-buais; cuaapom
[Ipanepa-Bumu;

atakcusa @puapeiixa;

xopesi XaHTUTTOHA;

nopdupus;

MHUOTOHHUYECKas TUCTPOusi;

B JIETCKOM BO3pacTe HauboJiee 4acTo BcTpeuaeTcsi cuHApoM Bonbdpama
(DIDMOAD).

Cunapom Pomxepca

I'ecraumonnwlii CI{ (C]] 6epeMeHHBbIX)
.HIOGBIG COCTOSAHUA C HApPYHICHUCM YIJICBOAHOI'O O6M€Ha, AUArHOCTUPOBAHHBIC IIPH|
OEepeMEHHOCTH.

2. MeToapl, noaxoabl, npoueaypbl ANAarHOCTUKKU U 1e4eHUn

e JlaGopaTopHasi JUATHOCTHKA caxapHoro auadera 1 Tuma y gereid Ha JOroCNMTAIBHOM
JTamne (CM. KpUTEPHHU THATHOCTHKH)

e 1f000 yPOBEHb IIMKEMUHN MTPH HATMYUHU CaXapHOTO AuabeTa B aHAMHE3€ WJIH TUTIEPTIUKEMUS
cBbiie 11 MMOJIB/T Ha TIIIOKOMETPE;

o KETOHYpHUSI.

Omnpenesenne r’IMKEMUAN ¢ TOMOUIBIO TJIIOKOMeTPA (BbINOJIHAETCS HA aMOyJI1aTOPHOM
jTamne M B CTALIMOHAPE NMPHU OTCYTCTBHMH BO3MOKHOCTH JIA0OPATOPHOTIO ONpe/eieHust

TJIMKEMHAN:
Hean: axcripecc-onpeeneHue TINKEMUH.
IIpoTruBomoOKa3aHusi: HET
Ioxa3zaHusi: TMarHOCTHKA U JMHAMHUYECKas OIEHKa cOCTOosIHUS manuenTa ¢ JIKA.
TpedoBaHusi K CIeNMATUCTY, MPOBOASIIIIEMY MPOLEAYPY UM BMEIIATEIbCTBO: HET.
IlepeyeHb OCHOBHBIX M IONOJHUTEIbHBIX JHATHOCTHYECKUX MEPONPUSATHH B
NMOATr0TOBKE K NMpoLeaype WM BMEIIATeJdbCTBY: HET.
TpeGoBaHus K MPOBeIEHUIO MPOILETYPHI HJIH BMEIIATEIbCTBA: COOMIOICHNE TTPABUIT
ACCIITUKHN U aHTUCCIITUKHU.
TpeGoBaHMs K MOATOTOBKE MAIlMEHTA: HET.
Onucanmne npoueaypbi:

1. BBIMBITE PyKH U BBITEPETH HACYXO.

2. BcTaBuTh TECTOBYIO OJIOCKY B INIFOKOMETP 10 IIEITYKA.

3. [Tporepers manen nmanueHTa Ae3MHPUIHPYIOIIMM CPEICTBOM U MOJA0XKIATH €r0
BBICBIXaHUS.

42



4, CrenaTh JTaHIIETOM MPOKOJI Ha OOKOBOM CTOPOHE MaJIbIla, HE JIeiaTh MPOKOJ BO3JIE

CycTaBa.
5. [epByto kamuio yOpaTh Cyxoi BaToil, BTOPYI0 HAaHECTH Ha TECT-TIOJOCKY.
6. Yepes 5-20 cexyHA MOSBUTCS pe3yibTar.
7. TecToBy0 NOJOCKY JOCTAaTh M YTHIM3UPOBATh. JIaHIET yTHIN3UPOBATh COIIACHO

nericrBytomum CanlluH.
Nuaukatopsbl 3 PpeKTHBHOCTH NMPOIEAYPbI: TTOSBICHUE 3HAYCHUS TJIMKEMHUH Ha SKpaHE
TJTIOKOMETpA.

OnpenesieHne KETOHYPHH € TOMOUIBIO TECT-0JIOCOK:
Iean: sKcrpecc-onpeaeeHue KETOHYPHH.
IIporuBONOKAa3aHUA: HET

IMoxa3zaHusi: TMarHoCTUKA U TMHAMHUYECKas OICHKA COCTOSHUS ImamnuenTa ¢ JJKA.

TpeboBanus Kk cnenuaInCTy, NPOBOASIIEMY NPOLEAYPY HJIH BMEIIATEIbCTBO: HET.

IlepeyeHb OCHOBHBIX M JONOJTHHUTEJbHBIX JHATHOCTHYECKHX MEPONPUATHI B
MOATr0TOBKE K NMpoueaype WM BMEIIATEJIbCTBY: HET.

TpeGoBaHus K NPOBeIeHUIO MPoOLeIYPbl HJIH BMelIaTeIbCTBA: COOIOICHIE TPABUIT
ACCIITUKHU U aHTHUCCIITUKU.

TpeGoBanus K MOATOTOBKE MAIMEHTA: HET.

Onucanue npoueaypsl:

1. [TomyuuTs MOUy nanMeHTa ¢ COONIIOICHUEM IPAaBUII ACENITUKH U AaHTUCENITUKU
(Ipy HEBO3MOKHOCTH CaMOCTOATEIBHOTO MOYEUCITYCKaHUS — KaTeTepU3aLus MOYEBOTIO
ITy3BIPsT).

2. OnycTUTh TECTOBYIO MOJIOCKY B EMKOCTb ¢ MOYOH (BpeMsl KOHTaKTa IOJIOCKH €
MOYOH 3aBUCHUT OT NMPOU3BOAUTEINS TECT-TIOJIOCOK U YKa3aHO B MHCTPYKLIUH).

3. H3Bneus TECTOBYIO IOJIOCKY U3 EMKOCTH ¢ MOYOM.

4. CpaBHUTB IIBET TECTOBOM MTOJIOCKHU CO HIKAJIOH, IPUBEECHHON Ha YIIAKOBKE

TECT-IIOJIOCOK ITPOU3BOIUTEIIEM.
o. TecToBy10 OJIOCKY YTHIIM3UPOBATh cOrNIacHo AeiicTBytomuM CanlluH.
Nuaukaropsl 3¢ ¢peKTHBHOCTH MPOUEAYPBI: OLIEHKA HAJTUYUs KETOHOBBIX TEJI B MOYE
COTJIACHO ILIKaJle IPOU3BOJUTEIIS.

YcranoBka M akTHBalUA JaTYUKa/cencopa aiss HMIT

eab: HENpepbIBHBI MOHUTOPUHT YPOBHS INIFOKO3BI.

IIpoTUBONOKA3AHUSA: HET

IToxa3anusi: MOHUTOPUPOBAaHUE YPOBHS I1H0K03bI pu C/]

TpedoBanus K cienMATUCTY, IPOBOAALIEMY MPOUEAYPY HJIM BMEIIATEJIbCTBO: HET.

IlepeyeHb OCHOBHBIX U ONOJHUTEIbHBIX TUATHOCTHYECKHUX MEPONPHUATHI B NOATOTOBKE K
npoueaype UJIH BMEIIATEIbCTBY: HET.

TpeGoBanus K NpoBeieHUIO MPOLEAYPHI WM BMeIIATEJIbCTBA: COOIIOCHIE TPABUII aCENTUKU U
AHTHCETITUKH.
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Onucanue npoueaypbl:

« Ilepen ycTaHOBKOH Ba)KHO MPAaBUIILHO ITOATOTOBUTH KOXY, BBIMBITh €€ C MBUJIOM, BBICYLIUTH U
POTEPETh CIUPTOBOM cajpeTKoN. DTO MPEAOTBPATHT MPEKIEBPEMEHHOE OTKICHBAHNUE AaTYNKa/
ce”Hcopa. He pexomeHyeTcs nepesl ycTaHOBKOM MCIOIb30BaTh KPEMBI M JIOCHOHBI.

e Jlaruuk ®MI" ycTaHaBiIMBaeTCs Ha 3aIHIOI0 TOBEPXHOCTh PYKH MEXAY IJIEYOM U JIOKTEM.

» Cencop HMI'-PB, B 3aBUCHMOCTH OT CUCTEMBI, MOKET YCTAHABIMBATHCS HA )KUBOT, ATOAMIIBI U
3aJTHIOI0 TIOBEPXHOCTh PYKU MEXKY IJICYOM H JIOKTEM (TOJILKO JJIs AeTeid crapiie 14 ner).

- BriOepuTe MeCTO Ha 3a{HEH MOBEPXHOCTH PYKH MEXKIY IUICYOM U JIOKTEM, KOTOPOE OOBITHO
0CTaeTcsi pOBHBIM (0€3 M3rn0O0B M CKJIAJ0K) P HOPMAJILHON MTOBCEHEBHON aKTUBHOCTH

- Ilpu ycTaHoBKe AaTynka HE0OXOAUMO BHIOMPATh MECTO, HaXOAdIIeecs He MeHee YeM B 2,5 cM OT
MecTa UHbEKIUI UHCYJIMHA, n30eraTh 00JacTell KoK ¢ pyOllaMu, poJUHKaMH, PACTsDKKaMU HITH
MPUITYXJTOCTSIMH

» [Ilocne ycraHOBKM HaTunka yOEAUTECh B €r0 HAJEKHOW (PUKCAIMH, TPOBEIS TMaIbIIEM BIOJb
KJIEMKOM YacTH JaT4uKa.

e Jlns aktuBarnuu garunka @MIT HeoOX0aMMO MTOJHECTH K HEMY CUUTHIBAIOIIEE YCTPOUCTBO
(ckaHep wiH cMapTQOH C YCTAaHOBJICHHBIM CIICIIUATBHBIM IIpHiIokeHueM). Eciii BB mianupyere
MCIOJIb30BaTh OJTHOBPEMEHHO M CKaHep, M CMapTQOH IS CYUTHIBAHUS JAHHBIX, TO IEPBUYHYIO
AKTUBAIMIO JATYMKA Ba)KHO IIPOU3BECTHU C TOMOIIBIO ckaHepa. OIHAKO €clid pedb UJIET O CUCTEME
OMI' BTOpPOro nmoKoJICHHUs, IPU NEPBUYHON aKTUBALUU JAaTYMKA CKAHEPOM I10JIy4aTh B
MIPUJIOKEHUU CUTHAJIBI TPEBOTH O BEICOKOM M HU3KOM YPOBHE TIIFOKO3BI HE OYeT BOZMOKHOCTH,
T.K. IEPBUYHOE CONPSDKEHUE OBUIO YCTAaHOBIICHO cO CKaHepoM. CUTHAIBI TPEBOTH OYyAyT
MPUXOJIUTh TOJIBKO Ha CKaHEP

» AxtuBanuio ceHcopa HMI'-PB Heo0Xx01uMo pOn3BECTH B CYMTHIBAIOIIEM YCTPOICTBE
(MHCYJTMHOBAS TTOMITA, CYUTHIBATEIIb) UM MOOMIEHOM IIPHIJIOKEHUU Ha cMapTQOHE.

- Jlatuuk/cencop HMI Oyzaer rotoB k padore uepe3 60—120 munyT (B 3aBucumoctu ot tirna HMI)
CHsiTHe 1aTYMKa/CeHCcopa

» [Ilo oxoH4YaHMM CpOKa EHCTBHUS HEOOXOIUMO yIATUTh JATYUK/ CEHCOP U YCTAaHOBUTH HOBBIN B
JPYTO€ MECTO.

. JUnist CHATHS AaTYMKa/CeHcopa MOTSIHYTh 3a Kpail KIeiiKoi OCHOBBI, MPUKPETUISIOIEH 1aTInK
K KOk€. MeUIeHHO CHUMUTE JaTYUK C KOKU OJHUM HEIPEPBIBHBIM JIBHKCHUEM.

e OcTaTKu KJIEHKOro BEMIECTBA MOYKHO YJIAJTUTh C KOXKH U30MPOIMMIIOBBIM CITUPTOM WJIH TETUION
BOJIOH C MBUIOM.

» Tpancmurrep cuctemsl HMI'-PB nepen moBTOpHBIM HCIIONB30BaHHEM HEOOXOIUMO IOCTaBUTh HA
3apsAIKy

IMpuaoxenne 2

HNudopmupoBanHoe 100poBOJILHOE COIVIacHe HA MeIHIIHHCKOE BMEIIATE/IbCTBO
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MenuurHCKOe BMEIIATEIbCTBO — BHIMOIHIEMbIE MEUIIMHCKIM PAaOOTHUKOM IO OTHOIICHHIO
K MAIMEHTY, 3aTparuBaonme (Gu3nieckoe Win MCUXHUECKOE COCTOSHUE YEIOBEKa H UMEIOIINe
NpOpUIAKTUIECKYIO0, HCCIE0BATENbCKYIO, TMAarHOCTUYECKYIO, IEUeOHYI0, peaOuIUTaMOHHYIO
HaMpPaBJICHHOCTh BUbI MEAUIIMHCKUX 00CIeI0BaHUHN U (MIJTM) MEAMLIMHCKUX MAHUITYJISIUI.

1.4, (®.1.0. manuenra)
« » T. pPOKJICHHS, 3aPETUCTPUPOBAHHBIN(AsT) TIO aipecy

, Aaro

(ampec MecTa )kuUTeIbCTBA (MTPeObIBAHUS ) MALMEHTA JIN0O €r0 3aKOHHOTO MPEACTABUTEIIS)

I/IH(bOpMI/IpOBaHHOC corjiaCue€ Ha nmpeacToanee MCAUINHCKOC BMECIIATCIIECTBO B

(HaMMEeHOBaHWE METUITMHCKOTO YUPEIKICHHUS)

2. B noctynHoi i MeHst (hopMe MHE pa3bsICHEHbI BO3MOYXHBIE METOIbI K BAPHAHTHI MPECTOSALINX
MEAUIIMHCKUX BMEIIATENbCTB, UX MOCIEACTBHS, HEOOXOIUMOCTD, LIEJIb U 0’KUJAEMbIe PE3YJIbTaThl
MPENICTOSIIIEero o0caeI0BaHusl, TMarHOCTUKY W/WUJIH JICYCHHUS, B TOM YHCIIE BEPOSTHOCTh Pa3BUTHUS
OCJIO)KHEHUH, a TaKXe MOCIEACTBUS 0TKa3a OT MEIUILIMHCKOTO BMEIIATEIbCTBA.

3. S mpoundopmMHpOBaH, YTO TOYHO MpeAcKa3aTh Pe3yiabTaT U UCXOA MEIUIIMHCKOTO BMEIIaTENbCTBA
HEBO3MOXKHO. S] TOHMMaI0, 4TO JI'000€ JIeUeHNE WIIH ONepallisl COMPSKEHBI C PUCKOM JIJIS )KU3HU U
MOTYT NIPUBECTH K BPEMEHHOM MJTM TTOCTOSTHHOW, YaCTHYHOMN WJIHM TIOJTHOM HETPYA0CITOCOOHOCTH.
Hukakue rapaHTUy OTHOCUTENBHO Pe3yIbTaTOB MEIULIMHCKOIO BMENIATEIbCTBA HE
NpeaoCTaBIAIOTCA.

4. A IIOHUMAro, 4TO B HpOLIGCC@ JUArHOCTUYCCKUX, .H@‘-IG6HI:IX N UHBIX BapI/IaHTOB MCAUIIMHCKUX
BMCHIATCIILCTB MOI‘yT BOBHPIKHyTb HeflpeI[BI/II[eHHBIe 3KCTp€HHBIe O6CTO$IT€JII>CTB3. X OCJIOKHCHUA,
MIPU KOTOPBIX 1 Oyay HE B COCTOSIHHH J1aTh COTJIACHE Ha MPOBEACHUE HEOOXOIUMBIX SKCTPEHHBIX
NercTBUM (MTOBTOPHBIX OINEpaIiid Wik TMpoleayp). B Takux cuTyarusx Xo MeIUIIMHCKOTO
BMEIIIATEILCTBA MOXKET OBITh U3MEHEH BpayaMH 10 UX YCMOTPEHHIO.

5. 51 3Ha10, 4TO B MENISIX MaKCUMATbHOU 3(PPEKTUBHOCTH MPECTOSIIETO MEIUIIMHCKOTO
BMCIIATCIbCTBA A 0651321H IIOCTAaBUTH Bpaqa B U3BCCTHOCTH O BCEX HpOGHGMaX, CBA3aHHBIX C MOUM
3,Z[OpOBBeM, HaCJICACTBCHHOCTBIO, B TOM YHCJIC 06 aJIJIepFI/I‘-I€CKI/IX HpO}IBHeHI/IHX, HHI[HBHHyaHBHOﬁ
HEMEPEHOCUMOCTH JICKAPCTBEHHBIX MPEMapaToB U MPOAYKTOB MMUTAHUS, a TAKXKE O KypeHUH Tabaka,
YHOTPeOJIEHUH aTKOTOJIs, HAPKOTHYECKUX MIIM TOKCUYECKHX TpenapaToB.

6. 51 moHMMaro, 4YTO MPH NMPOBEICHUN XUPYPrUUECKOr0 BMEIIATEIhCTBA BO3MOXKHA TOTEPS] KPOBU U
MO’KET BO3HUKHYTh HEOOXOAUMOCTH B MEPEIMBAHUH JOHOPCKOM KPOBU HIIM €€ KOMIIOHEHTOB, Ha YTO
s 1at0 J0OPOBOJIbHOE coryiacue. S moxydu1 pa3bsCHEHHsI OT JIeHalllero Bpaya o LeIH MepesiBaHus
KpPOBH HJIM €€ KOMIIOHEHTOB, HEOOXOJUMOCTH NEpeIBaHus, XapakTepe U 0COOEHHOCTSIX IPOLEAY I,
BO3MOXKHBIX ITOCJIEJICTBUSIX, B CIIydae pa3BUTHS KOTOPBIX 5 COIVIACEH Ha MPOBEICHNE BCEX HYKHBIX
Je4eOHBIX MEpONPUATUI. 5] N3BEIEH O BEPOATHOM T€UEHHUH 3a00JIeBaHUsI TPU OTKA3€ OT
NepenuBaHus KPOBU U €€ KOMIIOHEHTOB.
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7. 51 cormaceH Ha 3amKMCh MOETO Je4eOHO-TMAarHOCTUYECKOTO TIporiecca Ha Jto0bie HHGOPMAITHOHHBIC
HOCHTEIH, C UCMOJIb30BaHUEM JIFOOBIX TEXHHUUYECKUX CPEJICTB, a TAK)KE HA B3SITHE Y MCHS B
JTUArHOCTHYECKUX M JIEYEOHBIX IIEJIIX 00Pa3I[0B OMOIOTUYECKUX MAaTEPHATIOB, B TOM YHCIIE KIIETOK,
TKaHEH, OMOJIOTMYECKHX YKUIKOCTEH.

8. MHe pa3bsCHEHO, 4TO 51 UMEIO MPABO OTKA3aThCs OT OJHOTO WJIM HECKOJIbKHX METOOB
pOoUIAKTUKH, TAATHOCTHKH, JICUCHUS W PEAOMIUTAIINK TP OKa3aHUU MEAUITMHCKON ITOMOIIH WITH
nmoTpeOoBaTh ero (MX) MPeKpaIIeHUs, MHE TaK)Ke Pa3bsICHEHbI BO3MOKHBIE TTOCIICICTBUS TAKOTO
OTKa3a.

9. 51 pazpemato peAOCTaBIATH MH(OPMAIIHIO O MOEH 00JIE3HU, TPOTHO3E U JICYCHUU TOJIBKO:

(moBepeHHBbIE JINIIA)
11. 51 o3HakoMIIEH CO BceMH IMYHKTAMH HACTOAMICTO JOKYMCHTA, OHU MHC ITIOHATHBI, O YCM
CBHUJICTEIILCTBYET MOSI TIOAIIHCH HIDKE.

IToamuce Hara « » I.

HAIIMOHAJIBHBIY KJIMHAYECKHWA ITPOTOKOJ MEJUIIMHCKOM
MMPOPUTAKTUKHA U PEABMJIUTAIIMHA IO HO30JIOT MU « CAXAPHBIN

JAUABET 1 TUITA»
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E10.2
E10.3

E10.4

E10.5

E10.6

E10.7

E10.8

E10.9

13,7

TAIIKEHT - 2024

Koasl mo MKb-10:

MHCyIMH3aBUCHUMBIN caXapHBIi THA0ET: C MOPaKeHUIMH I104YeK
MHCYy/IMH3aBUCHMBIN CaXapHBIH JHA0ET: C IOPAaKEHUIMH I71a3;

MHCY/IMH3aBUCHUMBIN CaXapHBIi JHA0ET: ¢ HEBPOIOTHYECKHMHU
OCJIOKHEHHSIMH;

MHCcymHMH3aBUCHMBIN caXapHbIi JualeT: ¢ HapyIeHUSIMH
nepudepHIecKoro KpoBooOpaneHus;

MHCY/IMH3aBUCHMBIN caXapHbIi JHadeT: ¢ APYTUMH YTOYHEHHBIMH
OCJIOKHEHHSIMH;

MHCY/IMH3aBUCHMBIN caXapHbIH JUA0ET: ¢ MHOKECTBEHHBIMH
OCJIOKHEHHSIMH;

MHCy/IMH3aBUCHUMBIN caXapHbIN 1Ua0eT: ¢ Hey TOYHEHHBIMH
OCJIOKHEHHSIMH;

MHCyIMH3aBUCHMBIN caXapHbIi JHadeT: 0€3 OCIIOKHEeHHUH

Jlpyrue yTouHeHHbIe ()OPMBI caXapHOTo JiadeTa ¢ MHOKECTBEHHBIMH
OCTOKHEHHSIMH

https://mkb-10.com/index.php?pid=3052

Koapl mo MKbB-11:
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5A10

Caxapnsiii tuader 1 Tuma

Cceouika: https://icd.who.int/ct/icd11 mms/ru/release

OcHoBHas 4YacTh

BBenenue

B Pecny6nuke Y30ekucTaH peryysipHO HaOJIOJAETCs POCT DHAOKPHUHHBIX
3a00JieBaHUN U UX «OMOJIOKeHHEe». M3BeCTHO, 4TO caxapHblil AuabeT U Ipyrue
3a001€BaHUs YHIOKPUHHOMN CUCTEMbI HOCSIT XPOHUUYECKUIN XapakTep U MPUBOJIST K
TSDKEJIBIM ~ OCJIOKHEHUsIM. PaHHee BBISABICHHE OCJIO0XXHEHUN DIHAOKPUHHBIX
3a00JieBaHUM, MpaBUJIbHAs JUArHOCTUKA MW JiedeHHE OOJIbHBIX, a TaKxke
npo¢uIakTUKa OCIOKHEHUN MPUBEIET K CHUXKEHUIO UWHBAJIUIHOCTU, BHI3BAHHOMN
OCJIO)KHCHUSIMH DHJIOKPUHHBIX 3a00JI€BaHUN, U YBEIIMISHUTO TTPOIOJDKUTEIBHOCTH
KaueCTBEHHOM KU3HHU OOJIbHBIX [1].

https://cdn.ymaws.com/www.ispad.org/resource/resmagr/consensus quidelines

2018 /quidelines2022/2nd/Ch. 1 - Definition Epidemiol.pdf

Omnpenesenne.

CI 1 tuna (CJ] 1) — ayroummyHHOE 3a00JIEBaHUE Y TEHETUYECKU TMPEIPACTIONOKCHHBIX JIUII,
IpU KOTOPOM XPOHUYECKH MPOTEKAIOMMHA TUM(OIUTAPHBI HHCYIUT MPUBOAHUT K OMOCPEIOBAHHOM
T-kieTKaMu  JeCTPYKIHUU [-KIETOK C MOCICIYIONUM pa3BUTHEM aOCOJIOTHOW HHCYJIMHOBOM
HEJIOCTATOYHOCTH, CO CKJIIOHHOCTBIO K PAa3BUTHIO quabeTHUYECKOTo Keroaruao3a (JIKA).

A. Ayroummynssiii CJ] xapakrepusyeTcs AeCTpyKIUeH B-KIETOK, HaIMYHeM ayTOaHTHTETN,
a0CONMIOTHOW WHCYJIMHOBOM HEIOCTaTOYHOCTBIO, TIIOJHOM HMHCYJMHO3aBUCHUMOCTBIO, TSKEIIBIM

TeueHueM ¢ Tennenunent k JIKA, accouunanueit ¢ reHaMu rJ1IaBHOTO KOMIUIEKCA TUCTOCOBMECTUMOCTH
(HLA).

B. Unnonatnueckuii CJI Takyke MpOTEKaeT ¢ ASCTPYKIHMEH B-KIETOK U CKIOHHOCTHIO K JIKA,
HO 0e3 NMPU3HAKOB ayTOMMMYHHOTO Iporecca (cnenuduueckux ayToaHTuTen u accoruanuu ¢ HLA-
cUCTeMOH). XapaKTepeH Ui MalieHTOB apUKaHCKOIO U a3UaTCKOTO MPOUCXOXKICHUSI.

Knaccnpuxauus
https://cdn.ymaws.com/www.ispad.org/resource/resmgr/consensus quidelines 20
18 /quidelines2022/2nd/Ch. 1 - Definition Epidemiol.pdf

Ne Tunst C/1

/11
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CI1:
E. Aymoummynnoui C/]1 xapaktepusyercs THOENbIO O€Ta-KJIETOK, HaTudueM
ayTOAHTHUTCII K Oera-KiieTkaM, aOCOJIFOTHOM I/IHchII/IHOBOﬁ HEOOCTATOYHOCTEIO,
MIOJIHOH HNHCYJIIMHO3aBUCUMOCTBIO, TAXKECIIBIM TCUYCHHUEM C TGHI[CHHPIGVI K

KETOAIU03Y, aCCOLHUAIMel ¢ TeHaMH TJIaBHOT'O KOMILJICKCAa TMCTOCOBMECTUMOCTH
(manee — HLA);

F. Houonamuuecxkuni CJ/[1 Takxe mupoTekaer ¢ THOEIbIO O€Ta-KIETOK U
CKJIOHHOCTBIO K KETOaIlmI03y, HO 0e3 MPU3HAKOB ayTOMMMYHHOI'O TpoIiecca

(cnenmduyueckux ayrToanTuTel U acconuanuu ¢ HLA-cucremoit).

C tTuna 2
XapakTepPU3yeTcss  OTHOCHTEJIBHONW  HMHCYJIMHOBOM  HEJOCTATOYHOCTBIO  C
HApyIICHUSIMH  CEKpeIuH W JCWCTBUS HMHCYJIMHA: OT npeoliamaronieit
HWHCYJIMHOPC3UCTCHTHOCTU C OTHOCUTEILHOU I/IHCYJII/IHOBOI\/’I HEAOCTATOYHOCTBHIO 0
NPEUMYIIECTBEHHO CEKPETOPHOTO Ae(eKTa B COYETAHWU WM 0O€3 COYeTaHWs C
MHCYJIMHOPE3UCTEHTHOCTHIO.

JApyrue cnenupuueckue tunnsl CJ1

Bxirogaet psii HO30JI0TUYECKU CaMOCTOSITENbHBIX (hopM quadeta (B OCHOBHOM 3TO
HACJICZICTBEHHBIE CHHAPOMBI C MOHOT€HHBIM THUIIOM HACJIEI0BaHHSA),00bETMHEHHBIX
B OTJI€JIbHBIC MTOATHUIIBI:
A. cenemuueckue deghexmol pynKyuu 6ema-Kiemok:

xpomocoma 12, HNF1A (MODY?3);

xpomocoma 7, GCK (MODY?2);

xpomocoma 20, HNF4A (MODY1);

xpoMocoma 13, HHCYTMHOBBIN npoMoTOpHBIH (pakTop — IPF-1 (MODY4);

xpomocoma 17, HNF1B (MODYY5);

xpomocoma 2, NEUROD1 (MODY®6);

MyTauus Mutoxonapuansaon JITHK;

xpomocoma 6, KCNJ11 (Kir6.2), ABCCS8 (Sur 1);

HEKOTOPBIE APyTue, NIPUINHA KOTOPBIX — MOHOTCHHBIE 1e(DEeKThl CHHTE3a
UHCYJIMHA;
L. mumoxonopuanvnoiii ouavem;

M.I'enemuueckue depexkmot oelicmeus UHCYIUHA:
PE3UCTEHTHOCTh K HHCYJIMHY THTIA A;
nenpeyayHusM (cuHIpoM JJoHOXbIO);
cunapom Pabcona-Mennenxoina;
numnoaTpodudeckuii quadeT;

HeKoTopbie apyrue Gopmsl C/l, pa3BuBaromuecs: BCIEICTBUE MyTalllM reHa
peuenTopa UHCYJIUHA;

KIMHUYECKA TPOSBIAIOTCA HAPYIICHUSMH  YIJIEBOAHOIO OOMEHa OT
YMEPEHHOU TUIMEPIIIMKEMHUH U TUIIEpUHCYIMHEMUH 10 siBHOTO C/I;

cunapom JloHoxbio U cuHapoMm PaGcona-Menzaenxosuia MaHU(QECTUPYIOT B
JETCKOM BO3pacTe€ W IMPOSIBISIOTCS PE3KO BBIPAKEHHOM pPE3UCTEHTHOCTBIO K
UHCYJIUHY;
N. 3abonesanus IK30KpUHHOIL UACMU ROOHCETLYOOUHOU HHceTle3bl:

MAaHKPEaTHT;
TpaBMa, MAaHKPEATIKTOMHS,
HOBOOOPA30BaHMS IMOKEITYTOYHOM JKEJIE3bI;
KHUCTO3HBIN (hrOp03 (MYKOBHUCITUI03);
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reMOXpOMaTo3;

(Gubpo-KanbKyJIe3Has NaHKPEeaToNnaTus;

HEKOTOPbIE JPYrHMe HO30JIOIMYECKH pa3jIMyHble 3a00J1€BaHUs, IPU KOTOPBIX
HapsAIy CO 3HAYUTEIHHBIMU HAPYIICHUSIMHU SK30KPUHHON (PYHKIINHU MOJIKETy TOUHOM
’&KeJie3bl HaOJII0AAaeTcss U HEeINOCTaTOYHOCTh CEKPETOPHOM (YHKIIMH OCTPOBKOBBIX
KJIETOK;

O. anooxpunonamuu:

aKpOMeraius;

cunapom Kymunra;

TIIIOKarOHOMa;

beoxpoMoIuToMmMa;

TUIIEPTUPEO3;

COMATOCTaTHHOMA;

aJIbJIOCTEPOMA;

HEKOTOpPBIE JPYyTHE€ JHIAOKPHUHOIIATUU BCJIEACTBUE KOHTPUHCYJISAPHOTO
JEUCTBUS BBIICNSIEMbIX B U30BITOUHOM KOJIMYECTBE TOPMOHOB MOTYT MPUBOIUTH K
UCTOIICHUIO  (DYHKIIMOHATBHBIX  KOMIICHCATOPHBIX  PE3epBOB  OeTa-KIETOK
MOJKETY IOYHOM KEJIE3bI;

P. ouabem, unoyuyuposannulit HekomopvIMU J1eKAPCMBEHHBIMU CPEOCMBAMU WU
OpYy2UMU XUMUYECKUMU GEU4eCMEAMU:

BaKop;

HUKOTHHOBAS KUCJIOTA;

KOPTUKOCTEPOUIBI JJI1 CHCTEMHOTO MPUMEHEHUS;

TOPMOHBI HIUTOBUAHOM JKETIE3bI;

TMAa30KCHT;

OeTa-apeHo0I0KaTOPHI;

THUA3H]IBI;

(dheHuTounH;

nHTephepon-anbda;

ApyTHUe JEKapCTBEHHBIE CPEJICTBA;

MEXaHU3Mbl WX JICHCTBHUS pa3IMuHBL: yXyAUIeHHE NepuepuuecKoro
NCVCTBUS WHCYJIMHA, YCUIICHHE UMEIOIICHCSl HMHCYJIMHOPE3UCTEHTHOCTH;

B JETCKOM BO3pacTe HauOoJyblliee 3HAYCHHWE WMEET MpPHMCHEHUE o -
uHTEephEepoHa, MO BIMSIHUEM KOTOPOTO MOXET pa3BUThCS ayTouMMyHHbIH CJ] c
BBIPAYKEHHOM a0COIIOTHON HEAOCTATOYHOCThIO HHCYJIMHA;

M. unghexyuu:

BPOKJIEHHAs KPACHYXa;

IUTOMETAJIOBHUPYC;

Apyrue;

HEKOTOpbIE BUPYCHBbIC HH(PEKIINU IPUBOJIAT K THOETN OeTa-KIIETOK C
pa3BUTHEM a0COTIOTHON MHCYIMHOBOW HETOCTATOYHOCTH;

HEMOCPEJICTBEHHOE  IMOPaKEHHWE  BUPYCOM  OCTPOBKOBOTO  armapara
BCTpEYACTCS PEIIKO;
N. peokue ¢popmur C/:

CHHJIPOM PUTHIHOTO YeJI0BeKa (CHHIPOM MBIIICYHON CKOBaHHOCTH, Stiff-man
syndrome) — ayroummyHnHoe nopakerue [THC, xapakrepusyrolieecs puriHOCThIO
aKCHUAJbHBIX MBI C OOJIE3HEHHBIM WX CIa3MOM; BBISBISIOTCS aHTUTENA K
riyTaMataekapOokcmiase, u moutu B 50% cimydaeB pa3BUBaeTCs caxapHbIi 1uabeT;

ayTOMMMYHHBIN MOJTUTIIAHYJIsIpHBINA cuHipoM | u |l Tumnos;
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Apyrue 3aboyneBaHus, MNPOTEKAoIHe C o00pa3oBaHHWEM AayTOAHTHTEN K
peuenTopaM HHCYJIMHA, — CHCTEMHAas KpacHas BOJYaHKA, MUTMEHTHO-COCOYKOBas
muctpodust  koxu (acanthosis nigricans); mpu 3TOM MOXET HaOIOIAThCs
BBIpKEHHAS PE3UCTEHTHOCTh K MHCYJIMHY;

O. 1Opyrue TreHeTWYECKHEe CHHAPOMBI, WHorAa coderatommecs c¢ CJI,
KOTOPBIH MOXXET OBITh KOMIIOHEHTOM MHOTHMX T'€HETHYECKHX CHHIPOMOB, B TOM
qHche:

cunapom Bonbdpama;

cuHapoM [layna;

cunapoM llepemesckoro-Tepuepa;
cunapom Knaiindenbrepa;
cunapoM Jloypenca-MyHa-bunis;
cunapowm Ilpanepa-Buinu;

atakcusa Opuapenxa;

Xxopesi XaHTUITOHA;

nophupusi;

MHUOTOHUYECKAs JUCTPODUS;

B JICTCKOM BO3pacTe HanboJjee 4acTo

BCTpevaercs cunapom Bonbsppama
(DIDMOAD).

I'ecramonnsiii C/1 (C/1 0epeMeHHBIX)
JIFOOBIE COCTOSIHUS C HapymICHUCM YTJICBOAHOI'O O6MeHa, AUATrHOCTUPOBAHHBIC IIPH
OepEeMEHHOCTH.

2 IlpoduiakTuka u peadUInuTAIUSA

Pexomenayercs paccMOTpeTh BO3MOKHOCTH CAHATOPHO-KYPOPTHOIO Jieyenusi nauueHty ¢ CJ1
1 B oTCyTCTBHME 3HAYMMOM MeTA00JIUYECKON JeKOMITIEHCAUH U 0e3 BbIPAKEHHbIX CTAAU
OCJIOKHEHUI [1JIs1 yJIy4llleHusl 0011ero cCoCTOSTHUS 310POBbS

Moryr  OBITb ~ pPEKOMEHJOBaHBl  CAaHAaTOPHO-KYPOPTHBIE  OpraHHU3alUuU -
OaNbHEOJIOTHYECKUEe KypOPThl C MUTHEBBIMH MHHEPAJIbHBIMA BOAAMH U  BOJAMH
MHUHEPAIbHBIMU TPUPOJHBIMHA JJIS1 HAPY>KHOTO OaTbHEOTEParieBTHYECKOr0 IPUMEHEHHS.
LlenecooOpa3Ho HCHOIB30BAHUME TaKMX (PAKTOPOB Kak aueTnyeckas Tepanus, JIOK.
Crenyer cobmonars octopoxHOCTh pu Hanmuuu XbII C4, nponudeparusnoii JIP.

PexomeHayeTcst KOHCYJIbTALMA M OCMOTP Bpayda-1eTCKOro YHAOKPHHOJIOIAa He peske 0HOI0
pa3a B Tpu Mecsina nanueHToB ¢ C/{1 1151 oleHKH COCTOSIHUS 310POBbS, ININKEMUYECKOT0
KOHTPOJIs (riuKeMudeckuii mpopuib, HDALC), mHcymHoTepanuu, GU3NYECKOro 1 moJI0OBOro
pa3BUTHS, COCTOSTHUSI MEeCT HHbEKIMH UHCYJIMHA/BBeAeHUIl HHPY3MOHHOH CUCTEMbI/CEHCOPOB

HMTI

AMOynaTOpHbIE BU3UTHI JOJDKHBI BKIIIOYATh B CE0S MEPHOJUYECKYIO OIEHKY W PErHCTpaIiio
CJIEIYIOLLETO:

Oo011ee cocTosIHUE 3710POBBS M CAMOYYBCTBHE:
’KanoOel ¢ 0COOBIM BHHUMAaHHEM K CHMIITOMaM, CBSI3aHHBIM C OCIOKHEHUSMU U
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conyTcTByromen mnarosnoruei. [lpy HalmMuuk CHUMOTOMOB WM NPU3HAKOB, MOKET
moTpeOOBaThCS TOMOJHUTEITLHOE 00CIIEI0BAHNE;

WNuTepkyppeHTHBIE 3a00J€BaHMs, HEOTIOXKHBIE COCTOsIHHS, cBs3aHHele ¢ CJI,
rocriutanm3anuu. llpu mepBUYHOM OOpalIeHWU MPOBECTH TIIATEIBHBIA PacCcIpoc O
BPEMEHHU TIOSIBJICHUS TIEPBBIX CHUMIITOMOB 3a00JIeBaHMS, BHUAAX W J103aX BBOJIUMBIX
WHCYJMHOB, MPUYMHAX M JJIUTEIbHOCTH TOCHUTAIM3ALUMN, B TOM 4YHUCIE B CIydasx
pazButuss JKA © TsOKeNbIX THUNOTIUMKEMHM, BpeMss M METOAbl JAHarHOCTUKU
crenupUIecKux OCIOKHEHUN B CIIydae UX HAJIMYUS, COMYTCTBYIOMIMX YHAOKPUHHBIX U
CHCTEMHBLIX 3a00JIEBaHMX, HACJIEACTBEHHBIM aHaMHE3.

[ TuKeMHUYECKH1 KOHTPOJIb:

Ornenka ypoBus HbALC 3a mocnennue Tpu mMecsna;

AHanu3 nokasaresei J0MalurtHero MOHUTOPUHTA TII0KO03bI (MTOKa3aHUs

rimokoMerpa, HMI', ®MI);

OreHKa 9acTOTHI/CTENICHN TUTIOTIIMKEMUH, BKITFOUAsT OTIPE/ICIIEHUE TyBCTBUTEIHHOCTH K
TUIOTIUKEMUH, METO/, JICUCHUS TUIIOTTUKEMUH.

WNucynmuHoTepanus:

Tunel 1 1036l UHCYJIMHA;

Koppekuust HHCYTHHOTEpauy ¢ YI€TOM YPOBHS TIFOKO3bI, MTUTAHUS U (PU3UUIECKIX
Harpy3oK;

TexHUKa UHBEKIUH.

e OOmwuii ocMoTp:

Poct, macca tena, UMT u nosioBoe pa3BUTHE;

KoxHble  TOKpOBBI  (JIMIOMIHBIA  HEKpPOOMO3, AaKaHTO3) W MeCTa HWHBEKIHH
WHCYJIMHA/BBeJeHUNH MH(QY3UOHHON cuctembl/cencopo  HMIT (iu- momucrpodum,
MECTHBIE PEaKIUN);

Causuctbie 000JI0YKH MOJIOCTH pTa U 3yObl (Kapuec, THHTUBUT);

Hanuune orpanudeHus MoABUKHOCTH CyCTaBOB,;

HccnenoBanye MUTOBUIHON jKeJIe3bl, OPraHOB TPYIHOW KIETKH U OpIOUIHON MOJOCTH
(rermaromeranusi), CTONBbI (MO30JIM, BPOCIINE HOTTH HA HOTAX U APYTHX MOPAKCHHN );

A]Jl ¢ yueTom nokaszaresneil, COOTBETCTBYIOIIUX BO3PACTY.

e QOcrtpsle 1 XpoHnueckue ocioxkHeHns C/[1 u conyTcTByromas naToaorus:

JlnabeTnyeckast peTHHOMATHS

Jnabetnyeckast HepomaTus;

Jnabetnyeckas HelponaTus;

MakpocoCyIUCThIE OCIOKHEHMS;

JlnabeTruecKuii KeToaru103;

Tsoxenass runornukemust (TJIIOKaroH™** MoypkeH OBITH JTOCTYNEH JAJs BCEX MAIMEeHTOB,
poauTenel u aull, odecneynBaromux yxoa 3a aerbmu ¢ CII1).

. COHYTCTByIOH_IaH IIaToJIOTUsA:

['umo- u runepTupeos;
Lenmmakus;
Hapymenust meHcTpyanbHOIro LIMKIIA;

Hpyrue 3a0051eBaHUS U COCTOSTHUS

PeKOMeHI[yeTCH PACCMOTPETH BO3MOKHOCTD JTUCTAHIIUOHHOI'0 KOHCYJIbTUPOBAHUA BPpa4OM-
ACTCKUM IHAOKPUHOJ0IOM ¢ NIPUMEHCHHUEM TCJICMECIUINHCKHUX TEXHOJIOTUil MAIMEeHTOB C CI[I (v
HEeJbI JHHAMHAYECKOI'0 Haﬁ.]'IIO)leHI/IH M JOCTHKEHHUS IeJieBbIX MoKAa3aTeeil rIInKeMUHn

[MamsiTKa /151 AeTell M MOAPOCTKOB € CaXapHbIM 1MadeToM:

Crnenute 3a CBOMM YPOBHEM TIIIOKO3bI B KPOBH, KaK BaM PEKOMEHI0BaJl Bpad. ITO MOMOKET
KOHTPOJIMPOBATh Ballle COCTOSTHUE U MPEAOTBPAILATh OCIOKHEHUS.
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CrapaiiTech NMPUIAEPKUBATHCS 3I0POBOTO pallioHa muTaHus. Embre perynspHo, n3beraire
nepeesaHus U ynoTpeosieHus: OOIbIINX KOJTUYECTB CIAIKON U SKUPHOM MHUIIIH.

BaxxHo BecTH akTUBHBIN 00pa3 xu3HU. PerynspHeie pusnueckue ynpaxHeHUs TOMOTYT
KOHTPOJIMPOBATh YPOBEHb caxapa B KPOBU U YJIy4IlaT Balle 3J0POBLE B LIEJIOM.

YduTech pacro3HaBaTh MPU3HAKH THITO- U TUTIEPTIIMKEMUU U HAYYUTECh, KaK MPaBUIIbHO
pearupoBath Ha HUX. OOpaTUTECh K Bpady, €CJIA y BaC BOZHUKIIN KaKHe-TN0O0 MPOOJIeMBI.

BaxxHo Bcerja uMeTh rpu cede: TIIOKOMETP, TeCT-IIOJIOCKH I U3MEPEHUs YPOBHS caxapa B KpPOBH,
WHCYJIMHOBBIC IITIPULIBI WIIM PYUKH, OBICTPOJICHCTBYIOIINIA YTII€BOAHBIA UCTOUHUK (HAIIpHUMeED,
TJIIOKO3Y B TaOJIETKaX) B CIy4ae TUIIOTIIMKEMHUH.

[Tonenutech nHpOpMaLKel 0 CBOEM COCTOSIHUH C OIM3KUMU U IpYy3bsIiMU. OOBSICHUTE UM, KaK
MIOMOYb BaM B cliyyae HeOOXOAMMOCTH.

[MoceraiiTe Bpaua peryssipHO I KOHTPOJIS BAIIETO COCTOSIHUS U KOPPEKTUPOBKH JICUCHHSI, €CITH
3TO HEOOXOIUMO.

He crecnsiitech oOpamarthcst 3a MOAIEPKKON ¥ TIOMOIIBLIO K OJIU3KUM, JPY3bsIM U CIICITAATUCTaM.

CaxapHblif 11abeT — ATO COCTOSIHUE, C KOTOPBIM MOYKHO JKHTh MOJTHOIICHHOW KU3HBIO MPU
MPaBUIILHOM yXOJ€ U MOJACPKKE OKPYKAIOUTUX.

OTa namsATKa IIOMOXET BaM M BalIMM OJIM3KUM Oosiee 3PEKTUBHO YIPABIATh CaXapHBIM 11abeToM
Y COXPaHMTH Ballle 3/J0POBbE.

[Tpodunaktruka caxapHoro auadera y IeTei BKIOYAET B C€0s1 HECKOIBKO BaXKHBIX aCIEKTOB,
HaIpaBIIEHHBIX HA CHIDKEHUE PUCKA Pa3BUTHUS ITOTO 3a0o0NieBaHus. B 3aBrucHUMOCTH OT THIa quadera
(1 nmm 2), Mmepsl TPOPUITAKTUKA MOTYT OTIIMYATHCS.

[Ipodunaxkruka caxaproro guadera 1 Tuna

Caxapublii tuaber 1 Tumna, SBIAIOUIMICS Ay TOUMMYHHBIM 3a00JIEBAaHHEM, HE BCET]a MOKHO
IIPEIOTBPATUTD, TAK KAK €r0 TOYHBIE IPUYMHBI O KOHIA HE H3y4YeHbl. OHAKO, €CTh PEKOMEHIALINH,
KOTOPBIE MOT'YT CHU3UTh PUCK:

1. I'pyanoe BckapmimBanue: VcciieqoBanus MOKa3bIBAIOT, YTO TPYIHOE BCKAPMITUBAHUE,
0COOCHHO B TEPBbIE IIECTh MECSIIEB KU3HHU, MOKET CHU3UTh PUCK pa3BUTHs quadera | Tuma.

2. W30eraHue paHHero BBeJeHUs] KOPOBbEro MoJIoKa: PanHee BBeICHHE KOPOBBETO MOJIOKA B
paIOH MOXKET YBEJIMYUTh pUCK Auadera 1 Tuna. Jlyuiie BBOOUTH €ro Mociie NepBoro rojaa
KU3HU.

3. Ioaaep:kka 3m0poBoii MUKpPOdJIOpbI KnedyHuKa: [[poOHOTHKY U 370pOBast JUETa MOTYT
CIOCOOCTBOBATH MOAJICPKAHUIO HOPMAIbHOW MUKPOQIIOPHI, YTO MOXKET UTPaTh POJIb B
poUIaKTUKE Ay TOMMMYHHBIX 3200JI1€BaHUM.
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