IIpunoxenue 1
K KJIHHUYECKOMY IIPOTOKOIIY
«/lnarsocTuka U ne4eHue NaUueHTOB

C IHAOKPHHOJIOTHYECKHUMH
3a60JIeBaHUAMHU (metrckoe
HaceJIeHHE)»

I[I/Ia[‘ HOCTHKA H JICHEHHUE [TAIJHEHTOB ¢ CaxXapHbIM I[H&6CTOM

1. Ucnonp3yetcs cnenyioliee onpeenenHte caxapHoro guadeta (aanee —
CH): CIA — »>THONOTMYECKH HEOJHOPOAHAS TIpyMna MeTabOJMYECKHX
3aboneBaHui, KOTOpBIE XapaKTepH3YIOTCS XPOHHYECKOH THIIEprIMKeMHeN,
OOYC/IOBJICHHON HapyLICHHAMH CeKpeluH, MAeHCTBHA HHCYJIMHA HWIM HX
couyeranueM. Ilpu CJ] oTmeyaroTcs HapylleHHs YIJIEBOJHOTO, JXHPOBOTO U
OenkoBoro oOMeHa, pa3BHUBAIOLIMECS BCJICACTBHE HApylIEHUH nedcTBHSA
MHCYNIAHA Ha TKAHU-MHILICHH.

2. Imarsoctuka CJI ocHOBBIBaeTCS Ha HU3MEHEHUSAX AMATHOCTHYECKHX
KPHUTEPHEB M HANMYUHU WIH OTCYTCTBUH XaPaKTePHBIX CHMIITOMOB:

2.1. narHocTHYeCKHE KPUTEPUH CaXapHOTro IuadeTa B AETCKOM BO3pPACTe
HIpHBeJeHH B Tabmuue 1;

2.2. XapaKTepHBIMH KITHHUYeCKHMH cumnrtoMamu CJT y nereii sBistores:
NOJIHYpUsl, IOTUAMIICUS U CHHXKEHHE MacChl TEJa;

2.3. C]I MOXeT CONpPOBOXAATLCS MOBBIUICHHBIM YPOBHEM [IIOKO3B U
KETOHOB B MOYE;

2.4. 1pH OTCYTCTBUM SBHBIX cHAMITOMOB CJI WIH HauM4YMM Jerko
CUMITOMATHKH CIy4alHO BBISBJIECHHAs THNEPIIMKEMHS WM THOEPr/IMKEMHUS,
oOHapyKHBaeMas B YCJOBHIX cTpecca (HHOEKUHOHHOrO, TPaBMaTHYECKOro M
npouee), MOXeT ObITh TPaH3UTOPHOI;

2.5. IMarHOCTHYECKHMH  KPHTEPHSAMH MpH  UCCIENOBAHMH  YPOBHS
TIIOKO36!I B TU1a3Me Hatollak (nanee — I'TTH) asnsrores:

I'TIH < 5,6 MMOJIB/1 — HOPMAJIBHBIN YPOBEHD;

I'TIH 5,6-6,9 mMMonbe/ln — HapylieHHas TIHKEMHWs HAaTOWaK (manee —
HI'H);

I'TIH > 7,0 MMone/n — npeanonaraeMelii auario3 CJI, KoTopelil goskeH
OBITb TONTBEPKIEH B COOTBETCTBHH C IIPUBEACHHBIMH B Tabmuue |
KpUTEPHIMH,

2.6. nuarHocthyeckue kKputepuu pesynbtatoB OI'TT (ypoBeHb INIFOKO3HI
B IIasMe 4Yepe3 2 4 mocje Harpys3ku rimoko3oii (manee — ['TI2)) onenuBarorcs
COIJIacHO:

I'TI2 <7,8 MMOJIb/T — HOpMaJIbHAS TOJEPAHTHOCTD K [JIFOKO3E;

I'T12 7,8-11,0 MMonb/ — HapyleHHe TOJEPaHTHOCTH K rimokose (HTT);
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I'TI2 = 11,1 mmone/n — npeanonaraemelii auardo3 CJI, KOTopeiil HomKeH
OBITb MOATBEPXKAEH B COOTBETCTBHH C NpHBEICHHBIMH B Tabmauue 1
KPUTEPHAMHU;

OI'TT He npoBOAUTCS B TeX CAy4asX, KOTAA CIyYaWHOE MCC/IeJOBaHHE
YPOBHSl TJIIOKO3BI IIa3Mbl B TEYEHHE AHS MIM MOcTe €AB TMOATBEPXKIACT
nuaruo3 CJI;

HIT" u HI'H paccMaTpuBalOT Kak MPOMEKYTOUHLIE CTAiUM MEKIY
HOPMAaJIbHEIM YTIJIEBOJHBIM OOMEHOM U CaxapHBIM JHAGETOM.

Tabnuma 1

Kputepuu auarnocTuxu caxapHoro auabeta (ISPAD, 2018)

Ne Kpurepun nuarnoctuku CJJ

1. | Xapakrepubie cumaromsl CJ WK FHNEPrIRKEMUs ¢ KOHLEGHTPAIMEH TUIIOKO3LI B
masme > 11,1 mmons/a,
WIH

2. |ypoBeHp TIMIOKO3Hl B MIa3Me Hartomak > 7,0 mMMoaw/r’. COCTOSHHE HAaTOILAK
OIPEJICNIAETCA KaK NpUeM UM He MeHee 8 4acoB Hasanx,
HWIN

3. | ypoBeHb TMIOKO3BI B IIa3Me uepes 2 dyaca MOclde HArPY3KH MpH IpOBEAECHUU
OpaJIbHOI0 TE€CTa Ha TOJNIEPAHTHOCTH K Imokose (nanee — OI'TT) > 11,1 mmons/n®.
JI/1st Harpy3KH HCTIONB3YETCS IKBUBAIEHT 75 I 0€3BOJHOM TIIOKO3BL, PACTBOPEHHOM
B BoJie (Wit 1,75 r/Kr 10 MakCHMAaIBHOM 110361 75 T).

4. | I'nuxknposannsli remornoGun (manee — HbAlc) > 6,5°. Anamuz HbAlc Cleayer
NpOBOAMTE B JAaGOpaTopuaX, HCNONB3YIOIWMX METOAB  CEpTHOHULMPOBAHHbIE
HauuonasibHoit nporpaMmoii ctangaptisammu HbA lc.

lpy OTCYTCTBHH 4eTKMX CHMIITOMOB THMEPIIMKEMHH, OMarHo3 AMabera, OCHOBAHHBIN Ha BBIIIEYKa3aHHEIX
KPUTEPHAX, CIELyeT MOATBEPANTE MOBTOPHBIM TECTUPOBAHHEM,

2 yposenb HbAlc Menee 6,5% He ucKmovaeT HamHune IHabeTa, IHarHOCTHPOBAHHOTO ¢ MOMOLILID ONpENCHCHHA
KOHUEHTpAaUHH roko3bl. Ha ocnoBaHMM eAMHCTReHHOTO nokasarens HbA Ic auartos CJ11 ¥ IeTeil He BBICTARNACTCH.

3. CornacHO 3THOJIOTHYECKOH KNTACCH()HKAUMH HAPYIIEHHH YIIeBOJHOIO
obmeHa (ISPAD, 2018), Beigensiior tunel CJI, yka3aHHbIe B Tabnuue 2:
Tabnuua 2
JTHoNOruYecKas KJIaccH(UuKauus HapyLueH i yrieBogHOro o6MeHa
(ISPAD, 2018)

No Tuner CJ]
'
1 2
1. C/l tuna 1 (nanee — C/{1) moxeT MaHH(ecTHPOBATE B MHOGOM BO3pacTe, HO

HauboNEe YacToO B AETCKOM:

A. AyroummyHHbIH CJI1 xapakTepusyeTcs rH6enpio GeTa-KIeTOK, HaTHUHEM
ayTOaHTWTEN K OeTa-KneTkaM, abCOMOTHOM MHCYIMHOBOH HELZOCTATOUHOCTBIO,
[IOTHOH HMHCY/IMHO3aBUCHMOCTBIO, TKCIBIM TEYEHHEM C TCHASHIHCH K
KE€TOALM03Y, aCCOLMALIUEH ¢ MeHaMM [MIABHOTO KOMILIEKCA I'MCTOCOBMECTHMOCTH
(ranee — HLA);

B. HWanonatnyeckuiit CJI1 Takke nporekaet ¢ rubenblo Gera-KIeToK H
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CKIOHHOCTBIO K KETOAlMA03y, HO Oe3 MpH3HAaKOB ayTOMMMYHHOrO Ipolecca
(cmennbuyecknx ayToaHTHTe! U acconuauun ¢ HLA-cucremoit).

CA tuma 2 (CJ2) — xapakTepu3yercs OTHOCHTEIBHOM HHCYJIMHOBOI
HEIOCTaTOYHOCTRIO C HapYIIEHHAMHM CEKPELIUH U JIeHiCTBHS HHCY/IMHA: }

OT  mpeobfajaroIeil  HHCYJIMHOPE3HUCTCHTHOCTH € OTHOCHTCNBHOM
HHCYJIMHOBOH HEIOCTATOYHOCTBIO 10 HPEHMYIINECTBEHHO CEKPETOPHOTO AeeKTa B
COYCTAHWM MIH 0€3 COYETAHHA C HHCYJIHHOPE3HCTCHTHOCTRIO.

Apyrue creundudeckue Tumsl CJI. B sTOT pasmen BKMOYAIOT AKX
HO30JIOTHYECKH ~ CaMOCTOATENBHEIX GopM  nmHabeta (B OCHOBHOM  3TO
HaCJIC[CTBCHHBIE ~ CHHJPDOMBI € MOHOTE€HHBIM  THUMOM  HAC/ICAOBAHHS),
00BLEIMHEHHBIX B OTAENbHEIE TOJTHIbL:

A. renernueckue aedextsl GyHKIHU GeTa-KIeToK:

xpomocoma 12, HNF1A (MODY3);

xpoMocoma 7, GCK (MODY?2);

xpomocoma 20, HNF4A (MODY1);

XpoMocoma 13, uHcynunoBsii npoMoTopHsli Gaktop — IPF-1 (MODY4);

xpoMocoma 17, HNF1B (MODY5);

xpomocoma 2, NEUROD1 (MODY6);

MyTauus METOXoHApHansHo#H JIHK;

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

HEKOTOpBIC pYrHE, NPHYHHA KOTOPBIX — MOHOTEHHBIC AedeKTh CHHTE3a
MHCYJIHHA;

B. MuToxoHapHanbubii 1uaber;

C. I'evetnyueckue nedexTs aelicTBi HHCY.IMHA:

PE3UCTEHTHOCTH K HHCYJIMHY THIIA A;

JenpeyayHusM (CHHAPoM JIOHOXBIO);

cuHaApoMm Pabcona-Menaenxonna;

JMIIOATpOPUUECKUil auaber;

HEKoTopele ApyrHe dopMel CJI, pa3sBuBaromuecs BCeICTBUE MYTAall{H IeHa
PELENITOPA HHCYIHHA;

KIIMHHYECKH  NPOABIAKTCA HapyIIEHMAMH YIACBOJHOTO OOMeHa OT
YMEPEHHOU MUNEPIIMKEMHH W THIIEPHHCYTHHEMHH 0 ABHOIO CL;

CHHIpOM JIOHOXBIO W cuHApoM PaGcona-Mennenxomnna MaHHDECTUPYIOT B
ACTCKOM  BO3pacTe€ M NPOABIAIOTCS DPE3KO BBIPAKCHHOH pPE3UCTEHTHOCTBIO K
HHCYJ/IHHY;

D. 3aboneBanus 3k30KpHHHOI yacTH MOHKEITY JOYHOH XKeJIe3bl:

NAHKPCATHT;

TpaBMa, NaHKPEaTIKTOMUS;

HOBOOOPa30BaHHA NOKENY JOUHOM JKENE3bl;

KHCTO3HBIH HHOPO3 (MyKOBHCIHI03);

TEMOXPOMATO3;

$buGpo-kanpKyIie3HasA TAHKPEATONATHS

HCKOTOpBIC IpyrHe HO30JIOTHHECKH Pa3iu4HbIe 3a001€BaHNs, IPH KOTOPHIX
Hapily — €O 3HAYMTENBHBIMH  HApYIICHWAMH  OK3OKPHHHOM  (yHKLMH
TIO/KEITY TOYHOH KeIe3hl HabM0/1aeTCa M HEIOCTATOUHOCTE CeKpeTopHON PyHKIMM
OCTPOBKOBBIX KJIETOK;

E. snnoxpunonaruu:

aKpoOMeTraTus;

cuHapoM Kyminnra;

IJIHOKaroHoMa,




(beoxpoMoIMTOMa;

TUNEPTUPEOD3;

COMaTOCTaTHHOMA;

aJ1IbA0CTEPOMA;

HEKOTOpHIE  JIpYyIHe 3JHJOKPMHOIATHH BCIEACTBHC KOHTPHHCYJIADHOIO
NEHCTBUA BBLICASEMBIX B H30BITOYHOM KOMMYECTBE FOPMOHOB MOTYT MPHBOAUTE K
MCTOUICHHIO  (QYHKUMOHAIBHBIX  KOMIEHCATOPHBIX  PE3EPBOB  O€Ta-KIETOK
ITOJDKEITY TOUHOM XKEeJIE3hI;

F. nuaber, MHAYUMPOBaHHBIH HEKOTOPHIMU JIEKAPCTBEHHBLIMH CpPEACTBaMU
MJIM IPYTHMY XUMHYECKHMH BEIECTBAMMU:

BaKop;

HUKOTHHOBasA KHCJIOTA;

KOPTUKOCTEPOHABI [/11 CHCTEMHOTO IPUMEHEHHI,

TOPMOHB! IMUTOBHAHOM JKENE3El;

JNa30KCH[I;

GeTa-aapeHOOI0KATOPkL;

THA3UIEL;

(heHHUTOHH;

uHTepdepoH-anbha;

JpYyTHe JIEKapCTBEHHBIE CPEACTBA;

MCXaHM3MBI KX [JEHCTBHA Da3lNMUHBL YXYOUICHUC IEPUPEPUUCCKOTO
NEHCTBUA HHCYIMHA, yCUIEHUE NMEIOILICHCS MHCY TMHOPE3HCTEHTHOCTH,

B JETCKOM BO3pacT¢ HauOONbINEE 3HAYCHHE MMEET NpPHMCHEHME ¢ -
HHTEPHEPOH2, 10/ BIHUAHHEM KOTOPOIO MOKET PasBHTHCS ayroumMMmyHHbeIH CJ] ¢
BBIPaXXEHHO# a0COMIOTHOM HEIOCTATOYHOCTHIO HHCYIIHHA,

G. uadeKumu:

BPOXKJIEHHAs KpacHyxa;

IHTOMEIaTOBHPYC;

ApPYTHE;

HCKOTOpPBIC BUPYCHBIE HRGOEKUMH OPUBOJAAT K THOSNH OeTa-KIeTOK ¢
pa3BUTHEM 20COOTHON HHCYJIMHOBOM HEMOCTATOYHOCTH;

HCTIOCPCICTBEHHOC ~ MODAXKEHME  BUPYCOM  OCTPOBKOBOTO  ammapara
BCTPEYAETCH PEAKO;

H. peaxne dopmer CI;

CHHIIDOM DWUIM/IHOrO 4YeloBeKa (CHHIPOM MBIMIEUHOH CKOBaHHOCTH, stiff-
man syndrome) - ayroummynHoe mnopaxenue I[HC, XapaKTepH3YIoLIeecs
PHUTHAHOCTBIO AKCHANBHBIX MBI C OOJNIC3HEHHBLIM HMX CHAa3MOM; BBISRIISIOTCS
AHTHTENa K TilyramaTiexapOokcuiase, u noutd B 50% criydaes pasBHBaeTcA
caxapHBbIi quaber;

4y TOMMMYHHBIH NOJIMTNIAHAYAAPHBTH cuaapom [ u 11 Tunos:

ApYrue 3a00NeBaHHA, [POTEKAOME ¢ OOPasoBaHHEM ayTOAHTHTET K
PCLENTOpaM HMHCYJIMHA, — CHCTEMHAs KpacHas BOTYAHKA, MUTMEHTHO-COCOYKOBANA
mucTpodus Koxu (acanthosis nigricans); mnpH JTOM MoKeT Ha0/oaaTecs
BBIPOKCHHAA PE3UCTCHTHOCTD K HHCYJIMHY;

I. npyrue reHeTHueckmue cuHApPOMBI, MHOTAA couectaromuecs ¢ CJl, KOTOpBIH
MOJKET OBITH KOMIIOHEHTOM MHOTHX T€HETHYECKHX CHHIPOMOB, B TOM 4HCIE:

cHHpoM Bonedpama;

CHHApOM [layHa;

curapom Hlepewesckoro-Teprepa;

cunapom Knaiingenstepa;




(DIDMOAD).

cuHlpoM Jloypenca-Myna-buais;
cuHapoM lpanepa-Bunnu;
atakcusa Ppuapeiixa;
Xopesd XaHTUITOHA;
nopguprs;
MHOTOHHUYECKas AUCTpodus;
B JIETCKOM BO3pacTe Haubollee 4acTo BCTpedaerca cHHApoM Bousdpama

I'ectayuonusiii CJ1 (CJI 6epeMeHHBIX) — JIOOblE COCTOSHUA ¢ HAPYLICHHEM
yrieBogHoro oomena (B tom unciie HTT), nnarHoctupoBaHHbie npu 6epeMEHHOCTH
{(Boizenenue recranoHHoro CJI B OTAenbHbI THN OOGYCIOBICHO I[OBBIEHHBIM
PUCKOM TIEPHHATANBEHON CMEPTHOCTH M BPOXKICHHBIX IIOPOKOB DAasBHUTHS IIpH
HapylUIeHHAX YII€BOAHOrO 00MeHa y OepeMeHHBIX).

4.OueHKa M MOHHUTODHHT

IIUKeMHYecKoro kKoHtponss npu  CJl

IIPOBOAUTCS B COOTBETCTBHH C IIOKA3aTEC/IIAMU, IIPUBCACHHBIMHA B TaGJ'II/IL[e 3:

Tabmuua 3

LleneBbie MoKasaTenu rIIMKEMUYECKOr0 KOHTPOIs y JeTei
(ISPAD 2018, ADA 2018)

Yposetb Koutpons | Maeansustii | OnrraMainbHblil | CyGonTMManbHE Beicokuii puck
(310poBHIE) (meitcTBUs (meiicTBHA
TIpeioNaraloTes) HEOOXOAUMBI)
1 2 ] 3 | 4 5

KnuHHueckue CUMIITOMBI

[ToBrIIeHHAs

[MIIOKO3a  I1Ma3MBl
(manee I'TI)

HE
ITOBEILICHA

HET
CHMIITOMOB

TIONIMYPHS,
[ONMHIHTICHS
IHYpe3

M

CHUKCHHE OCTPOTHI
3peHHd, 3aMeiIeHHE
npubaBKu MAacCCHI
Tena, 3aJiepaKKa
nybeprata, HuH3Kas
1IOCEIAEMOCTh
UWIKOJIBI, WHGEKIMH
KOXXH M HapyXHBIX
NOJIOBBIX OPraHoB H
NPH3HAKH
COCYOUCTBIX
OCIIOXHEHHI

Huzxkas ['11

HC HHU3KaA

HCTAXKENBIC
THIMOTTIHKEM U M

MH30ABI TAXKEN0H
THIOTJIUKEMHH
(motepsa co3HaHus
H/MIIM CYJ0pOTH)

3MU30/EI  TAXKENIOH
THIIONIMKEMHH
(motepas = co3HaHHA
W/WIH CYIOPOTH)

buoxuMHYECKHE [I0Ka3aTenu KpPOBH

YPOBHH CaMOKOHTPOJIS TIMKEMHH KPOBH, TTIOK03a ILTa3MBbl (manee — I'TT) B MMoOJIB/n1

I'TlT waromak wau| 3,6 5.6 5,0-172 >7,2 >%
TipenpaHaHaNbHAas

Iloctnipanmuanena | 4,5-7.0 5-10 10-14 >14
alTl

I'TI nepen cHoMm 4,0-5,6 5,0- 8,3 <4,2 uiu >9 <44 umna >11




1 2 3 4 5
Hounas ['T1 3,6-5,6 459 <4,2 unu >9 <4,0 unu >11
HbAlc (%)" <6,5 <7,5 7,5-9,0 <90

a — Lleneeoil mokasaTens cAeaAyeT WHAMBHAYANM3IAPOBATH IS JOCTHXEHHA MAKCUMAIBHO BOIMOXHO OIH3KOrO K
HOPMAITLHOMY YPOBHIO [NIMKEMHH W W30eraHus TAKENsX MIOCTHKeMHI, YacThIX TMOOT/HKEMHI Nerkoil W cpeaHeit
CTENeHH TAKECTH, BLIPAKEHHOIO cTpecca s pebeHka ¢ aHabeToM U 4ieHOB ero ceMbH. (DakTopei, kKoTopble
YUMTLIBAIOTCA NPH HHAHMBHIyaNH3allHH LEMH: HOBLIC TCXHOJIOTHH, BKNIOUAaS HMHCYTHHOBBIE TNOMMB H CHCTEMBI
AMNUTENEHOrO MOHHTOPHPOBAHHA rMokoskl (Aanee CGM); cnocoGHOCTE pebeHKa NOKATOBATHCA Ha CUMOTOMb! CHIO- U
THNEPTIHKEMHH; TAXKENbIE HTH GSCCHMNTOMHBIE THMOOTJIMKEMHH B aHAMHE3€; HH3Kas KOMIUIAGHTHOCTb K TEparuu B
AHAMHE3€, COXPaHEHa OCTATOUHAR CEKPELMA HHCYIMHA (OKTHHUYECKAA CTAAUA WIH [IEPHOA «MeaoBoro mecauay CJ).

4.1 HeobxonuMele 3/1eMEHTHI YCHEIIHOTO NIHKEMHUYECKOTO KOHTPOJIA:

onpenenenue HbAlc He pexe 1 pasa B 3 Mecsua;

CaMOKOHTPOJIb TTMKEMHH UK €€ MOHHTOPHHT momolpio cucteM CGM
10 6-10 pa3 B cyTKH,;

perynspHoe BeICHHE JHEBHHKA CAMOKOHTPOIIS ¢ KOPPEKIHEH Tepanuy I1o
HEOOXOIUMOCTH.

5. Jluarnos Ca popmynupyertcs COrJIacHO clieayroLuen
MOCJIEIOBATEILHOCTH:

5.1. CAl (CA2, recraunonnslit) umn cneuuduyeckuit Tun CJI (ykasaTs
IPUYHHY);

5.2. nanee yKa3blBaeTcs CTENEHb KJIMHUKO-MeTa00THYeCKOM
KOMITeHCaUuH 3a00/1eBaHHS:

cTeneHb  KommeHcauuu CJI  OIEHHBaeTCd  COTVIAaCHO  IIEJIEBBIM
MOKA3aTeNAM [NIHKEMHYECKOrO KOHTPONA Y JeTedl cornacHo Tabauue 3
HACTOSALIEr0 MPUIOKEHHUS:

KITHHHKO-METabO0InYeCcKas KOMICHCAlUHs, KOTOpoil COOTBETCTBYIOT
HICaNbHBIN U ONTUMAIBHBIN YPOBHH KOHTPOJIS;

KMMHAKO-MeTabolnyueckas CyOKOMIIeHCauys, KOTopoil COOTBETCTBYET
CyOONTUMAIBLHBIH YPOBEHD KOHTPOIS,;

KJIMHUKO-METAa0O0NMYECKAs IEKOMIEHCALHUs, KOTOPOit COOTBETCTBYET
YPOBEHBb KOHTPOJISI BBICOKOTO PHCKA;

5.3. manee ykassiBarotcst ocnoxHeHus CJI;

AHAbETHYECKHE MUKPOAHTUITATHH:

PeTHHONATHs (YKa3aTh CTafHIO HAa NPaBOM, JIEBOM I71a3y), COCTOSHHE
TIOCIE TA3EPKOATYIAUNK CETIATKH HIIH ONEPATUBHOTO JieueHus (yKas3aTh rog);

Hedponats (ykasaThb CTaAMIO XPOHHYECKONW GOE3HH IOYeK (manee
XbIl), xareroputo anbOyMUHypuR);

HeBpomnatus (yKaszaTb GopMy);

Apyrue ocnoxHenus CJ1:

3aJiepKKa pocra;

3aJIepiKKa [1OJIOBOIO Pa3BUTHS,

TANEPINIIOAUCTPODUH;

JIUNOUAHBIA HEKPOOHO3 M APYTOE;

5.4. nanee yKa3pIBaeTCsi COMYTCTBYIOLIAS MATOMOIHS.




