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CAXAPHBII TMABET. OBIIUE CBEJAEHUSA

Caxapnbiii quadet (CJl) siBisieTcss cepbe3HOM NpoOIeMON COBPEMEHHOTO
3IpaBOOXpAHEHUs, BIHMAIONICH Ha TMOKa3aTeNIH 3I0POBbsS, TPYIOCHOCOOHOCTD,
MHBAIMIU3ALMIO U TPOJOJKUTEIBHOCTH XKU3HH HACEIICHU.

CornacnHo ompenenenuto, CJI — 3THONOTMYECKHM HEOJHOPOAHAs Trpynna
METAa0OJMYECKUX  HAPYIICHHM, KOTOpPbIE  XapaKTEePU3YIOTCS  XPOHUYECKOMN
TUNEPIIMKEMHUEH, OOYCJIOBJICHHOW HApPYLIIEHHEM CEKpPElUMH HWHCYJIHHA WA
YYBCTBUTEJIBHOCTH K UHCYJIMHY, a TAK)KE COUCTAHUEM ATUX HAPYLICHUM.

O4eBUIHO, YTO MPHU CXOACTBE (DUHATBHBIX METAO0OJUYECKUX H3MEHEHUH,
npuyuHbl Hed(PGHEKTUBHOCTU JACHCTBUSI TOPMOHA MHCYJIMHA MOTYT OBITh BEChMa
MHOTO00pa3Hbl, MO3TOMY [IJIsi BbIOOpa aJIeKBAaTHOM TepareBTUUECKON TaKTHUKU
BAXHO HE CTOJIbKO JMAarHOCTUPOBAaTh 3a00JI€BaHUE, CKOJIBKO MAaKCUMAaJIbHO
JETaTu3UPOBaTh €r0 3TUOJIOTHIO.

JnuTenpHOE BpeMsSl CUMTANIOCh, YTO JJIsl AETCKOW MOMYJSLIMM XapaKTepHa
3aboneBaeMocTh uckimountenbHo CJl 1-ro tuna (CL 1). CtaTtucTuka mociaeaHux
JIET CBHJICTEIBCTBYET O BCE OOJIBIIIEM BKJIQJIC IPYTUX TUIIOB Juabera B OOIIyIO
cTpykTypy 3aboneBaemoctu CJl y nmereii: CJ 2-ro tuma (CI 2) — mo 10%,
moHorenHoro CJI (MI'CH) - 1-3%. DOtu J1aHHBIE HENb3d CUYUTATh
OKOHYATEJIbHBIMA B CBSI3M C PAa3JIMYHOM JOCTYIMHOCTBIO  MOJIEKYJISPHO-
FEHETUYECKUX HCCIICIOBAaHUN B pa3HbIX CTpaHax, a TaKXe CIOKUBIIUMUCS
CTEpeOoTUNIaMU B OTHOIIEHUU aquarHoctuku C/l y nereil.

Mexay TeM IUarHOCTHYECKHe OIMMOKW B ycTaHoBieHuW stuojoruu CJ]
NPUBOJAT K HEBEPHOM TaKTUKE TepanuM, I[UJIAHUPOBAHUM JHArHOCTUKHU
OCJIO)KHEHUH W KOMOPOHIHBIX COCTOSIHUM, OMPESICHUH OTIAJICHHOTO MPOTHO3A.
N3BectHbIe B Hacrosee Bpems BapuanTel C/[ y nereit, He oTHOcAmuecs K 1-my
TUITY, B OOJILIITMHCTBE CBOEM HE MMEIOT YETKWX MAaTOTHOMOHHYHBIX MPOSBICHUH,
9TO 3aTPYAHSET UX JUATHOCTHKY, OMpeessisi HEOOXOIUMOCTh aHalu3a JIaHHbBIX B
COBOKYMHOCTH, BKJIOYasg KIMHUKO-TAOOPATOPHBIE CHUMIITOMBI, OCOOEHHOCTH

ne0roTa U TeueHus: 00JIe3HU, OTBETA Ha MMPOBOJUMYIO TEPAIHIO.



KIIACCUPUKALUA CAXAPHOI'O IMABETA

CornacHo COBpeMeHHOM Ki1acCu(UKAIUU BbIICISIOT:

1. CH 1 — yame BcTpedaeTcss B JIETCKOM Bo3pacte. Boimenstor ase
bopm:

a) ayrouMMmyHHbI CJ] 1 (xapakTepuzyercss UMMYHHOM AecTpykuueu [3-
KJIETOK — UHCYJIUT);

0) nnuonatuueckuit CJI 1, Takke MpoTEKAIOMUN ¢ JECTPYKIHEH [-KIETOK,
HO 0€3 IPU3HAKOB AyTOMMMYHHOTO IIpOlLiecca.

2. COo 2 — xapakTepusyeTcsi OTHOCHUTEIBHOW  HHCYJIHMHOBOM
HEJIOCTATOYHOCTHIO C HApyUIEHUEM KaK CEKpPEUUH, TaK U YYBCTBUTEIBHOCTHIO K
UHCYJIMHY (MHCYJTMHOPE3UCTEHTHOCTD).

3. Crneunduyeckue TUIIBI caxapHOro 1uadera.

4, ['ecTanoHHbIN caxapHbI 1rabeT.

Cambie pacnpoctpanennble Ttunbl CJII y mereid sto CH 1 u CI 2. B
HekoTopbix ctpaHax CJI 2 y nmereit Bctpewaercs vame, yeM CJI 1, 4ro cBsizaHo ¢
T€HETUYECKUMU 0COOEHHOCTSIMU NOMYJISLNNA " YBEIMYHBAIOLLEHCS

PacpoCTPaHEHHOCTHIO 0XKUPCHHUSI.

CAXAPHBIA TUABET 1 TUIIA Y JETEHN

Onuaemuoiaorusa Cl 1

CoznanHble pecnyOJMKAHCKUA UM pPErvoOHalibHbIE PErMCTPhl  BbISBHIU
HIMPOKYIO BapualenbHOCTh 3a00aeBaeMocTy U pactipoctpanennoct CJl 1 y nereit
B 3aBUCUMOCTH OT MOMNYJSIUU U Treorpaduyeckoil IUPOTHl B Pa3HBIX CTpaHax
mupa (ot 7 mo 40 ciydaeB Ha 100 TBIC. JETCKOTO HACEJICHHUs). 3a MOCIICAHUC JIBA
necstunetus 3adoneBaemocts CIl 1 cpenu nerelt HEYKJIOHHO pacTeT U B CPEIHEM

€KEeTOAHBINA MPUPOCT COCTABISAET OKOJIO 3%0.
Ituouaorus u natorernes CJ{ 1

CI 1 — ayroumMMyHHOE 3a00JIeBaHHE Y TEHETUYECKU MPEIPACTIONOKEHHBIX
JWL, TpPH KOTOPOM XPOHUYECKHU TMPOTEKAIOUIMHA JUMGPOLUUTAPHBIA HMHCYIUT
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OPUBOIUT K JECTPYKUHMU P-KIETOK, C TOCIEAYIOUIMM DPa3BUTHEM aOCOIIOTHOU
nHCcynuHOBOM HenoctatouHocTH. Jiis CJI 1 xapakTepHa CKIIOHHOCTh K Pa3BUTHIO
JKA. [IlpenpacnonoxkeHHocts Kk ayroummyHHomy CJI 1 ompepensiercs
B3aUMOJICHICTBUEM MHOXXECTBA T€HOB, MPU 3TOM HMEET 3HAYECHHE B3aWMHOE
BJIMSIHUE HE TOJIBKO PAa3JIMYHBIX T'€HETHYECKUX CHCTEM, HO W B3aUMOJICHCTBUE
IpeapacnoyiaraloliuX W 3alUTHRIX  ramiotunoB. [lepwon ot Hadana
ayToMMMYyHHOTO mpouecca 10 pa3Butus CJ] 1 MOXeT 3aHUMaTh OT HECKOJIBKUX
MmecsaneB 1o 10 ser. B 3amycke mpoueccoB pa3pylIeHHs OCTPOBKOBBIX KIIETOK
MOTYT IPHUHUMAaTh Yy4acTUE€ BUPYCHble MH(pEKIUHN (KOoKcaku B, kpacHyxa u J1p.),
XUMUYECKUE BEIIECTBA (ANIOKCAH, HUTPATHI U Ap.).

AyTOMMMYHHOE pa3pyllieHue B-KJIETOK CJI0KHBINA, MHOTOATAalHbIN MpoIlece,
KOHTPOJIUPYEMbIH KaK KIJIETOYHBIM, TaK M T'yMOpaJbHbIM 3B€HOM HMMMYHHTETA.
['maBHYIO poOJb B pa3BUTUU HHCYIHUTAa urpaioT murorokcuueckue (CHA8+) T-
muMmponutel. [lo cOBpeMEHHBIM MpEJACTaBICHUSM HWMMYHHON JUCPETyJsUd
MPUHAAJICKUT BeIyllass pojidb B BO3HUKHOBEHUHM U  IPOTrPECCUPOBAHUU
3abosieBanus. K MapkepaMm ayTOUMMYHHOH 1€CTPYKLIMHU B-KIETOK OTHOCST:

1) oCTpOBKOBO-KJIETOYHBIE IIUTOIUIa3MaTHUeckue ayroanTutena (ICA);

2) anTuUHCYMMHOBBIC aHTUTeNna (IAA);

3) aHTHTENA K MPOTEHHY OCTPOBKOBBIX KJIETOK C MOJICKYJISIPHOM Maccoit 64
ThIC. K| (OHM COCTOSIT U3 TPEX MOJIEKYJ): TiryTamaTaekapookcunassl (GAD);
tupo3uH (ocdarassl (IA-2L); Tuposun docdarassl (IA-2B).

Yacrora BCTpeuaeMOCTH pa3iinyHbiX ayroantuten B aedrore CJ 1: ICA —
70-90%, IAA — 43-69%, GAD - 52-77%, IA-L — 55-75%. B mno3gHem
JOKIMHUYECKOM Teproje Momyisanus [-kieTok ymeHsbinaetcs Ha 50-70% mo
CPaBHEHHUIO C HOPMOM, a OCTABIIMECS — MPOJIOJDKAIOT MOAJEPKUBATh Oa3anbHBIN
YPOBEHb MHCYJIMHA, OJTHAKO CEKPETOPHAsl MX aKTMBHOCTh CYHIECTBEHHO CHH)KEHA.
Knunnueckue npusHaku quadera MOSBIAIOTCS, KOT/la OCTaBIIEECs KOJUYECTBO [3-
KJIETOK HECIOCOOHO KOMIIEHCHPOBATH MOBBIIIEHHBIE MOTPEOHOCTH B HHCYJIMHE.
WucynuH — TOpPMOH, peryjaupylomuii Bce BHIbl oOMeHa BemiecTB. OH

oOecrnieunBaeT OHCPIrCTUYCCKUE M INIACTHYCCKHUE TIIPOLHECChI B OpPraHuU3Me.



OcHOBHBIC OpraHblI-MHUIICHHU MHCYJIMHA — IICYCHb, MBIIICHYHASA W JKHUPOBAA TKAaHb,

/I MHCYJIMH OKa3bIBAET aHAOOIUIECKOE M KaTaOOIUIECKOE ICHCTBHE.

HepgocTaro4yHOCTb UHCYNINHA
M U36bITOK rMUKOr oHa

t :

CHUXEHHoe "
nornoLyeHune n&i:gﬁ;gﬂ" MOBbILLEHHbI
[MIOKO3bI Aopicaie nunonua
KneTkamu
[ A 4
funepravkemus, MNoBbILLEHHOe co- MoBbILLEHHOE CO-
[THOROGYRHA, AepXxaHve B Kposu depxaHue B nnasme
MO SO aMUHOKMCIOT, CBOGOAHBIX XUPHBIX
Y E oA BRIES: noTepu asoTta KUCNOT, KeToreHes,
AeHWe C MOYOI KETOHEMUA
U3 OpPraHua-
Ma XUOKOCTU
W 3NEeKTPONUTOB

=z S ObessoxuBaHue
“ aungos

Pucynok 1 — IlaToreHeTuueckue MeXaHU3MbI NIPH Je(UIUTE HHCYJINHA

Bauanue uncynuna na y2neeoonulit 06 men

1. OOGecrneunBaeT MPOHUIIAEMOCTh KJIETOYHBIX MEMOpaH Jisl TIIHOKO3bI
IyTEM COSJMHEHHMS CO CICIU(DPUUCSCKUMH PELIEITOPAMH.

2. AKTHBUpPYET BHYTPHUKJIETOUHBIE SH3UMHEIE CHCTEMBEI,
oOecIieunBaroIIe MeTad0JIN3M TITIOKO3EI.

3. CtuMmynupyeT TJIMKOTEHCHHTETAa3HYI0 CHCTEMY, OOCCIEUYHBAIOILYIO

CHHTEC3 I'"IMKOI'€HA U3 I'NTFOKO3hbI B IICYCHHU.

4, [TonaBnseT rmukoreHonn3 (pacuienieHus rIIMKOreHa B TIII0KO3Y).
S. [TomaBmisieT raOKOHEOTeHe3 (CUHTE3 TTFOKO3bI U3 OEIKOB U )KHPOB).
6. CHmXaeT KOHILIEHTPAIIMIO TJTFOKO3bI B KPOBH.

Bauanue uncynuna na sxcupoeoit 0omen

1. Crumynupyer TUNOTeHeEs.

2. Oka3pIBaeT aHTUIUIIOIUTHYECKUN dhPekT (BHYTpPH JHUIOIUTOB
TOPMO3HUT aJICHUJIATIINKIIA3y, CHIKaeT NAM® numnonuToB, HEOOXOIUMOW IS

POLIECCOB JIUIIOJIN3A).



Henocrtatok wuWHCynMHA BBI3BIBAET YCWICHUE JMINOAW3a (pacuieryieHue
tpurimuepuaoB a0 CXK B agunoumrax). Iloseimenne kosmyectBa CXKK
ABJISIETCS] IPUUMHOM KUPOBON MHOUIBTpAIIUU NIEYCHHU U YBEJIIMUEHUS €€ Pa3MEPOB,
a TaK)Ke MPUYNHON 00pa30BaHUS KETOHOBBIX TEJI TIPH pacIiaje.

Bauanue uncyauna na 6eaxkoewlit 06men

CrnocobcTByeT cuHTe3y Oenika B MbllIeUHOM TkaHU. HemocTaTok mHCynMHA
BBI3BIBAET pacmajl (KaTa0oJM3M) MBIIIIEYHON TKaHU, HAKOIUIEHHE a30TCOAEPKAIINX
IPOJIYKTOB (aMHHOKHCIJIOT) U CTUMYJIUPYET B IMEUYEHU TIOKOoHeoreHes. ledbunut
WHCYJMHA YBEJIIMYMUBAET BBIOPOC KOHTPUHCYJSIPHBIX TOPMOHOB, aKTHBAILIUIO
[JIMKOT'€HOJIN3a, TJIIOKOHEOTeHe3a, YTO BENET K THUIEPIVIMKEMHH, MOBBIIICHUIO
OCMOJISIDHOCTH  KpPOBH, 00€3BOKMBAaHUIO TKaHeW, rioko3ypuu. Cragus
MMMYJIOTUYECKON AUCPETYIISIUN MOXKET JJIMThCA MECSIbl U TOJbI, MPU STOM
MOTYT BBISBISITECS AHTUTENA, SIBJSIONIMECS MapKepaMu ayTOMMMYHHOCTH K [3-
kietkam (ICA, IAA, GAD, IA-L) u renermueckue wmapkepel CJ[ 1
(npenpacnoyaratouue U IpoTeKTOpHbIe ramtoTunsl HLA, pacnpocTpaHeHHOCTh U

COYETaHUE KOTOPBIX Pa3iMyacTCs B Pa3IMYHBIX STHHYCCKHUX TPYIIax).
Craaum caxapHoro auadera 1 tuna

CJ 1 moxeTr mpoTekaTb OT OCCCHMITOMHON MOKIMHUYECKOW CTaJHH JI0
CTaANM XPOHUYECKOTO 3a00JeBaHUs C TMO3JAHUMH OCIOKHEHUSIMU. Bwimensior
CHEAYIOUIUE CTAUN.

[. AyroummyHHUTET 0€3 TUCTIIMKEMUN U KIIMHUYECKUX CUMITTOMOB.

II. AyTOUMMYHHTET C AUCTIIMKeMuer (aHoMmanbHbie pe3yibTarsl [IT'TT u/ unu
MOBBIIIIEHHBIN YPOBEHB TJIFOKO3bI HATOIIAK ), 0€3 KIIMHUYECKUX MTPOSIBJICHUM.

I1l. Ayroummynuret (quadernueckuii [1I'TT, nuabeTnueckuii ypoBEeHb IIIFOKO3bI
HaTOIIaK) 0e3 KIMHUYCCKUX MPOSBIICHHUH.

IV. Brepssie BoisiBnennbiid CJ1 1.

V. Ycranosnennniii CJ 1.

VI. Ycranosnenusiii CJI 1 ¢ mo3AHUMHU OCIIOKHEHUSIMU.
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JIOKJIMHNYeCKHUIl caxapHbIil 1nadet

Hoxmandeckuit CII (ctagum [-111) — 310 cocTosHue, mpeamecTByoIIee
kuHu4yeckord manudectanuu CJI, KOTOpoe MOXKET MPOJIOJBKATHCS MECALbl WU
Jake TOIBI, MPU KOTOPOM MOTYT OBITh OOHAPYKEHBI aHTUTEIA K OCTPOBKOBHIM
KJICTKaM Kak MapKephl ayTOMMMYHHOM peakiuu npotuB B-kietok (GAD, 1A2,

ICA512, IAA, ZnT8).
ManugecTHbIN caxapHbIi AMadeT

[TpocnexkTuBHOE AMHAMUYECKOE HaOMIoeHHe OoO0cIenyeMblXx U3 TIpynld
BBICOKOTO pucka mokazano, yro CJ[ 1 B OOJBIIMHCTBE CIIy4yaeB MOKET
yCTaHaBIMBATHCS JUIAM 0€3 KIIMHUYECKOW CUMITOMATHKHU (HAallpuMep, Ha CTauu
I11), mpu »tom puck JIKA y HMX 3HAUMTEIbHO CHM)KEH. J[MarHo3 yCTaHOBHUTH
MPOCTO PeOCHKY C HATMYMEM B aHAMHE3€ HApaCTAIOIIEH OJNYpPUH, TTOJIHIUTICUN U
CHIDKEHHEM Macchl Tena B TeueHue 2—6 Hexpens (ctanus 1V). Ilpu stom eciu He
Oyaer mpoBeneHa TrpamMoTHas jauarHoctuka CJ[ wiM mnpenycMOTpeHO ero
ATUNIMYHBIA BapUaHT TEYEHUS, 3TO MOXKET MIPUBECTH K 3aM034aJI0N TUArHOCTUKE U
peskomy yBenuueHuto pucka JKA. [{ns HeKoTOphIX neTel XapakTepHO OBICTpPOE
MPOSIBIICHUE KIMHUYECKUX CUMIITOMOB, JIKA B Takux ciydasix MOKET pa3BUTHCS B
TEUEHUE HECKOJbKHX CYTOK; IJIi JPYrUX — KIMHUYECKUE CUMIITOMBI MOTYT
HOSIBJIATHCS MEJUIEHHO, Ha NPOTSHKEHUM HECKOJIBKHUX HEAENIb U JaXe MECSLEB.
Knunnueckue mposiinenuss CIl 1 y nereil mo cTeneHH TSXKECTH MOTYT ObITh
pa3HBIMM — OT METa0OJMYECKUX HapyLIeHUl, He TpeOYIIHX HEMEIJIEHHOrO

BMEIIATEILCTBA, A0 TsKkenoro JIKA ¢ 00e3BOKMBAaHUEM H IIIOKOM.

KiinHu4eckue XapaKTepuCcTHKH CaXapHOro auadera 1 Tuma Ha MOMEHT

AUATHOCTHKH

Hpusnaku, npu Komopblx Hem Heoo0xo00umocmu 6 HEeOmMJ10)HCHBIX

MePOnPUAMUAX

o [losBnenue sHype3a y peOeHKa, MPUYUYEHHOTO K TyaJleTy, KOTOPOE MOXET
OBbITb HEBEPHO MHTEPIPETUPOBAHO KaK MPOsiBIEHHWE MH(PEKIIMH MOYEBBIBOISIINUX
IyTEH.
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e BaruHanabHBIN KaHANI03, OCOOCHHO y JIEBOYEK MPpemyOepTaTHOTO BO3pacTa.

® XpOHI/I‘-ICCKOC CHM)KCHHUC MACChI TCJIa WJIW OTCYTCTBHUC YBCIIMYCHUSA MACChI

TeJNa y pacTyllero peoeHka.
e Pa3npakuTenpHOCTh U yXY/IIICHUE IKOJIBHOW yCIIEBaEMOCTH.
e PenumauBupyronye KoxHble HH)EKIIHUN.

Hpo;wﬂemm, npu Komopbslx Heo0X00umMa HeoOmao0NHCHaAA Meduuuucmm nomouib

(AKA wnu runiepocMosisipHasi TUTIEPTIIUKEMUS ).

e (O0e3BOXKUBAHHUE OT CPETHEH JI0 TAKEION CTCIICHHU.

e Yacrasg pBota u 00J1b B )KMBOTE, KOTOPasi MOXKET OBITh OMIMOOYHO MPHUHSTA
3a KJIMHUYECKUE MTPOSIBJICHUS TACTPOIHTEPUTA.

e He npekpamaromascst moJinypusi, HECMOTPsI Ha 00€3BOKMBaHHUE.

e [loTepst Macchl TeNa, MBIIIIEYHOW MAacChl U KUPA.

e [lpuraromme miekwu.

e 3amax aneToHa u30 pTa.

o TunepBentwisiiust (npixanue Kyccmayns) —  yuwaieHHoe, riay0Ookoe,
IIyMHOE JbIXaHUE, MOX0XKEE Ha TSAKEIbIC B3I0XU.

e Hapymenus co3HaHust (JI€30pUEHTAIUS, TOJIYKOMAaTO3HOE U PEKe
KOMAaTO3HOE COCTOSIHHE).

o [llox (ywameHHbI TyJlbc, IUIOXas mnepudepuyeckas IUPKYISAIUS C
nepupepruuecKuM UaHO30M).

e ['unotensus (penko BcTpevaercs y aetei ¢ JIKA).
Juaznocmuueckue mpyoHocmu, KOmMopbvle MO2ym RNpuUecmu K HnO30HeMY
6bLA6/ICHUIO OUADEMUUECKO20 Kemoauudo3a

Y nerel mepBOro roja >KU3HU MOXKET PAa3BUTHCS TSKEIbIM KETOALUI03
BBUIY BBIP@KEHHOTO JepUIIUTa UHCYJIMHA U 3ano3aaion auarHoctuku CJI.
Keroanunorrueckasi THTIEPBEHTHIISAINS MOXKET OBITh OIMTMOOYHO TIPUHSATA 32

MPOSIBJICHUE THEBMOHUH WJIH ACTMBI.

Bonb B 3KUBOTE MOXKET OBITh OIITMOOYHO IIpUHATA 3a OCTpBIﬁ KHBOT.
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[Tonmuypuss u sHype3 MOTyT OBITh OMIMOOYHO MPHUHATHI 32 HHQPEKIHUIO
MOYEBBIBOIAIINX TYTEH.
[Tonuaumncus MOXeT ObITh OIIMOOYHO pACIICHEHA KaK ICUXOT€HHAs.
PBoTa MOXET OBITH OTMOOYHO MPUHSITA 3a TACTPOIHTEPUT UITH CETICHC.
Anzopumm ouaznocmuku u epauednas maxkmuxa npu nooo3penuu na C/J 1
e liccnenoBanusi MOUM Ha TIIOKO3YPUIO U KETOHYPHUIO C HCIOJIb30BAaHHUEM
TECT-TI0JIOCOK;
e li3MmepeHne ypoOBHS TIIFOKO3bI M KETOHOB MPH TIOMOIIH TOPTATHBHOTO
TJIFOKOMETpa WK B JabopaTopuu.
VYpoBeHb 1I0KO3BI B T1azme > 11,1 mmonb/n nmoarBepxaaet nuaruo3 CJI.
Eciu y pebenka wumeercs kiuHuueckas cumnTomatuka CJI, mokazaH
HEMEJVICHHBIA OCMOTP B YCIOBUAX MEIUIIMHCKONW OpPraHU3aIluu 3/[paBOOXpaHEHUS,
umeroneid onwelT BeAeHusa aered ¢ CJI u keroanumozoM. Ecnu CJl y pebenka
JMArHOCTUPOBAH Ha JIOKIMHUYECKOW CTaJUd — TPH 3HAYCHUU TIIMKUPOBAHHOIO

remorioonna (HbALc) 6osee 6,5% pekoMeH10BaHA HHCYTMHOTEPATIHS .
Kpurepun tmarHoctuku caxapaoro nuadera (ISPAD, 2014)

[. Kuaccuueckue cumnroMbl CJI Wi TUNOEPIIIMKEMUYECKOTO KpHU3a B
COUYETaHUHU C YPOBHEM IUIIOKO3bI B IJ1a3Me KpoBu > 11,1 mmouns/n (200 mr/nn), unu
II. YpoBeHs rioK0361 B 1a3Me KPOBU HATOMAK > 7,0 MMOJB/T (=126 Mr/m)

(cocTosiHMEe HATOIIAK OMPEIENSIETCS KaK OTCYTCTBUE MOTPEOJICHHs KaJIOpHil B
TEUEHUE IO KpaliHel Mepe 8 u*), uiu

I1l. YpoBenb 1I0KO3bI B TJIa3ME€ KPOBM uepe3 2 4 mocie Harpy3ku > 11,1
MMOJB/TT (> 200 mr/min) npu nposeaeHuu III'TT* (Tect ciaegyer mpoBOIUTH C
UCIIOJIb30BAaHUEM HArpy3KH TIIFOKO30H, coliepiKallleid 3KBUBAJICHT 75 T O€3BOJHOM
IIFOKO3bI, PAacTBOPEHHOM B BoAe, MIM B jJo3¢ 1,75 r/Kr Maccel Telma o
MaKCHMaJIbHOU 10361 75 T), WK

IV. Yposernr HbAlC > 6,5%** (TecT ciienyer MpOBOAWTH B JIAOOPATOPUU C
MOMOINBID ~ MeTo/a, cepruduiupoBanHoro  HammonanpHOW — mporpaMmMoi

crangaptuzanuu rimkoremornoomHa (National Glycohemoglobin Stadardization
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Program) u craHmapTU3MpOBAaHHOTO B COOTBETCTBHH C HCCIEIOBAHUEM IIO
KOHTpOIO 3a jauabetoM u ero ocnoxkuenusimu (Diabetes Control and
Complications Trial)).

Ilpnmeuanus:

* Tlpu oTcyrcTBUM sIBHOW runepriaukemMuu auarno3 CJI, ycTaBiaeHHBIA Ha
OCHOBAHHH 3TUX KPUTEPHUEB, HEOOXOUMO MOJITBEPKIATh TOBTOPHBIMHU TECTAMH.

** TlokazaTenb MeHee 6,5% He ucKiIrodaeT Bo3MOKHOCTH auarHoctuku CJI mo
ypoBHIO Tt0K03bl. Pons HbAlc B muarnoctuke CJ y nmered 10 KOHIIA HE
BBISICHEHA.

JlnarHo3 He JOJDKEH OCHOBBIBATHCS TOJBKO HA OJIHOKPATHOM ONPEAECIECHUU
YPOBHS  TJIFOKO3BI. YcranoBiaeHue ~ aMarHo3a = MOXET — MOTpeOoBaTh
MPOJOJIKUTEILHOTO HAOMIOACHUS YW MHOTOKPAaTHOTO OMNpPEACNICHUS YPOBHS
TJIFOKO3bI HATOIIAK U yepe3 2 4 nociie nmpuema nuim u/uinu [ITT.

ITposenenue III'TT He Tpedyercs, ecnu quarHo3 CJ] MoxeT OBITh YCTaHOBIICH
Ha OCHOBAaHMM TIOKa3aTeJIed TOUIAKOBOW TIJIMKEMHUHM, WM TPU CIyYalHOM
U3MEPEHUN YPOBHS MOCTHPAaHAUAIbHOM riaukemuuu, Tak kKak [II'TT wmoxer
BbI3BaThb M30BITOYHYIO THUIEpriiMkeMuto. BBugy octporo nHavama CJ[ 1, B
npoBeaenuu III'TT y nmereit, kak mpaBuio, HeoOXoauMocTH HET. OJIHAKO MOXKET
OBITH TIOJIE3HBIM TIPU TMATHOCTHKE JAPYTUX TUMOB 3abojeBanus, Hanpumep, C/ 2,
MI'CJ1 u mykoBucuuao3o3asucumoro CJI (M3CJI).

Omnpenenenue ypoBHs: HbAlc MoxkeT HCOIB30BaThCS MPU CTaHIAPTU3AINH
METOZa TI0 KPUTEPUSIM, COOTBETCTBYIOIIMM MEXKIYHAPOIAHBIM pedepeHCHBIM
3HayeHusAM. ClienyeT NIOMHUTh O TOM, YTO NpHU cTpeMuTtesbHOM pa3Butuu CJI 1y
nereii, ypoeHb HbAlc MoxeT HEe ObITh HOPMAalbHBIM, HECMOTPS Ha HAJIMYUC

JUArHOCTUYECKUX 3HAYCHUN TUTIEPIIIMKEMUH U Kilaccuueckux cumnrtoMoB CJI.
AndpepeHunanbHas JTMATHOCTHKA caxapHOro auadera 1 tuna

Jlo HacTosmero BpemeHu mpobdiema auddepenimanbHor auarnoctuka CJI
u JIKA y nereit ocraercs aktyanbHOH. Kak moka3pIBaeT mpakThka, Oojee 4eM y

80% npereit CJ| nuarnoctupyetrcsi B cocrosuun JIKA. B 3aBucumoctu oT
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npeoOnagaHusl TeX WM MHBIX KIMHWYeckux cumnromMoB JIKA crenyer
g epeHnupoBarh C:

1) ocTpoii XUPYPrUUECKOi maTooruen (OCTPhIi anleHINIUT, KOCTPBIA KUBOTY);
2) nHPEKIMOHHBIMY 3a00JIEBaHUSIMU (TPUIII, THEBMOHWS, MCHIUHTHUT);

3) 3a001€BaHUSMHU KEITYJOUHO-KUILIEYHOTO TpaKTa (MUIEeBas TOKCUKOMH(EKIINS,
racTPO’HTEPUT U AP.);

4) 3a00J1eBaHUSMU MOYETIOJIOBOW CHCTEMBI (THETOHS(PHT, IIUCTHUT);

5) 3a007€BaHUSIMU HEPBHOM CUCTEMBI (OIYXOJIHM TOJIOBHOTO MO3Ta,
BETre€TOCOCYAUCTAsI TUCTOHUSA);

6) HecaxapHbIM JTUa0ETOM.

IIpn IIOCTETIEHHOM U MEJJIEHHOM pa3BUTUHU 3a00JieBaHUs
muddepenunanbublii quarso3 nposoautces mexay CIH 1, CIA 2 u MODY-
nuabeToM (mpuiioxkeHue 1).

Huddepenunanus CJl BakHa HE TOJIBKO JJisi BbIOOpa TAKTHKU TEpaluu U
oOydeHus, a Tak ke IS 1eseHanpasieHHoro ckpuaunra CJI B cembe pedenka. K
JUArHOCTUYECKUM KPUTEPUAM, KOTOpble MOryT omnpenenuTs tMn C/I, oTHOCATCA
CleIyIoLIue:

* Hajgumuue ayroaHTuTeld, cBsa3aHHBIX ¢ CJ: k GAD, tuposundocdarasze
(IA2), uacynuny (IAA) u/unu Tpancnoprepy nunka (ZnT8) (kak MUHUMYM OJMH
13 3TUX BUIOB ayTOAHTUTEN OOHapyxuBaeTcs B 85-90% ciayyaeB npu NEPBUYHOM
BBISIBJICHUY THIIEPIIIMKEMHUH HATOIIAK);

o n3meHenne ypoBHsa C-nentupa: npu CJ 2 MHCYJTMHHE3aBUCUMOM —
noBellieHue KoHueHtpauuu; npu CJI 1 — cHmxkenue koHuentparuu. Ha ¢one
IIPOBOJIMMOM  WMHCYJIMHOTEpanuu  omnpeneseHue ypoBHs C-mentupa npu
TUNEPIIMKEMUH > 8 MMOJB/JT TMO3BOJSET BBIACHUTH, UMEETCSA JIM HHAOTEHHAas
CEKpelus UHCYJIMHA.

Bo3mosrcnocme Hanuuun Opvzux munoe CZI c.rleovem pacemampueantn,

ecilu y pebeHKa Hem aymoanmumet u:

* B ceMmeiliHOM aHamHe3e ectb CJI ¢ ayTOCOMHO-JOMHHAHTHBIM THIIOM

HACJIEOBaHMUS;
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* C/1 amarHocTUpoBaH B MepBbIe 6 MECSIIEB KU3HU;

* MIPUCYTCTBYET ciiadasi, HEMPOTPECCUPYIOIas TUMEPTIUKEeMHUs HaToak [5,5-8,5
MMoiab (100—150 wmr/mm)], ocobeHHO B MIiaaieM Bo3pacTe, y peOeHka, He
CTpaJaloIero OXKUPEHUEM U HE UMEIOIIET0 KIMHINYeCKuX cumntoMoB CJ1;
*IPUCYTCTBYET COITYTCTBYIOIAsl MATOJOTHUS: TJIyX0Ta, arpodus 3pUTEITLHOTO
HEpBa WJIM CUHJIPOMHbIE TPU3HAKH;

* MalMEHT MOJBEprajics BO3JACHCTBUIO MPENapaToB, 00JaJAIONINX TOKCUYHOCTHIO

110 OTHOIICHHIO K B-KJ’IGTK&M WJIX BBI3BIBAIOIINX HP.
COBpeMeHHLIe INPUHIUIIBI BEACHUA CAaXapHOIo zmaﬁeTa 1-ro Tuna y ueTeﬁ

Bcem nanuentam ¢ manudectHoit popmoii C/] 1 nokazana 3amecTUTENIbHAS
MHCYJIMHOTEpANnus, NpUOIMKEHHAass K CEKpEeUUMH WHCYJIMHA TOKEIy10YHON
Kene30il  370poBoro  yenoBeka. WHcynMH —cekpetupyerca  [-KiI€TKamMu B
noptaibHyto cuctemy. 50% ero morpeOisieTcss B IMEYEHH MJs IPEBpPALCHUS
IJIIOKO3bl B TJIMKOTEH, ocTaBmuecs 50% pasHocsaTcss 1o OONbLIOMY KpYyTy
KpoBOOOpalieHusi K opraHaM. B HopMme cekpeluss HWHCYJIMHA MOCTOSHHO
IPOUCXOIUT HE3aBUCUMO OT Mpuema nuniu (6a3anpHas). B oTBeT Ha mpuem nuim
(Ha TOCTAIMMEHTAPHYIO THIIEPTIMKEMHIO) CEKpelus yCHiInBaeTcsi (OorocHas).
@U3HONOTMYECKUIT PUTM CEKPELIMM WHCYJIMHA IIO0JO0KEH B OCHOBY MHTEHCUBHBIX
CXEM MHCYJIUHOTEPAIINN Y IETEH.

I[Ipu CJ 1 »5K30reHHBIN HWHCYJIWH BBOAUTCA NOJKOXHO, W MEIJICHHO
IIOCTYIIAE€T B KPOBOTOK (HE B IME€YEHB), TJI€ KOHLUEHTPALU €ro JUIMTEIIbHOE BpEMS
ocTaeTcsi BBICOKOW. B pesynbprare nocranuMenTtapHas riukemus y gereit ¢ CJI 1
0oJiee BBICOKAasA, a B MO3JHUE YAChl UMEETCS CKJIOHHOCTh K TUnoriukeMusm. C
JIPYroi CTOPOHBI, TJIMKOTeH y nanueHToB ¢ CJI B epByro ouepeab JENOHUPYETCs
B MBIIIIAX U HE Y4YacTBYET B MOJAJEPKAHUM HOPMOTJIMKEMHUHU. 3arachl B MEYEHU
CHWKAIOTCA M3-3a THUIIONIMKEMUYECKUX PEaKLUi, BCIEICTBUE €T0 PACXOI0BAHNUS.

Hns newenuss CJ| y [gereil NPUMEHSIIOTCS YEJIOBEYECKHE WHCYJIUHBI,
[OJy4YEeHHblE OMOCHHTETUYECKUM (IF€HHO-MH)XXEHEPHBIM) METOJOM C IMOMOUIBIO
pexomOunantHoit JIHK-texnomoruun (mpunoxenue 1). I'paduku geiictBus

WHCYJIMHA MIPEACTABICHBI HA PUCYHKE 2.
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— VHCYNUH KOPOTKOro AeHCTBUSA
— HCyNnuH CpeaHero AencTBua
— AHANor WHCYNUHa AnuTensHoro aencteuns (J1aHtyc)

== AHANOr UHCYNUHA pnuTensHoro aectaus (Leremup)
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CXeMbl JEIACTBUSA DA3SIMYHBIX BULOB MHCYIINHA.

Pl/lcyHOK 2 — Cxema IleﬁCTBHH PA3INIHBIX BU/10B HHCYJIMHA

Wucynunbl BbIMyckaloTcs BO ¢iakoHaXx U KapTpumkax. Haubonbiiee
pacnpoCTpaHEHHUE MOIYYUIIA HHCYJIMHOBBIC IIMPUI-PYYKH.

Jlo3a mHCynMHA 3aBUCHUT OT Bo3pacTta u giuurensHocTu CJI. B mepBbie 2 rona
noTpeOHOCTh, B HWHCynuHe cocTaBiser 0,5-0,6 EJI/kr mMacchl Tena B CYTKH.

Haubonee ¢usmonornuHoil cuuraerca uHmeHcuduuuposannas (60110CHO-

OazucHas) cxema 86e0eHUsA UHCYIUHA TIPU TTIOMOIIN UHCYJIMHOBBIX IIINPULIEB WU

IIpUI-pydYCK, OCHOBAHHAsA Ha (1)I/ISI/IOJ'IOFI/IUI€CKOM pUTMEC CCKPECIMU HHCYJIMHA

MOKETYTOYHOM Keie30M (pUCYHOK 3).

.u
(T

| 3
i =

[lefcTBHE MHCYNWHA

Ty 1 |

18 19 21 22 24 2 4 7 Bpems
3aBTpaK O6en YxuH Bropon yKuH

Knaccuyeckas cxema ¢ ABykparHbiM BBeaeHHeM 0a3a/bHOr0 MHCYMHa
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JleRcTene HHCYNHHA
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3aBTpaK 06ea YXuH  BTOpOM yKuH

Knaccuyeckas cxema MHOroKpaTHoW HHCY/TMHOTERANNNA
C «yNLTDAKOPOTKUMM» aHAN0ramMu ¥ 4BYKPaTHbIM BBEAEHUEM 0a3anbHOr0 MHCYINHA
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3asTpak O6en YxuH  Bropoi yxuH
Knaccuyeckasi cxema MHOTOKpPaTHON MHCYIMHOTEPANNA
C «Y/IbTPAKOPOTKUMU» aHANOraMy 1 aHanoramu JAvTENbHOr0 JeHCTBUS.

PI/IcyHOK 3 — PazanyHbIe CXeMbI BB€JICHUA UHCYJIUHOB

Haunnaercs MHCYIMHOTEpanus C BBEACHHUSI WHCYJIUHA YJIBTPAKOPOTKOTO
WM KOpPOTKOro aeictBusa 4-6 pa3 B cyTtku. IlepBas no3a y AerTeil mepBbIX JIET
xu3Hu 0,5-1 EJI, y nereit 7-10 netr — 2—4 EJI, B mybepratHom niepuonae 4—6 EJI.
JlanbHel ast KOppeKIus 103kl NHCYJIWHA MTPOBOAUTCS B 3aBUCHMOCTH OT YPOBHS
TJIIOKO3BI B KpoBU. [lpm HOpMmanmu3anuy MeTabonMuecKux ToKazaTesneld peOeHOK
nepeBoaUTCsT Ha 0a3uc-OO0JIOCHYIO CXeMy, KOMOWHUPYS HMHCYJIHWHBI KOPOTKOIO

(YIBTPaKOPOTKOTO0) U IJIUTEIBHOTO (YIBTPAAJIUTEIIBHOTO) IEUCTBUS.
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JlonaTtka

Pl/lcyHOK 4 — Mecrta MOAKOKHOI'0 BB€ACHUA UHCYJIMHOB

NHCynMH KOPOTKOrO JEWCTBHUS PEKOMEHIAOBAHO BBOJWUTH IIOAKOKHO B

0o0JacTh MJje4ya WIM BOKPYr Mynka. MHCYJIMHBI MPOJIOHTMPOBAHHOTO JIEUCTBUS

BBOJISITCS B 00J1acTh Oefpa (Hapy»KHasi MOBEPXHOCTh Oe/ipa) U B SITOIUIILI (BEpXHUI

KBajpaHT siroauil). OT NPOAJIEHHOTO UHCYJIWHA HE TPEeOyeTCsl CKOPOCTh, MTOATOMY

€ro BBOJISIT B T€ MECTA, I/Ie OOJIBIIE MBIIII ¥ XKUPOBOW TKaHH (PUCYHOK 4).

OpueHTHUPOBOYHAS CYTOYHAsT TMOTPEOHOCTh B MHCYJIWHE Yy JeTed B

3aBHUCUMOCTH OT BO3PACTHOI'O ICpuroga nNpcacraBjicHa B Ta6J'II/II.IC 1.

Tabnuna 1 — [ToTpeOHOCTH B MHCYJIMHE B IETCKOM BO3pacTe

Bo3pacTHoii nepuon CyTo4Hasi NOTPeOHOCTD, €1/KI Macchl TeJia
JlomKonbHEIN 10 8 JeT 05-1
[IpemyGepraTHblit 8-11 ner 0,6-1,0
[TyGeprarubrit 12-15 net 1,0-20
IToctny6eprathsbiit 16-18 net 0,6-1,0

B COBpCMCHHOﬁ I[I/Ia6CTOJIOI‘I/II/I JJIA HanOoJIee ONTUMAJIBLHOTO AO3UPOBAHUA

HHCYJIMHA NIMPOKOC MPUMCHCHUC HALllJIa CUCHEMA HEeNPEPbIBHO20 MORUmMOpPpUHR2a

2aukemuu (continuous glucose monitoring system, CGMS).
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Pucynok 5 — Cucrema HenmpepbIBHOIO MOHUTOPUHIA IVIHKEMUH

Cucrema CGMS nmno3BossieT B JOMAIIHUX  YCJIOBUAX  IOCTOSIHHO
MOHUTOPHPOBATh YPOBEHb INIMKEMUU B TEUEHHE CYTOK Ka)K/Ible MATH MUHYT Ha
MPOTSHKECHUH HECKOIbKUX JTHEH. JlaHHbIe, MOMydeHHbIE TPUOOPOM, TOABEPTatoTCs
KOMIIBIOTEPHON 00pabOTKe U TMpPEACTaBIAIOTCA B HarsiiHOM (opme B BuUIE
rpaduKoOB U JUarpamMm, Ha KOTOPBIX OTMEUEHBI N3MEHEHUS TIIMKEMHH C YKa3aHUEM

BPEMEHHU U JUIUTEILHOCTH TUIIEP- U TUIIOTIIMKEMUI (PUCYHOK 6).
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Pucynok 6 — Bapunantsl rpa¢guxkoB CGMS

Bsuny neBo3moxxkHoctr odecrieunth CGMS kaxknoro pedenka ¢ CJ1 maHHbIN
BUJI MOHUTOPUPOBAHUS MWCHOJB3YEeTCS ISl KOPPEKIHUU WHCYJIUHOTEpANUU Yy
ManyueHToB ¢ JabunbHbiM TeueHnem CJI, mpu TOMO3pEHUH Ha CKPBITHIC
TUTIOTJIMKEMUH, TIPU TOA00pE PEXUMOB BBEIACHUS HHCYJIMHA Ha TOMIIOBOM
Tepanuu. B mocnenHee BpeMs MOSBWIOCH crlenyroniee mnokojsenne CGMS —

Guardian Real Time, cocrosiiee U3 CeHCOpa, YCTaHABIMBAEMOI'O IMOJKOXHO Ha

HECKOJIbKO JHEeW, M MOHHTOpA, COEJUHEHHOTO C CEHCOPOM MOCPEICTBOM
OecrpoBOHON CBSA3M, Ha AHUCIUIEH KOTOPOTO BBIHOCHUTCS TEKYIas TJIUKEMHS,
rpa@uKy W3MEHEHUI TJIMKEeMHH B TEYCHHE HECKOJbKUX YacoB, a TaKxe,
HpeACTOosINasl TIIMKEMUS, YTO JTaeT BO3MOKHOCTh HEMEIJIEHHON KOPPEKIMH J103bI
uHCynuHOB 0e3 cHsitust CGMS.
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CoBpeMeHHast UHCYIUHOGAA NOMRA — YCTPOHCTBO Ui TIOAKOXKHOU

nHY3UM WHCYJIWHA, OCYIIECTBISIOMICHCS dYepe3 KaTeTep, COSAUHSIONMNN
pe3epByap C HMHCYJIMHOM BHYTPU IOMIIBI C TMOJKOXHOW >KUPOBOM KIIETYATKOM.
PesepByap ¢ HHCYJIMHOM U KaTeTep BMECTE HAa3bIBAIOTCA «MH(DY3MOHHAS CHCTEMA,
KOTOpBIE CIEeNYyEeT MEHATh ee Kaxzabie 3 AHs. [Ipu cmeHe MHQY3MOHHON CHUCTEMBI
MEHSeTCd M MECTO TMoJaud uHCynuHa. [lmactukoBasi kaHwons (HE Wrja)
YCTaHABJIMBAETCS TOJ KOXY B T€X K€ 30HaX, KyJa OOBIYHO BBOJST MHCYJIUH C

MTOMOIIIBIO IIMpHUIa (PUCYHOK 7).

Animas PA, USA

Roche Accu-Check MN,
Swiss

Medtronic l
MiniMed CA,

Deltec MN, USA

Insulet MA, USA

e =

‘ CoBpemeHHbIe MHCY/IMHOBbIE NOMMbI )

PucyHok 7/ — BapuaHThl COBpeMEHHbIX HHCYJINHOBBIX OMIT

[Ipy momoiy TOMIBI BBOAMTCS MOJ KOXY OOBIYHO aHAJOT HWHCYJIMHA
yabTpakopoTkoro neuctBus (Xymasor, HoBoPamua wmm Amnunpa). Pexe
HCTOJIB3YETCSl YEJIIOBEYECKU MHCYJIMH KOPOTKOTO aeuctBus. MHCynuH nopaercs
oueHb MansiMHu J03amu, 1o 0,025-0,100 EJI. ITpoucxoautr mudy3us c 3agaHHON
ckopoctbio. Hampumep, mpu ckopoctu 0,60 EJl B yac momma OyneT BBOAUTH 10
0,05 EJl mncynuna kaxnapie 5 MunyT win no 0,025 EJ[ xaxnaeie 150 cexynn.
WNucynuHOBas moMna MakCUMaJIbHO UMUTUPYET palbOoTy MOIKENyI0YHOM KeJe3bl
3I0POBOTO HYEJIOBEKAa ¥ BBOJWUT WHCYJIWH B JBYX pEXKHUMax: Oa3aJbHOM U

OOIIOCHOM. COBpeMeHHBIC HHCYJIMHOBBIC ITOMIIBI ITO3BOJIAIOT 3aIIpOIrpaMMHUPOBATD
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CKOPOCTHh BBEICHUS 0a3aJbHOTO HMHCYJIMHA, MPUYEM OHA MOXKET MEHSATHCS II0
pacnucaHuio Kaxaslie nosyaca. [lepen enoil Kaxkaplil pa3 BBOAUTCS OOJIIOCHAS 1032
WHCYJIMHA, KOTOPYIO TMAaIMEeHT JeJaeT BPYYHYIO, T. €. HE B aBTOMAaTHYECKOM
pexume. Takke NalUMEHT JOJDKEH BBECTHU JIOMOJHHUTEIBHO pPa30BYIO JI03Y
WHCYJIMHA, €CJIM caxap B KPOBU MOCIIE U3MEPEHHUS OKa3bIBACTCS MOBBIIICHHBIM.

Hckyccmeennasa _nooicenyoounas _ceneza — YCTPOWCTBO, OCYIIECTBIISIONIEE

MH(Y3UI0 UHCYIIMHA B KPOBb. VICKyCCTBEHHAs MODKEITYA0YHAS JKelie3a COCTOUT U3
AByX NpuOopoB. IlepBrlli — 3TO MHCYIMHOBas Nomma (pe3epByap C MHCYIMHOM
KOPOTKOTO JEeHCTBHS). BTOpOi — TIIIOKOMETp, OCYLIECTBISIOIIUNA MOHHUTOPHUHT

IJIMKEMUU (PUCYHOK 8).

KnuHnueckne HCHBITaHUS «UCKYCCTBEHHOW MOJKEIYJIOUYHON JKEJIE3b» B
HacTosIlee BpeMs MpoBOAsATCs B MeauiuHckux reHtpax CIIIA u Epomnsl, npu
(¢uHaHCOBOM mozepKke HarmoHalmbHOTO WHCTUTYTAa auabera, >KeIyT04HO-
KUIIIEYHBIX W TIOYEUHBIX 3a00jeBaHWil. B paMkax KIWHUYECKUX HCIBITAaHUN
3¢ (HEeKTUBHOCTh MCKYCCTBEHHON IMOKEITYIOUYHOM jKeJie3bl OyleT CpaBHUBATHCA C

3¢ (HEeKTUBHOCTHIO CTAaHAAPTHOW HWHCYJIMHOBOW TMOMIBI MO JIBYM KJIHOYEBBIM

napamerpam:
J HACKOJILKO XOPOIIO KOHTPOJIMPYETCSl YPOBEHB caxapa B KPOBH,
J CHIDKAETCS JIM PUCK PA3BHUTHUS TUIOTIIMKEMHUU TIPU UCTOIH30BAHUU

PICKYCCTBCHHOP'I HO,Z[)K@J'IYIIO‘IHOI\/'I KCIIC3hI.
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3arem OyneT mpoBepsThes pazpaboTaHHbI B ['apBapAckoM yHUBEpCHUTETE
QJIITOPUTM, TO3BOJISIONUIUN OCYIIECTBIATh KOHTPOJIb HaJl YPOBHEM caxapa KpOBU
(MaTepuan B34t ¢ caiira moitabletki.ru).

HecMoTpst Ha BHenpeHHE COBPEMEHHBIX TEXHOJIOTHH B MPAKTUKY TEPAITUH
CJl (reHHOMHXEHEPHBIA WHCYJIMH 4YeJIOBEKAa M €ro aHajord, WIIPHUI-PYYKU U
UHCYJIMHOBBIE  TIOMIIbI, TJIOKOMETPBI), BOIPOCHl CTPOrOM  KOMIICHCAIUH
YIIEBOJHOTO OOMEHa W TPEAyNpEeXKICHUE Pa3BUTHS COCYIUCTHIX OCJIOKHEHUU
nuabeTa OCTalTCs aKTyalbHBIMHU.

WpeanbHpiM ciocoOOM IS TOCTHDKEHHUST KOMIICHCAIIMU YTJIIEBOJHOTO U
JMIHTHOTO OOMEHOB SIBJISIETCS TIepecalika IOKETYJI0YHON JKeJe3bl, D-KIeTok
OCTPOBKOB  TMOJDKENYIOYHOM  Keyne3pl W pa3paboTka  KOHCTPYKIIUH,
(GYHKIIMOHUPYIOMIUX HA TPHUHIMIAX WHCYJIMHOBOW PETYISAIHNH YTICBOJTHOTO
oOMeHa.

[lepBas mepecanka MOHKEITYAOUYHOMN KeNe3bl IS JICUeHUs JUabeTHuecKon
HedponaTuu u caxapHoro auadera Obu1a BoinoniHeHa W.D. Kelly u coasrt. (1967).
BbpKkuBaeMocTh MalMeHTOB W (PYHKIUS TMEPECaKECHHOTO OpraHa OCTaBaJUCh
KpallHe  HU3KUMHU.  BHeapeHWe  COBPEMEHHBIX  HMMMYHOCYIPECCHBHBIX
JICKapCTBEHHBIX CPEACTB MO3BOJIMIIO MPEAYNPEKIaTh OTTOPKEHHUE MEPECaKEHHOM
nopxenyaouHot skenesbl. K 1998 1., mo manneiMm A. Graessner u D. E. R.
Sutherland, B mupe 6110 ipoBeieHo cBbiiie 10 000 mogoOHBIX onepanuil, npuyeM
HauOoJbIllee WX KOJMWYECTBO mpunuioch Ha 1991-1997 rr. B OGonbmuHCTBE
CIIy4aeB Takue omnepanuu npoBoasTcs mnamueHtam ¢ CJ[ m ypemuei, u mid
NPOBECHUS MOAOOHBIX TPAHCIUIAHTAIIMH MCIIOJIB3YETCSl TPYIMHAS MOIKETyT09Has
Kelle3a WM €€ YacThb C MOuYkodM. B HacTosiiee BpeMs B MHpE €XKEroJHO
npoBoauTcs nopsaka 1500 mepecagok MOmKENTyI0YHOM JKeye3bl, mpudeM OoJiee
90% Ttakux omnepauuid npoBoautcs B CIIA. Ilo ganHbIM JUTepaTyphl B T€UEHUE
MEPBOTO TOJa TOC]Ie TPAHCIUTAHTAIIMKA KOMIUIEKCA TTOYKa-TIO/KETYJ0OUHAs JKele3a
MOJIHA WHCYJIMHOHE3aBUCUMOCTh coxpaHsercss y 94% mnainueHToB, a mpu
TPAHCIUIAHTALIMM TOJIBKO MOJKEIYJO4YHOU »kenme3bl — y 89%; cmycts 5 et

MHCYJIMHOHE3aBUCUMOCTh coxpaHsiercs y 81 u 67% cOOTBETCTBEHHO.
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Ochnoenble npUHYUNBL PAUHOHAILHO20 RUMAHUE NPU CAXAPHOM Juademe

JleuebHOEe mMTaHKME pekOMEeHJ0BaHO st Bcex aeteit ¢ CJI. Peanuzanus
WHAMBUIYaJbHOTO IUIaHa THTAHWS BMECT€ C COOTBETCTBYIOIIUM 00Opa3om
O00pPAaHHOW MHCYJIMHOTEpPANUEN yIy4dIlaeT IIMKEMUYECKUA KOHTPOJIb.

. OcHoBHble pexkoMmeHmanuu mia gered ¢ CJI OCHOBBIBAIOTCS Ha
NPUHIHUIAX 3J0POBOTO IHTAaHUS, KOTOPbIE MOAXOASIT BCEM YJIEHAM CEMBHU.
OcHoBHas 1enb nutanus npu CJ| — yaydImuTh rITUKEMAYECKUE MOKa3aTeln U TEM
CaMbIM CHM3UTh PUCK KAaK OCTPBIX, TAK U XPOHUYECKHUX OCIOKHEHUM.

. CoBeThl M0 MUTAHUIO JOJKHBI OBITH AJaNTUPOBAHBI K KYJIbTYPHBIM,
PEIUTHO3HBIM, STHUYECKUM U CEMEHHBIM TPAJAUIUSAM, a TaKKE K KOTHUTUBHBIM U
MICUXOCOIUATBHBIM MOTPEOHOCTAM KOHKPETHOTO peOeHKA.

. [Tennatp JOJIKSH OBITH JacTbIO MeINaTPUIECKON
MEXIMCUIUIUIMHAPHOW KOMaHIbl C MOMEHTA ITOCTAHOBKHU JIMAarHO3a U YCTAHOBUTH C
peOEHKOM U €ro ceMbel MNPOAOKUTENIbHbIE, OCHOBaHHbIE Ha JOBEpUU
3¢ PeKTUBHBIE OTHOIIICHHUS.

. [ToTpeOnenue »HHEPrUM W HE3AMEHUMBIX IHUTATEIbHBIX BEIIECTB
JIOJDKHO  OBITh  HAMpaBJIeHO Ha JOCTH)KEHUE HUJeaIbHOW Macchl — Tela,
ONTHUMAJIBHOTO POCTa, 370pOBbS U pa3BuTHUs peOeHKa, a Tak K€ Ha
IpEeAOTBPAIIEHUE OCTPBIX U XPOHUUYECKUX OCIIOAKHEHHUM.

. OntumanbHOE pacnpe/ieNieHUe MUIIEBbIX DSJEMEHTOB 3aBHCUT OT
WHIWBUTyIU3UPOBAHHON OIleHKH cTaTyca. OOmas peKoMEHIalus: YTrIeBOJbI
TOJKHBI cOCTaBIATh 50-55% sHEpreTuyecKko IEHHOCTHU €/1bl, )KUpPbl — MeHee 35%
(nacwimenHsble xupbl — <10%), 0enku — 15-20%.

. basuc-6omiocHasi cxeMa WHCYJIMHOTEpPANUUd U CaMOCTOSATEIbHAs
KOPPEKIMS J03bl KOPOTKOTO (YJIBTPAKOPOTKOTO) HHCYJIMHA B COOTBETCTBUE C
MOTpeOJICHUEM YTIEBOJAOB JAa€T BO3MOXKHOCTh THOKOCTH B MOTPEOJICHUU
VIJIEBOJIOB M B BHIOOpPE BPEMEHH MpHUEMa TMHIINH, YTO B TMEPCICKTHBE MOXKET
yIIy4yl1aeT TJIMKEMUYECKHMH KOHTPOJb M KadyeCcTBO JKHU3HU. OIHAKO HE CTOUT

CUUTaTb, 4YTO PCEryJsipHOCTb B CAC H CTaOMJILHOCTHh B IMUOICBLIX IIPUBbIYKAX
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nepectalor ObITh BaXHBIMU (aKTOpaMu B TOJACPNKAHUH  ONTHMAJIBHOTO
TJIMKEMUYECKOTO KOHTPOJIA.

. Cyl1ecTByeT HECKOJIBKO METOJIOB pacuera MOTpeOJeHMs YIiIeBOJOB
(CHO) B rpammax, B 10-12-rpammoBeix noprusix CHO u B 15-rpamMMoBBIX
YIJIEBOJHBIX/XJIEOHBIX eauHUIax (mpuioxenue 2). MccrnenoBaHuii, OTIAIOLIMX
SBHOE IPEAIIOYTEHNE TOMY WM MHOMY BHJy IOJICYETA, HE CYLIECTBYET.

. Hcnonp3oBanne [ nmaer [ONOMHUTENBHBIE MNPEUMYIIECTBA B
ININKEMUYECKOM KOHTPOJIE 10 CPABHEHMIO C MOAXOAOM, IPHU KOTOPOM YIJIEBOMABI
MO/ICUUTHIBAIOTCS OTAENBHO.

. [lotepst Maccel Tena MOXKET OBITh  NPU3HAKOM  Pa3BUTHUSA
COIIYTCTBYIOLIEH MAaTOJIOTUH (MH(EKIUH, IeTHaKuu U TUIIEPTUPEO03a), MPOITyCKOB
B [IPUEME UHCYJIMHA WU OECTIOPSA0YHOTO MUTaHUS.

. @u3nyeckol aKTUBHOCTH, Jie4eOHOW (UBKYIbType, 3aHATUSIM
CIIOPTOM JIOJKHBI COOTBETCTBOBATh IPAaBWIBHBIC IHILEBBIE PEKOMEHIALUHA U
MpaBUJIbHOE MUILEBOE MOBEACHUE peOeHKA.

. Opranmzanus nutanusg npu CJ[ 1 tpeOGyeTr OT ceMbU U OKpPYKEHUS
0O0JBHOTO MOAX0Ja, 0OpalaoIIEero BHUMaHue Ha (hyHAaMEHTalbHbIE MPOOJIEMBI,
Takhue KakK M30bITOYHAs Macca Teja, HeXBaTKa (U3NYECKOM Harpy3ku u
MOBBINIEHHBIN PUCK CEPIIEYHO-COCYIUCTHIX 3a00JIEBaHU.

. Cy1miecTByeT HEOOXOAUMOCTh NAIBHEHIINX HCCIIETOBAHUN U OILEHKHU
OpraHM3aliy MUTaHUs NpU AETCKOM Juadere.

QDu3uuecKkan AKMUGHOCMb U 1e4eOHaA Pu3KyIbmypa

Pebenok ¢ CJ] mMoxeT 3aHMMAaTbCA MPAKTUYECKU JIFOOBIM BUIOM CIOpTA, B
TOM 4YHCIIe — MPOPECCHOHATBHBIM, €CIM HE MMEETCS NMPOTUBONOKa3aHui. JleTsam
MO>XHO PEKOMEHJIOBATh 3aHsATHs: Oerom, Boseitbonaom, ¢pyTdosaom, GackeT0osioM;
€3/10i Ha BeJIOCHUIIele, KOHHBIM CIIOPTOM, a’3pOOHMKOM, TEHHUCOM, OaJIMUHTOHOM.
XOpolUM JOMOJHEHUEM K 3aHSATHIM (DU3KYIbTypOil MOTYT CTaTh TaKHe BU[IbI
(u3nyecKoil aKTUBHOCTH KaK CEMENHBINA OTIIbIX Ha MPUPOJE, cOOp TpuOOB U SATO B

Jiecy, JIETHSS pbIOasiKa.
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B rpymnrme 3anpenieHHbIX BUOB CHOPTa AJIs IeTell ¢ TuabeToM BHECEHBI BCE
AKCTpEMaJbHbIE BHJBI CIOpPTA: MOJBOJHOE IUIABAHBE, CKaJlOJa3aHUE, TOPHbIC
JBDKU, CHOYOOPAMHT, BUHACEp(UHT, TOpHBIE JbDKU, MapadOHCKUM Oer, CUIOBBIC
BH/IbI CIIOPTA.

[Ipu 3aHATHAX IJIABAaHUEM CIIEAYET IOMHUThH, YTO YPOBEHb caxapa B KPOBHU
MOXXET PE3KO M3MEHHUTBHCS, MPUBOAS K TUIO- WU THINEPIIIMKEMHUHU, YTO TpedyeT
JOTOJIHUTEIBHOTO CAMOKOHTPOJIA.

Bo BpPCMA 3aHATUM CIIOPTOM H€O6XOI[I/IMO YUUTBIBATh CJICOAYIOIIHC

pPEKOMEHAaIuu:

1. HeobOxonumo ompenenuth 4acTOTy 3aHATUM B Henento — 4-5 nHel B
HECIIIO.

2. 3aHUMAThCSl CIIOPTOM HYKHO 4epe3 IMOJTopa-/Ba yaca Mocjie mpuemMa
TTUIIIH.

3. VYBenuuuBaTh HArpy3Kd CJE€IyeT IOCTENEHHO, HAuMHasg C CaMbIX

KOpOTKHX 3aHATUM 1o 5-10 munyt. dnsa gerent ¢ CLl 1 Bpems 3aHATUN HE TOHKHO
npesbimath 40 munyt; qis getedt ¢ CI 2, KoTopble HE MOTY4YalOT WHCYJIUH —
JUIUTEJIbHBIE Harpy3kd HeE TMPEACTaBISAI0T OMNAacCHOCTH, IMO3TOMY MM MOKHO
3aHUMAThCS 4YaC B MHTECHCUBHOM PEKUME.

4, [lepen 3ansiTHEM HEOOXOIMMO MPOBEPUTH YPOBEHb caxapa B KPOBH,
€CIM TJIMKEMUS MEHbIIE 5,5 MMOIJB/JI, TO 3aHUMAaThCA HENb3d H3-32 pPHUCKA
BO3HUKHOBEHUS THMOINIMKEeMHUH. Takke 3aHUMAaTbCsl (GU3KYIBTYPOU HEJb3s, €CIIH
€CTh alleTOH B MOY€, HECMOTPS Ha 1[€JIeBbI€ 3HAUCHUS TTTUKEMUH.

5. Crporo cobmogate pexuMm (Qusnueckux Harpy3ok. CHauana B

TEUECHHUE 5-7 MUHYT HY>KHO Pa30TPETh MBIIILBI, 3aTEM IIPUCTYIIATh K OCHOBHOMY

KOMILJIEKCY, 3aKaH4YMBaTh 3aHATHE HE00X0IUMO pacciaabIsoIUMU
YIOPOKHEHHUSIMU.
6. PeGenok ¢ CJ] o0s3aTensHO BO BpeMsi TPCHUPOBKH HAa SKCTPEHHBIN

cily4ai IOJbKeH UMeTh npu cede caxap, koHdety. MoxxHo OpaTh cedbe OyrepOpoa u

COK, KOTOPBIC IPUTOJATCS IMOCJIC TPCHUPOBKHU.
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1. CnenyeT BbINMBaTh OOJBIIOE KOJIMYECTBO BOJBI, KaK M BO BpeMs
TPEHUPOBKH, TaK U MOCIIE HEE.

@dusnyeckass aKTUBHOCTb NPHUBOJIUT K IIOBBIIMICHHOM HAarpy3ke Ha HOTH,
MO3TOMY BeJIMKa BEPOSTHOCTH MONYYHTHh TpaBMy. HykHO rpamoTHO moadOuparthb
JUIA 3aHATHH CIIEHUANbHYI0O MATKYIO U ya00HYI0 00yBb. [IpumepHbIl KoMILIeKce
ynpaxHeHnnil JIOK, koropbie peOEHOK MOXKET BBIIOJIHATH JI0Ma CaMOCTOSITENIBHO
10/l KOHTPOJIEM POAUTENEHN, IPUBEIEH B IPUIIOKEHUH 3.

Ilenv camokonmpona — o00ydeHHE TIAlUEHTAa M WIEHOB €ro CEMbHU
CaMOCTOSTENIbHO OKa3blBaTh ce0€ IMOMOIIb IpH JIOOBIX OOCTOSTENbCTBAX B

JOMAIIHUX ycIoBUsAX. OO0ydeHue NpUHIIMIIAM CAMOKOHTPOJIS BKITFOUYAET:

. N3ydenne peOEHKOM U 4je€HaMH €ro ceMbu o0umx noustuii o CJL;

. OOyuenue HaBbikaM onpeaesieHns 'K riirokoMeTpoMm u aleToHa B MOUE;

. OOyueHue NPUHIMIIAM KOPPEKIHMH 03bl HHCYJINHA;

. OOydeHre NpPHUHLMIAM PALUOHAIBHOTO IUTAaHUS M METOJaM pacyera

XJICOHBIX €IUHUII;
. OTpaboTKa HaBBIKOB BbIBEACHUS U3 TUIOTIIMKEMUYECKOTO COCTOSTHUS;
. Benenue nHeBHMKA CAMOKOHTPOJIS.

Oobugue npunyunvl KOHMPONA 2IUKEMUU

OneHka cOCTOSIHUS KOHTPOJIS INIMKEMUU B ONPEJEICHHBI MOMEHT BPEMEHU
Jy4lIe BCEro JOCTUTaeTcs MpU CaMOKOHTpOJie ypoBHs Tt0K03bl B KpoBu (CKI'K),
TaK KaK OH MO3BOJISIET OLUEHUTh HAJIUMYME TMIEPTIMKEMHH W TUIIOTJIMKEMUU IS
ONTHUMM3ALMU CTPATETUU TEparuM, a TakXKe Uil TOro, 4ToObl M30exaTh BbIXOZa
nokasareyied ypoBHsS TJIIOKO3bl 3a jomyctuMmble mpexaenbl. HbAlc sBusercs
€AVMHCTBEHHBIM IOKa3aTeJIeM JUINTEIBHOTO KOHTpPOJs raukemuu. llopnepskaHue
HbALC Ha ypoBHe 1Ie/IeBbIX 3HAUCHUI TPEAOTBPAIIACT PAHHEE PA3BUTHE MUKPO- U
MaKpOAHTMOIIATHYECKUX OCIIOAKHEHUMN.

Kozoa nyuwe 6ceco usmepamo yposens 2ii0ko3ul.

v Jexa B IIOCTENU: NEpell CHOM, HOYbI, JHOO MOCiI€ HOYHOIO

BO3JEP/KAHUSA OT €/bl I BBIABICHUS U IPEIOTBPALLEHNS HOYHBIX TUIIOTJIUKEMUN

141 FHHCpFHHKeMHﬁ, a TaKXKE IJIs1 OIITHMU3allKu JO3bI 0a3aJbHOTO HHCYJIMHA,
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v B TCUCHHE JHS MEpe]] eI0W U MOcie MPUEMOB MHIIHU (Yepe3 2 9 mocie
epl), 9TOOBI OMPENETUTh J03bl MHCYJINHA, CBS3aHHBIE C MOTPEOJICHUEM IMHIIU H
onpenenuTs ypoBHu 'K B oTBeT Ha jaeiicTBUE MHCYJIMHA (HAa MUKaX M CIajax
BO3/ICIICTBUSI MHCYJIUHA);

v IIPY aKTUBHBIX 3aHATHUSAX CIIOPTOM WK (PU3UYECKUMH YIPAKHEHUSIMHU
(mepen, BO BpeMs U uyepe3 HECKOJIBKO YacoB), TAKUM 00pa3oM, YTOOBI MOXKHO OBLIIO

MIPOM3BECTU U3MEHEHUs /i ynyuieHus npoduieit ['K;

v nepe1 BOXKACHUEM aBTOMOOWIIS;

v TSl TIOATBEPKACHUS TUMOTJIMKEMUA U MOHUTOPHUHTA MOCIEAYIOIIETO
BOCCTAHOBJICHUS;

v OpU  UHTEPKYPPEHTHBIX  3a00JeBaHUSAX I NPOPUIAKTHKU

THIICPIIIUKEMHUYCCKUX KPU30B.
Yucno u PETYIIPHOCTD CKT'K JOJDKHBI OIIPCACIIATECA B MHIWBHUAYAJIbHOM

IIOpsAAKEe B 3aBUCMMOCTH OT.

> JOCTYITHOCTH 000PY/I0BAHMUS;

> THUIIA UHCYJINHOBBIX PEXUMOB;

> CIIOCOOHOCTH pedeHKa pacro3HaBaTh T'MIIOTIMKEMUIO;

> croumoctu CKI'K B MecTax ¢ orpaHM4eHHBIMH PECYPCAMH.

[TaniueHTaM, HaXOASIIMMCS HAa MHTCHCU(PUIIMPOBAHHOW HHCYJIUHOTEpAIUU
WM Ha TEepaluu C MOMOIIbI0 MHCYJWHOBOUM IOMITBI, PEKOMEHIYETCS TPOBOIAMTH
HCCIIEIOBAHNE TTIMKEMUU OT 4 110 6 pa3 B JCHb.

KonuuecTBo wucciaeqoBaHUW MOXKET TMOBBIIATHCS MPU  TOAOOpPE 03Bl
WHCYJIMHA Y MaMeHTOB ¢ aekomiieHcanuen CJI, mpu cTpeccax, MHTEPKYPPEHTHBIX
3a001€BaHUSAX ¥ (PU3NUECKUX HArPy3KaxX.

HccaenoBanre KETOHOBBIX TENl B KPOBU HMJIM MOYE JOJDKHO TTPOBOIUTHCS
pu 3a00JICBaHUSAX C TOBBIIICHUEM TEMIIEPaTyphl W/WIM PBOTOM, MPU TIIOXOM
CaMOYYBCTBHHM U YpPOBHE TJIFOKO3bI IJIA3Mbl BhIIMIE 14 MMOJIB/JI, OCOOCHHO TIpH

IIOMIIOBOU HHCYJIIMHOTCPpAIIUU, ITOJINYPpUH, COHJIMBOCTH, 00X B KHBOTEC, OABIIIKE.
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He.]'IeBbIe NNoKa3aTe/Ii INIMKEMHUYIECCKOI'0O KOHTPOJIA

Jlnsa nereil cyuiecTByeT oOrpaHHuYEHHash HayyHas JoKas3aTenbHas Oasza
neneBbix 3HaueHuil ['K. ¥V kaxgoro peOeHka AOMKHBI OBITh WHAMBHUIYAJIbHO
ONpEIEICHHBIE 1IEJIEBbIEC MMOKA3aTENN TNIMKEMUU, MAKCUMAIbHO NPUOIMKEHHBIE K
HOpMalbHbIM. [Ipym 3TOM BakHO H30€raTb pa3BUTUS TSKENBIX THUIIOTJIMKEMUN
HapsiAy C YacTbIMU JIETKUMU U YMEPEHHO BBIPAKEHHBIMU THMIIOTIMKEMUAMU. [l
MAIMEHTOB, HE HAXOAAIIUXCS B (pa3e YaCTHUHON PeMHCCUU, IPABUIIO HOMEP OJUH
— cTpemuThes, 4To0bl He MeHee 50% wusmepenuit 'K Haxonunocs B mpezgenax
1eJIeBhIX 3HaYeHw, Hanmpumep, 70—180 mr/mt (3,9-10,0 mmons/n), u meree 10%
3HaueHuid Obun Hmxke ueneBbix. ISPAD B 2014 roay omyOnumKoBaHbI
PEKOMEHIyeMbI€ LIEJIEBBIE ITOKA3aTeNIM TIIMKEMHYECKOrO0 KOHTPOJSI B JETCKOM
BO3pacTe (Tabnuia 2).

Ta6Jmua 2 - HGHSBHG IMOKa3aTCJIM TJIUMKCMHUYCCKOI'O KOHTPOJI B ACTCKOM

Bo3pacrte (Anmant. ISPAD 2014)

Yposenn HNneanbubiii | Ontumanbublii | Cy0onTuMaibHbIH Bricokuii puck
KOHTpOJA | (HeamadeTnue (pexomenayercs OCJ10KHEHU I
CKMii) BMeEIIATEIbCTBO) (BMemaTeJabCTBO
00s13aTEJIbHO)
Knunnueckue onieHKn
[ToBbimienn | He nmoBeimena | Her cumnromoB [Tonnypus, Heuerkoe 3penue,
aa ['TI MTOJTUUIICHS, IUI0XO0M Habop Macchl
JHYpeE3 Tena,
3aJiepKKa mybepTrara,
mroxas
MOCEIIAaEMOCTh
ITKOJTBI,
KOXHBIE U
reHUTaIbHbIC HH(EK-
WU, TPU3HAKU
COCYIMCTBIX
OCJIO)KHEHU U
Huskas I'TI | He Huskas Her tsoxensix ONU30/1bI TSKEION Onu304bl  TSHKENOM
TUTIOTJIMKEMHUI | TUTIOTJIUKEMHUH TUTIOTJIUKEMUH
(motepst co3HaHUS (morepst CO3HaHUS
W/WAJTU CYJIOPOTH) W/WJTU CYJIOPOTH)
broxumuyeckue oneHkn™
I'TI naromak 3,6-5,6 4-8 >8 >9
WJIY 0 €1bl,
MMOJIb/J
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I'TI 4,5-7,0 5-10 10-14 >14
MOCTIpaHUaIbHas,

MMOJIB/JI

I'TI nepen cHowm, 4,0-5,6 6,7-10 <4,2 nunu >9 <4,4 umn >11
MMOJIB/JI

I'TI HOYBIO, 3,6-5,6 459 <4.,2 nim >9 <4,0 mm>11
MMOJIB/JI

HbAlc, % <6,5 <7,5** 7,5-9,0** >9,0***

I'TI — ypoBeHb I'JIIOKO3bI B IJIa3ME.

* Jlnst kaxknoro pebeHKa 3TH 1eNIeBbIe TOMYIISIMOHHBIC TTOKA3aTeNN J0JKHBI ObITh
CKOPPEKTUPOBAHbI C YYETOM WHIUBUAYAJIbHBIX OcoOeHHOCTeH. Pasnmuunbie wenu OyayT
COOTBETCTBOBATH MOTPEOHOCTSIM Pa3HBIX MAI[IEHTOB, HAIIPUMED, T€X, KTO UCIIBITHIBA

TSDKEJIbIE TUIOTJIMKEMHH, WIM T€X, Y KOTO OTCYTCTBYET UYBCTBUTEIBHOCTh K HaJBUTAIOLIEHCS
TUIOTJIMKEMUH.

** Ortm mnokazarend OazMpYIOTCS Ha JaHHBIX KIMHUYECKUX HCCIEI0BaHMM M MHEHUsX
9KCIIEPTOB, HO B HACTOSIILIEE BPEMsI HET YETKUX PEKOMEHIallui, COCTaBIEHHbBIX B COOTBETCTBUU C
MPUHLUIIAMHU JJOKa3aTelbHOU MeauuuHsbl. [IpuBonsarcsa yposau I'Tl, Tak kak

u3meputenu 'K uMeroT BHyTpeHHIO0 KaauOpOBKY JJIsl OTPaXXEHUsSI YPOBHEH IUIIOKO3bI B IJIa3Me
KpPOBH.

*#% Jlo manabiM DCCT, KOHBEHIMOHANbHAsE KOrOpTa B3pPOCIbIX HMeENa CPEIHUN YPOBEHb
HbAlc, paBubiii 8,9%, u gannsie kak DCCT, Ttak u EDIC moka3bpIBaloT IJIOXHE KOHEYHBIC
pe3yJIbTaThl NPU TaKOM YPOBHE, CJIEI0BATENIbHO, 1I€JIECO00Pa3HO PEKOMEHI0BAaTh IOKAa3aTeNn
HUKE 3TOTO YPOBHSI.

OciioxkHeHus: caxapHuoro quadera 1 Tuna y aerei

JInadeTnyecKui KeToalma03 — DTO OJJHO U3 CAMBIX TSDKEJIBIX OCIOKHEHUMN

Cll, xoropoe, Kak MpaBUJIO, Pa3BUBACTCS JIOCTATOYHO OBICTPO (B TeUYCHUE
HECKOJIbKUX JIHEW, a WHOT/a JaKe€ YacoB), M MPH OTCYTCTBUM JICYCHHUS MOMKET
MIPUBECTH K KETOAITUAOTUUYECKON KOME U TUOEIN MalueHTa.

buoxummueckue kpurepun nuarHoctuku JIKA:

. runeprimkeMust [>11 mmorb/i (~200 Mr%)];
. BeHO3HbIM pH menee 7,3 unu 6ukapoboHat menee 15 MMoIIb/i;
. KETOHEMHUSI JTU KETOHYPUSL.

Knunanueckue npusHaku JIKA:

. neruaparanust (MOKET OBITh IUIOXO ONPEACIINMA);

. TaxuKapIus;

. y4YalleHHOE JIbIXaHue;

. ryookoe, mymHoe Jnbixanue Kyccmayns; 3amax aneroHa (4acto

OIIMCBIBACTCS KakK 3altax CpCaACTBa AJIsA CHATHUS JIaKa WJIW THHUJIBIX q)pYKTOB);

. TOIITHOTA, pBOTa (MUdPEPEeHIIUPOBATH C TACTPOIHTEPUTOM);
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. 00J1b B )KHBOTE, UMUTHUPYIOLIAsi CAMITOMATHKY OCTPOTO KMBOTA;
. CIIyTAaHHOCTb CO3HAHUSA, COHJMBOCTb, IIPOIPECCUBHOE CHUKEHUE

YPOBHA aKTUBHOCTH CO3HAHMA BILJIOTH IO €T'0 IIOTCPH.

®axtopsl pucka JKA mnpu Bnepseie BbisiBIeHHOM C/: oTCpOYeHHBIH
JUArHo3, HU3KUN COLMAIbHO-DKOHOMUYECKHN CTAaTyC, a TAKXKE IPOKUBAHUE B
CTpaHax ¢ HU3KoM pacnpoctpaneHHocTh0 C/] 1.

dakrtopsl pucka JIKA y nmanueHToB ¢ paHee ycrtaHoBieHHbIM CJI: mpomyck

UHBEKIIMM WHCYJIMHA, IUIOXOM MeTabOIMYECKU KOHTPOJb, MPEANISCTBYIOIINE
snmzonsl  JIKA, HeangexkBatHas cxema u(WIM) 1032 HMHCYJIMHOTEpAIUH,
TFaCTPOSHTEPUT C HEMPOXOJIAIICH PBOTOM M HEBO3MOXKHOCTBIO BOCCTAHOBJICHHUS
obbemMa  KHUIKOCTH, IICUXHMYECKHE paccTpoiicTBa (BKJIIOYAs  IHILEBBIC),
3aTPYJHUTEIIbHBIEC COIMATIbHBIC UM CEMEHHbIE O0CTOATENbCTBA, MOAPOCTKOBBIA 1
MPEANOAPOCTKOBBIM BO3PACT y JACBYIIEK, OTPAHUYEHHBIN TOCTYN K MEIUIMHCKOMN
IIOMOIIY, HEYIa4YH [PU TEPANTUN UHCYJIUHOBOW MTOMITON

Jleuenne nanmenta ¢ KA nmpoBoAWTCS B pEaHUMAIMOHHOM OT/ICJICHUMU.
OCHOBHBIMHM JICYCOHBIMU MEPOIIPUATHAMHU SIBISIOTCS WH(Y3WOHHAs Tepamus Hu
BHYTPUBEHHOE BBEJICHUE UHCYJMHA, TPOPUIAKTUKA OCTPBIX OCI0XKHEHUN Ha (hoHE
JIKA.

I'mnoriukemusi_— Hambonee dactoe ocioxkHenue CJI 1, BcTpewaercs

oonee yeMm y 90% nanueHToB. PazBuBaeTcsi B pe3ysibTaTe HECOOTBETCTBUSI MEXKIY
7030 WHCYNWHA, TMOTpeOasseMord mHmed W (QU3NIECKON aKTHBHOCTHIO.
['MmormukeMuyecKoe COCTOSTHHE, KOTOPOE€ MPEANIECTBYET THUIOTIMKEMHUYECKON
KOME, KIMHUYECKH TMPOSBISACTCS OCTPHIM UYyBCTBOM TOJOJa, TPEMOPOM,
OJIEAHOCTHIO KOJKHBIX IOKPOBOB, XOJIOJAHBIM IIOTOM, TaxXHKapJaueil, 4yBCTBOM
TPEBOTH, CTPAXOM, Pa3APAKUTEILHOCTHIO, HEAJCKBATHBIM MTOBEICHUEM, HOYHBIMU
KoIIMapaMu #  JAp. Eciam CBOEBpEMEHHO HE YCTPAHSIOTCS CHMIITOMBI
TUIOTJIMKEMUYECKOTO COCTOSIHUSI, TO OHO OBICTPO MOXKET MepepacTd B CTAIUIO
TUIOIVIMKEMUYECKON ~ KOMBI,  CONPOBOXAAIOIIYIOCS  TPU3MOM  UEJIOCTEM,
COYTAHHOCTBIO  CO3HAHMS, a 3aTéM I[IOTEpel  CO3HAaHWS, CyJAOPOTraMHu.

['mnornukemMmnyeckas Koma Ha (I)OHe KeToanuao3a yrpoxKacT pazBUTHEM OTCKA U
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HaOyxaHWsT MoO3ra C JIeTaJbHBIM HCXOAOM. JleueHne TrUMOrIMKEeMUYECKIX
COCTOSTHH 3aKITI0YaeTcs B HEMEIJICHHOM MPHEMe BHYTPh OBICTPOBCACHIBAIOIINXCS
YIJIEBOAOB — TJIIOKO3Bl, caxapa, coka W ap. [Ipm ymydiieHMM caMO4yBCTBHS
IPUHSTH CIOXKHBIE yrineBoasl (ppykTsl, xyeb). [lpu runornukeMudeckon Kome:
CPOYHO BBECTH BHYTPHMBIIIEYHO TritokaroH 0,5-1,0 Mr wnm BHYTpHBEHHO —

pactBop 1mroko3sl 10-20% 20—40 M.
Cnenuduveckue ocnoxnenusi C/[ 1 tuna y nerei

MUKpPOAHTHONIATHN — COCYAMCTBIE OCIO0XHEHUS, HAMNPSIMYIO CBSI3aHHBIE C
HapylIEHUEM MUKPOIMPKYJSIIMUA, CBEpThiBatolied U (GUOPUHOIUTHYECKON
CUCTEMBbl KPOBH, CHCTEMbl AHTHOKCHUJAHTHOW 3alllUTHI, TJIMKO3WIMPOBAHUEM
CTEHOK COCylOB. B 3aBUCUMOCTM OT TIOpaKEHHS OpraHa  BbIACHSIOT
IMa0EeTUYECKYI0 HePpOomnaTuio, AUa0ETHYECKYI0 PETHHOMNATHIO, JHA0ETUYECKYIO
HEUPOIIaTHIO U T. 1.

Cpenu  Opyrux  OCJIOXKHEHHM, pa3BUBAIOIIUXCA TPU  JJIUTEILHOM
HekoMneHcupoBaHHoM CJ[ 1 omumcanbsl KaTapakTa, OrpaHUYECHHUE MOJBUYKHOCTH
cycTaBoB (Amaberuueckas XxalpomnaTus), JUMOUIHBIA HEKpOOMO3 KOXKU, CHHIIPOM
Mopuaka (oTcTaBaHue B PU3NUECKOM U MTOJIOBOM PAa3BUTHH, YBEIMUCHHUE TICUCHH).

C ydyeToM 3HAYUMOCTH BKJIaJla OTACIbHBIX (DaKTOPOB B MPOIECC
dbopmupoBanusa cocyaucTeix ocinoxHeHud CJI paspaboTaHbl IIeN€BBIE UX

3HA4YE€HUsI, CIIOCOOHBIE CHU3UTH PUCK OCJIOKHEHUH KaK y jeTen (Tabnuuia 3).

Tabmuua 3 — lleneBble 3HaYEHUS KIMHUKO-META0OJMYECKUX IMMApaMETPOB ISt

npoUIaKTUKY OCJIOKHEHUH caxapHoro auadera 1 tuna y gerei

[TapameTp [leneBoe 3HaueHUE

HbAlc (DCCT < 7,5 % 0e3 TSHKENBIX THIOTITUKEMUN

CTaHJapT)

XC JITTHIT < 2,6 MMOJIB/TI

XC JIIBII > 1,1 MMOJIB/T

TI'1t < 1,7 MMOJIB/T

All < 90 nepueHTUIIA OTHOCUTEIBLHO BO3paCTa, 10Jia U pocTa
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NUMT < 95 nepueHTUIA

Kypenne OtcyTtcTBHE

dusnueckas > 1 gaca B IeHb YMEPEHHOU (PH3NYIECKOI HATPy3KH
AKTUBHOCTb

«Cunguasy» < 2 4acoB B JICHb

NEATEIbHOCTD

3nopoBas n1uera [ToTpeOHOCTh B KaJlOpUAX COTIACHO BO3PACTY U

HOPMAaJIbHOMY POCTY

Kupos < 30 % kanopaxa, u3 HuX < 1/3 HaCBIIIEHHBIX
[ToTpebaenue kneTyatku 25-35 1/CyT ¢ yBeIMUCHUEM
KOJIMYECTBA MOTPEOJICHUS CBEXKUX OBOIIEH U (PYKTOB

JAucnanceproe Haoaoaenne npu CJI y 1eTeid 1 CKPUHHHT

IHA0eTHYECKHUX OCJI0KHEHUI

Hucnancepuzanuss gerert ¢ CJI ocymecTBiasieTcss B COOTBETCTBUU €
npuwiokeHneM S5 HWHCTpyKIuM O TMOpsSAKE NPOBEACHUSA AHCHAHCEpU3aluy,
yTBepkaeHHoi [locTtanoBinenrnemM MuHHUCTEpCTBa 3ApaBooxpaHeHus PecnyOnuku
bemapych ot 12 aBrycra 2016 r. N 96. Jlersim ¢ C/I (mo MKB-10: E10.0 - E10.9
CH 1; E11.0 - E11.9 C/I 2; E13.0 - E13.9 Jlpyrue yrounennsie popmbr CJ[; E14.0
- E14.9 CJI neyrouHeHHBIH) onpezenieHa rpynmna 310poBbs Y, pacnpenencHsl B
MOJITOTOBUTENILHYIO U CIEIUATBHYI0 MEIUIIMHCKYIO TPYIIBI U TPYIITY JieueOHOM
dusnueckoil KynbTyphl. JlOHKHBI OCMAaTPUBATHCS BPA4OM-dHIOKPUHOJIOTOM — 12
pa3 B roJl, BpayoM-TIeIMaTPOM YYaCTKOBBIM (BpauyoM-TIeIUaTPOM, BpauoM OOIIei
MPaKTUKHN) — 2 pasza B TOJ, BPAa4OM-0(TaIbMOJIOTOM, BPauOM-HEBPOJIOTOM — 1 pa3
B roj. IlepeueHb TUarHOCTUYECKUX HCCIEAOBAaHUM, HEOOXOAUMBIX JJII KOHTPOJIS
3a C/1, BKIIIOYAEeT: U3BMEPEHNUE MACChI M IIMHBI Tena, AJl, OleHKa cTauu MOJI0BOrO
pasBuTusi 1o TaHHepy, OOmMI aHaTUM3 KPOBU, OOIMMA aHaIU3 MOYH,
OMOXMMHUYECKUM  aHaliu3 KpoBU  (0Ommi  Oenok, OOWUHA  XOJECTEepPHH,
tpurmmiepuasl, ACT, AJIT, kpeatmnun), DKI' — 1 pa3 B roa, HbAlc ¢
UCIOJIb30BAaHUEM METO/IOB ¢ K03 (dULIMeHTOM Bapuauuu Menee 4% — 2 pasza B roji.
Kpurepusimu otieHkd 3¢G(HEKTUBHOCTH JTMCIIAHCEPHOTO HAOIIOEHUS SIBIISETCS

JNOCTHIKEHHE LeJIeBbIX 3HadeHud ypoBHed ['K, oTcyrcTBHE XpOHMYECKHUX
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ocnoxkHeHuil. Cpoku JUCMAaHCEPHOrOo HAOMIOACHUS W KPUTEPUU CHSATHUA C
JUCIIAHCEPHOTO HAOIMIOAEHUS — 110 JOCTUXKEHUU 18 JerT.

B mnHacrosimee Bpems wusneuenne CJ[ 1 HEBO3MOXHO, OJHAKO IpHU
JUTUTEIBHON CTOMKON KOMIIEHCAIlMM MPOTHO3 MJIA KU3HU U TPYIOCIMOCOOHOCTH

0JIarONpUsITHHIN.
Ipopuaakruka caxapuoro guadera 1 Tuna y nereii

3akio4aeTcsi B MEIUKO-TEHETUYECKOM KOHCYJIBTUPOBAHMM B CEMBAX
6onpubix CJI. OmnpeneneHue mpeapacroyiaralolldX W 3allTHBIX T€HOB U HUX
KOMOMHanmii, uMMyHoJorndeckux wucciaenoanmii (ICA, IAA, GAD, IA-L),
ropMoHajabHO-MeTabonmmueckoro craryca (III'TT, C-mentua, wacynmun, HbALC).
Pannsis mocTaHOBKAa Ha Yy4yeT JAETEd M3 CEMEM C TEHETUYECKUM pPHUCKOM
crnocoOcTByeT paHHeill quarHoctuke CJl m paHHEMy Hadally JICUEHHS U SIBISETCS
Mepoil paHHero (HOPMHUPOBAHUS OMPEEICHHOTr0 00pa3a >KMU3HU U MPODUITAKTUKI
JKA y nereid.

CAXAPHBIA TUABET 2 TUIIA YV JETEHN

ITHONATOTeHEe3

C 2 y Bcrpeuaercs npumepHo y 10% nereit ¢ quarnoctupoBanHbiM C/I.
[Ipu nuarHocTuke cieayeT yuuTbiBaTh ocoOeHHOCTH AaHHOro tuna CJI, koTopsie
JOJDKHBI paccmaTpuBathesi B Komiuiekce. CJl 2 y MOJOABIX MMEET 3THHUYECKHUE
O0COOCHHOCTH, TIPEBATIUPYS Y HEOCIOKOXKHUX €BPOIEHIICB, aMEPUKAHIIEB U a3UaTOB,
HO TIPU 9TOM MOXKET BCTpeuaThes y Jmil Jto0oi pacel. [1lo manasim SEARCH for
Diabetes in Youth (monynsmuonHoe uccnenoBanue cpeau 10—19-netHux xutenei
CIIA), CI 2 obi1 nuarHoctupoBaH y 33% oOcnenoBaHHBIX appoaMepUKaHIIEB,
22% naruHoamepukanieB, 40% xuteneit octpoBoB Tuxoro okeaHa, 76%
kopenHoro Hacenenusi CIIA; mpu 3TomM cpenu Oenbix amepukanieB CJ[ 2
BCTpedaeTcsi ToabKo y 6% oOcnenoBanHbix. Ctatuctrka ctpan Boctounoit Azuun
CBUETENBCTBYET O BBICOKOH 3a0oneBaemoctu CJI 2 cpeau monoapix: B ['oHKOHTe
— 110 90%, B TaiiBane — 50%, B SAnonuu — 60%. Cpeau monoapix xutenein CIIA u

EBpornet C/ 2 cuiibHO KOppenupyeT ¢ U30bITKOM MACChl TeJla T OKUPEHUEM, UTO
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HE CTOJIb XapakTepHO Ayid a3uaToB (B Anonuun, Munuu, TaiiBane no 30% npereit ¢
C 2 umeror HOpManbHBIN HHIEKC Macchl Tena). Manudecramus CJl 2 y nereit
yame mnpuxoaurca Ha mnepuon or 10 mo 18 ner, coBmagags ¢ MHUKOM
dusnonornyeckort mybepratHoit WP, koropas, B CBOIO odYepenb, MOXKET CTaTh

TPUITEPOM KIIMHUYECKOTO MPOsBICHUS paHee ckpbiToro CJI 2.
Kiannuveckue Bapuantsl TeueHus CJ1 2 Tuna y gerei

Bapuantel knuHuueckux mnposineHud CJl 2 mupoko BapbHpPYIOT OT
MOJIHOTO OTCYTCTBUS CHMIITOMOB JIO MaHu(pecTa C pa3BUTHEM TSKEION
JEeruApaTauy U TUIEPOCMOJIIPHONM KOMBI C BBICOKUM PUCKOM JIETAILHOTO UCXO0/1A.
I'engepHbie pa3nuyusi acCOLMUPOBAHBI C ATHUYECKUM (QaktopoMm. Tak, B
MOMYJISIIIUY KOPEHHBIX aMEPUKAHIIEB COOTHOIIICHHE 3a00JIeBA€MOCTH MAJIbYUKOB U
JI€BOYEK COOTBETCTBYET 1:4—1:6, a B a3MaTCKOM MOMYJISIIUU MOJAOOHBIE pa3Inyus
otcyTcTBYIOT (1:1). Cnyuau 3a6osneBaeMoctu CJI 2 cpeau poJICTBEHHUKOB, B TOM
YuCJIe HE MEPBOM CTENEHU POJICTBA, XapakTepHsbl sl gaHHoro Tuna CJI. J[aHHbIi
dakT HapsAy ¢ BO3pacTaHUEM POJU CeMEWHOro aHamHe3a B auarHoctuke CJI 1
TaK)K€ MOXET CTaTh MPUYMHOU omubok B ycranoBienuu tuna CJI y nmereit. Ilpu
CH 2, B otmmuue or CJI 1, orcyrcrByer accommanusa ¢ HLA-mapkepamu u ¢
ayTOAHTUTEIAMHU.

CI 2, B ocHOBE 3THMONATOreHe3a KOoToporo Jexxkut MNP, Moxer mporekaTh
M30JIMPOBAHHO, HO 4Yallle AacCOIMUPOBAH C JPYTMMU  COCTaBJISIONIUMU
METa0O0JIMYECKOTO CHHAPOMA: apTEePUATbHOW TUMEPTEH3UEH, AUCIUIUIEMUCH,
LEHTPAJIbHBIM OKMPEHHUEM, acantosis nigricans, OBapHaIbHON TUIIEpaHIPOreHUEH,
HEaJKOroJIbHBIM KUpoBbIM Tenato3oM (NAFLD), wedpomnarueit. ¥V odesouex
npesicoespemennoe (00 8 nem) uU30IUPOBAHHOE adpeHapxe No8vbllaem pPUCK
Gdopmuposanus 6nocredcmseuu 08apuUAIbHOU 2unepanopozeHuu. Apmepuanvhas
eunepmeH3usl, N0 PasHvlM OaHHbIM, 6cmpeuaemcs y 35—75% Ooemell u noopocmro8
¢ CA 2. Hegpponamus ¢ cumnmomamu MUKpo- Ui MaxkpoaibOyMuHypuu Moxcem
ObIMb OUACHOCMUPOBAHA KAk 8 debiome, mak u npu oaumenvHom meveruu CJ[ 2.
Ecmv danmnsie 06 ucxooe negpponamuu npu CJ{ 2 6 poxanvhuwiii cecmenmapuulii

27IOMePYNOCKAepo3. [luciunudemus Xxapakmepusyemcs. HapyuleHuem coOmHOueHUs
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U pocmom 6KIa0a amepozeHHvlx AunuoHvlx ¢paxyui. Ilpu CI] 2 y Odemeti u
NOOPOCMKO8, ACCOYUUPOBAHHBIM C ONCUPEHUEM, MO2YM UMemb MeCmo NPU3HAKU
cucmemMHo2o gocnanenusi — nosvlulenue C-peakmugnozo 0OeiKa, YpoeHs
NPOBOCNAIUMENbHBIX  YUMOKUHOB, JIeUKOYUMOS8, YMo 6 YeloM Hnogvbluiaem
CYMMAPHbIIL KapOUOBACKYIAAPHBIU PUCK ) 83DOCIIbIX.

VY CTaHOBIEHO, YTO COBOKYMHOCTH (hAaKTOPOB KapIAMOBACKYJISIPHOTO pHCKa
npu Hamnuuu P u CJ] onpenensieT BRICOKUN PUCK OCTPBIX KOPOHAPHBIX COOBITHH.
Takum obpazom, CJ] 2 sBiseTcs cepbe3HON MaTOJIOTHEH, UMEIOIEe 0COOEHHOCTH
B MONYJSILIMM JI€T€d UM MOJPOCTKOB U TpeOyeT BO3MOKHO pPaHHEH JHArHOCTUKH,
aJICKBATHOM KOPPEKIIMM U CBOECBPEMEHHOM JUArHOCTUKWA OCJOXHEHHN U
KOMOPOMIHBIX COCTOSIHUH C II€JIbI0 MPEAOTBPAILEHUsI COCYAUCTBIX KaTacTpod B

MOJIOAOM BO3pacCTec.
I[I/ICHaHCCPHOC Haﬁ.moz[eHne H COBPEMECHHDbIC IPUHIMIIBI BEACHUSA

Hucnancepuzauust gereit ¢ CI 2, xak u ¢ CJ 1 ocymectBiasiercs B
COOTBETCTBUM C TMpujiokeHueM S WHCTpykuuM o TOpsSaKe MpPOBEACHUS
JIUCIIAHCEpU3aLnU, YTBEPKACHHOU ITocranoBieHneM MunucrepcTBa
3npaBooxpaHenus Pecnyonuku bemapyce ot 12 aBrycra 2016 1. N 96.

OnHako coBpeMmeHHble Mmoaxoasl K BeaeHuto CJI 2 y mereit BoO MHOrom
oTiinyaroTcsa oT TakoBeiX npu CJI 1. Ilpu coxpaHeHHH OCHOBHBIX MNPHHIUIIOB
BeneHuss CJ[ (oOydeHne OCHOBaM CaMOKOHTPOJSl, MPUBEPKEHHOCTh K OCHOBaM
3I0pOBOT0 CcOAJTaHCUPOBAHHOTO MUTAHUS, (U3NUECKass aKTUBHOCTb W JieueOHas
bU3KyIbTYypa, MEAUKAMEHTO3HAsI U HEMEIUKAMEHTO3Hasl Tepamnus, TpoQuiakTuka
COCYIMCTBIX OCJIO)KHEHUM), B BeaeHuu CJ| 2 HCHONB3yeTCs «CTyNeHYaThI»
NPUHIUI. BBIIENAIOT TpU TEpaneBTUYECKUE CTYNECHH: JueTa W (HU3HUYECKUE
yOpaKHEHUS; AUeTa, PU3nyecKue yrnpaxHeHusi, MeTopMuH; auera, GU3nyecKue

YOpaKHEHHs, MET(OPMUH U WHCYJIUH (PUCYHOK 9).

Juerorepanus B COYETaHUHU c
(U3UYECKON Harpy3kol W MeTGOPMHHOM
+ MHCYJIMHOTCPpAITHs

‘ JueroTrepanus B COUETaHUU C (
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¢dbusmveckoil Harpyskoum +
MEeTQOPMHUH

Jlueroreparnus B COYCTAaHUH C
(bu3nUecKoil Harpy3Kou

Pucynok 9 — CtyneH4aTblii IPUHIIUI BeleHUSI caXapHOro quadera 2

THNA Yy JeTel

Craprosas tepanust C/l 2 onpeaensieTcss KIIMHUYECKOW KapTUHON U YPOBHEM
HbAlc. Ilpu ne6rore ¢ OTCYyTCTBUEM KIIMHMYECKMX CUMOTOMOB 1 ypoBHEM HbAlc
< 9% Tepanusi HaYMHAETCS C 1-H CTynmeHu — aueTa, GU3ndYecKue yrnpakKHEHUs.
[Ipu Hanmuum B nedrore CJl 2 yMEepeHHO BBIPAXKEHHBIX KIMHUYECKUX CUMITOMOB
0e3 mpu3HakoB KeTo3a u ypoBHe HbAlc < 9% Ttepanus ctapryeT co 2-il cTyneHu
— Jnuera, ¢uznueckue ynpaxHeHus, methopmut. Eciau B nebrore 3aboseBanus
BbIpaxkeHbl cuMnToMbl CJI ¢ keTo3oM W/wiM KeToanuao3oM, ypoBHemM HbAlc >
9%, TO K BBIINIEHA3BAHHOW TEpanuKu MPUCOSTUHSETCS HMHCYIUH (3 CTymeHsb).
BrocneacTBun ocymiecTBIsIETCS TMHAMHYECKOE HAOIIOJCHUE C €KEMECSYHBIMU
BU3MTAMHU TMAalMEHTa I KIMHAYECKOro oOciemoBanus, onpenencaue HbOALc 1
pa3 B 3 Mecdlla U pelieHHueM BOMpoca 00 M3MEHEHUU TEPANEBTUYECKON CTYIEHHU,
OPUEHTUPYSCH Ha BHIIIICHA3BAHHBIC KPUTCPUH.

OCHOBHBIMH 1IEJIEBBIMU YCTAHOBKaMHU BeJeHUS manueHToB ¢ CJ1 2 sBastoTCs
MOTHUBAIlMA Ha U3MEHEHHE 00pa3a KM3HU, HAIlpaBJICHHAs Ha BCEX UYJICHOB CEMbH,
CHMKEHUE M30BITOYHOIO BECa, JIOCTHKEHUE ONTUMAJIBLHOTO METa00IMYeCcKOro
KOHTpoJIs. Llenu nmociaegHero Takke HECKOJIbKO OTIMYAKOTCS OT TakoBoro npu C/J
I, mpu KOTOpOM II€JIEBbI€ 3HAUYCHUS TJUKEMHUU HMMEIOT BO3PACTHBIE U
WHIVBUAYaJIbHBIC Ppa3IU4Ms, JOMYyCKas, B YAaCTHOCTH, MOJJECpPKAHUE YPOBHS
HbAlc B mpenmenax 8-8,5% B Miaimieil BO3pacCTHOW Tpynme W y JACTeH C
o6eccumnToMHbiMU TUnoriukeMusiMu. [Ipu CJ1 2 nieneBast riiukeMust pearnosiaraet
COOTBETCTBEHHO: HaTomak 5,0—7,2 MMob/i1, moctnpanauanbHo < 10 MMOIIB/I,

HbAlc < 7% .
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Ocobennocteio CJI 2 sABiseTCS BEPOSITHOCTh HAIWYUS MakKpo- W/HIU
MUKpPOCOCYJIUCTBIX OCJIIO)KHEHHH yXe B JeOtore 3a0oneBanus. [losTtomy
LICJICHAIIPABJICHHAs JUArHOCTHKA OCJIO)KHEHUH W KOMOPOHUIHBIX COCTOSIHUH,
BKJIIOUYAIOIUX JIPYTHE KOMIIOHEHTHI METa0OIMYECKOT0 CHHApPOMA, CIEIYyeT
Ha4YMHATh Cpasy *ke Npu ycraHoBieHuu auarHosa CJI 2. CKpuHUHT 1oApa3yMeBaeT
onpezeneHue B Je0r0Te 3a00JeBaHus, 3aTeM €XerogHo MAY u mpoTeuHypHuio,
JUMUAHBIA CHEeKTp, (PYHKIMOHAIbHBIE TEYEHOYHbIE MpoObI, u3MmepeHue A]l.
CKpUHUHI Ha PETHMHONATHIO MPOBOJAUTCS TaKXe MpPU YCTAaHOBJICHUU JUArHO3a,
3aTeM exxerojgHo. HeoO6XoauMo akTHBHO BBIABIIATH, 00CJIEIOBAaTH M HAOIONATH B
IMHAMHUKE peOeHKa Bech MyOepTaTHBIA MEPHOJ, a TaK e €CU €CTh HapyIICHUs

MEHCTPYaJIbHOTO LIMKJIA WM HOYHBIE OOCTPYKTHUBHBIE AITHO?.
CKpHHMHI caxapHOro auadera 2 THIA y AeTeH

CkpunuHr neredt Ha Hamumuue (orcyrctBue) C/ 2 (mpemmuabera) coriiacHO
pekomenganuii ADA 2017 3akimtodaercs B OOCIEIOBaHHM TPYII pPHCKA H
YCTAaHOBJICHUM JMAarHo3a COIVIACHO MEXAYHAapOJHO TMPUHATBIX KpPUTEPUEB
(Tabmuna 4 u 5).

Tabmuua 4 — TIlokazarenu, XxapakTepu3ylollue MOBbIIEHHbIH puck CJ|

(mpennmadet), ADA, 2017

Iloka3zarennb Kpurepuii Auaruos
I'mukemus HaTomak ot 100 mr/mt (5,6 MMOIIB/T) Hapymenue rnmukemun
o 125 mr/mn HATOIIAK

(6,9 MMoITB/1M)

[rTr ot 140 mr/mn Hapymenue
(7,8 mmoub/im) no 199 mr/mn TOJIEPAHTHOCTH K TIIFOKO3€

(11,0 mmonb/m)

HbA1C 5,7-6,4 % [Mpenmuabder

*JI7Is BCeX TpeX IOKa3aTelell PUCK COXpaHseTCs MPU CHIDKEHUM WX YPOBHS HIDKE HIDKHEH
TPAHMIIBl WM CTAHOBUTCS OYE€HHb BBHICOKMM TPH WX 3HAYEHWH, IOCTUTAIOIIEM BEPXHUX T'PAHMII
nYana3oHa.

Tabmumna 5 — IlokazaHus K MpoBeneHHIO uccienoBanus Ha Haimuue CJ[ 2 wmm

npexnuadera y neteit (mo 18 ner) 6e3 cummromoB 3aboneBanus™, ADA, 2017
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Kputepun onpenesenusi pucka DaKkTOpbHI pUCKA

HN30biTounbIil Bec (MMT > 85 mepruentuned uisi COOTBETCTBYIOIIETO BO3pacTa M IIOJIA,
MOKa3aTeslb COOTHOUIEHUSI Beca K pocty > 85 mepueHTtuier win Bec > 120 % ot upeanbHOro
MOKa3ateJs 1Sl JaHHOTO POCTa)

B coveranuu ¢ 1100bIMH IBYMS U3 HUKENIPUBEIEHHBIX (PAKTOPOB PUCKA:

Otsromennpiii cemeiinbiii anamues 1o CJI | [lpusnaku WP wnm  Hamwuwme  3a0oseBaHUM,
2 y pPOACTBEHHUKOB NEPBOM WM BTOpOH | accoruupoBaHHbXx ¢ WP (4epHeromuii akaHTO3,
CTEIIEHU POJICTBA Al', ngucnunuaemMus, CHHIPOM  IOJUKHCTO3a
SUYHUKOB WM Ml IS T€CTAallMOHHOIO
BO3pacTa BeC NMPHU POXKICHUN)

PacoBasi/sTHHYECKAS npuHamiexkHocts | CJI B anamue3e y marepu win ['CJl Bo Bpewms
(amepuKaHIIpI, adpoaMepHKaHIIbL,
BBIXOAUBI H3 JIaTMHCKOW  AMEpHKH,
A3uaTel aMEpPUKaHCKOTO MPOUCXOKACHHUS,
YKUTEIH THXOOKEAHCKUX OCTPOBOB)

OepeMeHHOCTH

Bospact nHauwana ckpununra Ha CJI 2 y nmereit — c¢ 10 jmer wnu mnpu
HACTYIUIEHUU TOJOBOTO CO3PEBAHMS, €CJIM TAKOBOE HACTymnaeT paHblue. Yacrora

o0clieIoBaHus B IpyINax pyucka — Kaxkaele 3 roja.

MOHOTEHHBINA CAXAPHBIN JUABET Y JETEN

Iruonarorenes MI'CIl y neren

CoBpeMEHHBIII ypOBEHb Pa3BUTUS MOJIEKYJISPHOM T'E€HETUKU MO3BOJIUI
BBISIBUTH MOHOTE€HHBIEC (popMbI AeTckoro CJI, cBA3aHHbBIE ¢ MyTaIlUSIMH Pa3IAYHbIX
reHoB, KOHTpohupyromux (yskmuio p-kierok. MI'CJl npencraBiser coOoi
pe3yJIbTaT HACIEAOBAHUS T€HHBIX MYTAlIMH 110 PELIECCUBHOMY WJIA IOMUHAHTHOMY
TUITY, MO0 CIIOHTaHHOW MyTaluu de novo B OTAeIbHbIX TeHax. Y aereit MI'CJI B
OOJNBIITMHCTBE CJIy4YaeB CBSI3aH C MYTallU€d TE€HOB-PETYISITOPOB WHCYJIMHOBOMN
CEeKpElLUH; Topa3io peXe MPUUYUHOM MOTYT CTaTh MYyTallUM T€HOB-PELENTOPOB
uacymuaa. MI'CJ] MoXeT mpoTekaTh H30JUPOBAHHO JTUOO MPUCYTCTBOBATH B
COCTaBE TaKUX T'€HETHYECKUX CHHAPOMOB, Kak cuHapoM Jlayna, Kmaitndenbrepa,
Tepuepa, Bonasdpama, Jloypenca—Myna—bapnae—bunns, [Ipanepa—Bwiiu, arakcuu
Opunpeiixa, xopeu [ eHTHHTTOHA, TOPGUPHUH | JIP.

Junarnoctuxka MI'CJl y nereii
Huarnoctuka MI'CJ] mpenctaBiseT ONpeneeHHbIE TPYAHOCTH, TaK Kak

npeamnoyjaracT 3HaAHUC KIMHHUYCCKHUX ocoOeHHOCTEH OTACJIbHBIX BAapUAaHTOB U

39




TpeOyeT MOJEKYISIPHO-TEHETUUYECKOr0 MOATBEpkAeHUsA. Onucanbl ciiy4au, KOraa
B naebrote MI'C/[ ommbouno Oww1 muarHoctupoBan CJ[ 1 wm CJI| 2, yto
HEraTHUBHO TMOBJMUIIO Ha BBIOOP CTApTOBOM Tepamnuu, MPOTHO3UPOBAHHUE CTEIECHU
pHUCKa U HE MO3BOJIWIIO MpoBecTH CKpUHUHT C/I y npyrux wieHoB ceMmbu. [1o atum
KE TPUUYMHAM CIIOKHO CYAWTh 00 HUCTUHHOM pacnpoctpanenHoctd MI'C/] B
JNETCKOW MOITYJISILHH.

MI'CJ] cnenyer 3amoJ03pUTh MPU HAIWYUAM CIEAYIOIIUX XapaKTEPUCTHK,
KOTOpbIE HE SBISAIOTCS aOCOJMIOTHBIMH W JIOJDKHBI pacCMaTpuBaThbci B
COBOKYIIHOCTH C OTCYTCTBHEM TUNUYHBIX At CJ[ 1 nim 2 cuMnToMoB:

. ayTOCOMHO-JIOMUHAHTHBIN TUIl HacieaoBanus CJI;

. COUETaHHE C BPOXKJIECHHON HEUPOCEHCOPHOM TIIyXOTOH, aTpodueit
3pPUTEIBLHOTO HEPBA, XAPAKTEPHBIMU CUHIPOMAIBHBIMU MPOSBICHUSIMU;

. HU3Kasi MOTPEOHOCTh B HMHCYJIWHE C BO3MOXKHOCTBIO TPEKpAIllCHUS
WHCYJIMHOTEPANHH B (pa3e YaCTUUHOU PEMUCCHH;

. OTCYTCTBUE ayTOAHTUTEN;

. BapuaHThl MaHU(ECTa B HEOHATAILHOM TIEPHOJIE WK B IyOepTare.

bonee moapoOHas xapakTepucThka paszauuHbix BapuantoB MI'CJ]

Ipe/ICTaBlICeHa HUXKE.
MoHoreHHblil caxapHblil 1nadeT ¢ 1e0rToM B Bo3pacte 0—6 mecsineB

VY nanuenToB ¢ HeoHaTanbHbIM CJI 1 7€00TOM B IEPBOM MOJYTOAUM KU3HU
KpaiiHe pelKO BBIABISIOTCS CHEIU(PUUECKHE ayTOAHTHUTENA M, HAIpPOTHB, 4acTO
onpexnensiercss npoTekTuBHbIN it CIl 1 HLA-reHotun, 4To CBHUIETENBCTBYET O
yactote uMeHHO MI'C/] B naHHOM Bo3pacTHOW rpymme. KIMHUYECKU BBIIEISIOT
TpaH3UTOpHBIH U mnepmadHeHTHbI CJI, mpudem o00e QOpMBI TPAKTUIECKU
HeoTiMuuMbl B JeOtore. TpansutopHbiii HeoHaTansHbld CJ[ (THC) o6bruHO
3aBepiiaeTca uyepe3 8—12 Hemenb, HO UMeEET BBICOKYIO (10 50%) BepOSTHOCTH
peuuauBa, Toraa kak nepManeHTHbIM HeoHatanbHblid CJ[ (ITHCJI) mpotekaeT Ha
OPOTSHDKEHUM BCEU JKU3HHU. BBIIEHAIOT CIEAyHONME TEHETUYECKUE BAPUAHTHI

HeoHaranbHoro C/I y nereil.
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1. Hapymenne wumnpuntunra ZAC/HIAMI renoB Ha mokyce 6q24.
SABnsercs HambOonee uvacrod npuumHoil THCJI. B nebrore m mpu penuauBax
npoBOAUTCS HMHCyAuHOTepamnusa. ConmyTCTBYIOIIME CUMITOMBbI MHUHUMAJbHBI, B
23% — MaKpOTIOCCHS.

2. AKTUBUPYIOIIAsi MyTallis F€HOB, KOHTPOJIUPYIOUIUX 3aKkpeiTie AT®D-
3aBUCUMBIX KayneBbix KaHaoB (Kir 6.2). Knunnuecku — B 90% I[THC/I, B 10% —
THC/. B 90% ciydaeB MyTanusi CIOHTaHHAs, HACJIEACTBEHHOCTh HE OTATOILIEHA.
VY OonbIIMHCTBA MAllUEHTOB MMEET MecTo m3onupoBaHHas knuHuka CJ; y 20%
COYETAETCS C 3aJCP’KKOM HEPBHO-MICUXUYECKOro pa3puTus, smwiencueit (DEND-
cunapoM). B gebrore y Tpetum mnamueHToB pasBuBaetrcs KA, moxer He
oOHapyxuBaThcsi C-menTH] W TNOKa3zaHa Tepamuss UHCYIMHOM. OpHako B psfe
UCCJIEOBAaHUM TOCIEIHUX JIeT Obula ycTaHOBJEHa 3(()EKTUBHOCTh Tepanuu
npenaparaMu CyJlb(pOHUIMOUYEBUHBI B J103aX, MPEBBIIMIAIOMINX PEKOMEHyEMbIE
g nedenust CI1 2. Ecte HaOmoaeHus, 4To y MallMeHTOB B BO3pPAcTe OT 3 MeCsLEB
10 36 JjeT, MoJydaBIIUX Mpenaparbl CyJIb(POHUIMOUEBUHBI, BO3MOXHA CTOMKas
KOMIeHcalust 0oJiee OJJTHOro rojia Aaxke 1ocjae OTMEHBI IPErnaparoB.

3. Mytamusa SURI1. Bcerpewaercs penko, y 78% mnanumentoB THC/]
COYETAETCA C 3a/1€PKKON HEPBHO-TICUXUYECKOTO Pa3BUTHSI.

4, Cunnpom Wolcott—Rallison (mytarust EIF2AK3). Penkuii cunapom c
ayTOCOMHO-PELIECCUBHBIM TUIIOM HacCJeJ0BaHMs. B MUpOBOI THTEpaType ONMUCAHO
Bcero 17 cmyuaeB. Xapaktepusyercsa codetanueM CJ[ ¢ smmduszapHoil KOCTHOM
nucrasueit (90%), ocreonenueit (50%), ocTpoi NeYEHOYHOM HEIOCTATOYHOCTHIO
(75%), 3anepxkoii pazsutus (80%), runotupeoszoM (25%). Takxke umer0T MecTo
CUMIITOMBI HapYyIICHUS SK30KPUHHOMN (QYHKIIUU MTOIKEITyI0YHOM Keme3bl. Bo3pacT
nedoTa — dyaile MepBOe MOJYrojue, HO MOXET ObITh Tmo3xke. Tepamnus
MHCYJTUHOM. BO3MOXKHOCTh TaHHOTO CUHAPOMA CIIEAYET pacCMaTpUBaTh y JII0O0Tro
nanyeHTa ¢ Je0TOM B MEpBble TPU TroJa KU3HU, HMMEIOLIEro 3MudU3apHYIo
JUCIUIA3UI0 UM OCTPYIO MEYEHOUHYIO HEJJOCTATOYHOCTb.

S. Hpyrue npuunHbl HeoHaTanbHOro C/ penku, cBA3aHbl C MyTalUsIMU

INS, GCK, FOXP3 (X-cuemienHnsiii, 6osetor Toabko Maiabunku), IPF1, HNF-1b,
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PTF1A. Ilocnename 4 BapwaHTa coOYe€TAlOTCS C armjasued wid arpoduei
MO/KENyI0YHOM  »kene3bl.  [loaToMy  mepen  MOJIEKYISIpPHO-T€HETUYECKUM
o0OcneoBaHUEM CIIEIyeT BU3YAIH3UPOBATh MOJKEIYTOUYHYIO KEJe3y U OLICHUTH
AK30KPUHHYIO (YHKIINIO. Bce manueHThl HyKIaloTCsS B 3aMECTUTEILHON Tepanuu

WHCYJIMHOM U, TI0 TIOKa3aHUsIM, 3aMECTUTEIIbHOU (pepMeHTOTEpauy.
Cemeiinbli» caxapHblii 1uadeT ¢ 1e0I0TOM B 1€TCKOM M IOHOIIIECKOM BO3pacTe

C pacmmpeHHeM JMAarHOCTHYECKUX BO3MOXKHOCTEH pacmm(ppoBaHbI
reHeTHYeCKue MexaHu3Mbl psiia cemeitHbix hopm CJI, panee otHocumbix k CJI 1
nimu CJI 2. Cnenyet paccmatpuBaTh Bo3MoxkHOCTh MI'CJI Bo Bcex ciydasix, Koraa
umeetcsi ceMeiinblii anamue3 CJI. Cpeaum ¢dopm nHacnenctBennoro CJI, panee
o003HauaBIIerocst U 0oJiee U3BECTHOIO IO/ Ha3BaHUEM JIMA0ET B3POCIIOrO THMA Y
motonbix (MODY), nanboiiee yacteiMu sBIsitOTC MyTanuu reHa HNF-1 anbda
(MODY 3), HNF-4 ansdpa (MODY 1), rena rirokokuHassl (MODY 2).

CH BcaencrBue wmyrauuu reHa HNF-1 amsdpa (MODY 3) sBusercs
HanOoJiee YaCThIM BapUAHTOM B JIAaHHOW MOJTrpYyIe. XapakTepu3yeTcs: 1e0I0TOM B
MoOI0JIoM Bo3pacte (y AeTeid — wamie B myoOepTare), oTsaromeHHbIM 1o CJ]
CEeMEWHBIM aHAMHE30M — HacjeJ0BaHUE IO ayTOCOMHO-AOMHUHAHTHOMY THITY,
«MSTKUM» HayajioM 0e3 CKJIOHHOCTHM K KETOalua03y, BO3MOXXHOCTBHIO
HOPMOTJIMKEMHUU HATOIIAK C BBICOKUM (> 5 MMOJIIb/JI) MPUPOCTOM TIUKEMHUH B
OTBET Ha YTJIEBOJIHYIO HArpy3Ky B CTaHAAPTHOM OPajIbHOM TJIFOKO30TOJEPAHTHOM
TECTE, CHWKCHHBIM MOYEYHBIM MOPOTOM, B CBSI3U C YEM MOXET OMPEACISIThCA
[JIFOKO3YypUsl TPU HOPMOTJUKEMHUHU, MPOJOJDKUTENIBHBIM (> 3 JIeT) MnepuojioM
«MEZ0BOTO Mecsla». JlaHHble 0COOCHHOCTH 3aTPYJHSIOT PAHHIOK JTUATHOCTUKY
CJI, 4TO BIMSET HA Pa3BUTUE COCYJIUCTBIX OCIOXKHEHUU. TaKTUUEeCKU MalUEeHTHI C
nanHbiM TUnioM CJ[ B ne0roTe MOryT MOJydaTrh TOJIBKO HEMEIUKAMEHTO3HYIO
TEpamnuio, HO B JaJbHEHIIEM HYXIAIOTCS B MPHUCOCIMHEHUU (hapMaKoTepamnuu.
HNmeetr mMecTo BBICOKAsi YyBCTBUTEIHLHOCTHh K Mpenaparam Cyidb()OHUIMOUYECBUHBI,
KOTOpbIE B Hayaje JIeYEHHUS Ha3HA4YalTCs B J03€, cocTaBistomed 1/4 ot
CpPEIHETEPANICBTUYECKON. Y JNETEH, HYKIAIIUXCA B MEIUKAMEHTO3HOU TEpaIuy,

IMPUMCHACTCS MHCYJIMH.
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C/JI Bcnenacteue mytaruu rera HNF-4 anepa (MODY 1) mo knmuHUYECKUM
XapaKTEpUCTHKaM MOAOOEH MpeAbIAyIIEMY BapuUaHTy, HO 0€3 HapylleHUs
MOYEeYHOTro Topora. MokeT ObITh JMArHOCTUPOBAH, KOrJa HMMEIOT MECTO
KimHr4Yeckue mnposisienruss MODY 3, HO mpu T€HEeTHYEeCKOM HCCIEIOBAHUM HE
noareepxkaaetcs myrtanus rena HNF-1 ansda.

CJl BcienctBue MyTauuM TeHa TiokokuHasel (MODY 2) crmoxeH s
JAArHOCTUKM W3-32 CKYJHOCTHM TposiBiieHUMUA. Hacnegyercs mo ayTocoMHO-
JOMUHAHTHOMY TuUNy. KIIMHMYECKHWE CHUMIITOMBI, KaK MpPaBUJIO, OTCYTCTBYIOT.
XapaKTepHBIMH SIBIISTIOTCS TUTEIIbHAS «MATKas» TUMIEPTIMKeMUs HaTommak (5—8,5
MMOJIb/JT), BBICOKOHOPMAJbHBIM WM MOrpaHUYHbId ypoBeHb HbAlc, HeBbICOKMI
npupocT mmkeMuu (< 3,5 MMoJb/1) depe3 2 yaca IMOcie Harpy3k TIIFOKO30H,
Cllydau TUIEPIIIMKEMUU HaTtomak win Hersbkenoro CJI cpeaw poJICTBEHHHUKOB.
VY cTaHOBJIEH HU3KUN PUCK COCYIMUCTHIX OCIIOXKHEHUN. OTBET Ha (hapMaKOTEPAITHIO
(opanbHBIE CaxapOCHUXKAIOIIUE MpEerapaThl, WHCYJIUH) HU3KUH, B OOJBIIMHCTBE
Clly4aeB B JIETCKOM BO3pacTe MAlMeHTbl HE HYXIAIOTCS B MEIUKaMEHTO3HOU
tepanuu. OnucaHo HEOOJBIIOE KOJUYECTBO CEMEH, B KOTOPHIX HAOJI0JANIO0Ch
ayTOCOMHO-IOMHUHAHTHOE HaclieoBaHue wmyrtanuid rteHoB IPF1 (MODY 4),
NeuroD1 (MODY 6), CEL (MODY 7), KIMHUYECKH TPOSBISABIIMXCS
uHcynuHHe3aBucuMbiM  CJ/[. OpgHako »TH BapuaHThl HACTOJIBKO pEIKd U
HEOOBIUHBI, 4TO Npu AuddepeHnmanbuon quarnoctuke CJI y nereid B 0ObIYHOM

KJIMHAYECKOU MPAKTUKE CIENUAIBHBIN ITOUCK ATUX MYTALlUK HE PEKOMEHYETCS.
I'eneTnuyeckue CHHAPOMBI, ACCOLUMPOBAHHBIE C CAXAPHBIM 1MA0€TOM

MI'CJl MOKeT BCTpedaTbCsi HE TOJIBKO HM30JIMPOBAHHO, HO U B COCTABE
TEeHETUYECKUX CHHIPOMOB, KOTOpbIE CIEAyeT 3aloJ03pUTh HAa OCHOBAHUU
XapaKTEPHBIX CHHIPOMATBHBIX TPOSBIICHUN.

Cunopom Bonvgppama, wiu DIDMOAD cunapom (Diabetes insipidus,
diabetes mellitus, optic atrophy, defness), mmeeT ayTOCOMHO-PEIICCCUBHBIN THUIT
HacnenoBanus. [IpuunHoit siBisercss myrauus B rene WFESI1, onpenensemas y 90%
MAlMeHTOB C KIWHAYECKUMH TPOSBICHUSIMHU JaHHOTO cuHApoma. [lomHbIi

denoTun, BcTpevaromuiics y 75% naruenTos, Bkitodaet, kpome CJI, HecaxapHblii
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nuaber, atpoduio 3pUTENBHBIX HEPBOB, NPOTPECCHPYIONIYyI0 10 16 e,
JIBYCTOPOHHIOIO CEHCOPHYK TIIyXOTy MW Jpyrue, Oosjee BapuaOelbHbIE
HEBPOJIOTUYECKUE CUMITOMBI. OTAEIbHBIE CUMIITOMBI MOTYT BCTPEYAThCA CPEIU
Ipyrux 4ieHoB ceMbu. CpenHuil Bo3pact Manudecta 6 ser. IlanueHnTsl TpeOyroT
JIEYEHUs UHCYJIMHOM C MOMEHTA yCTaHOBJEHUA nuarno3a. Cunnpom Pomkepa, nim
TUAMUHYYBCTBUTEIbHAS MeErajoOjacTHasi aHeMHMs, TaKXe HacleAayeTcs II0
ayToCOMHO-penieccuBHOMY Tumy. Ilpuumna — wmyrtanuss B redHe SLCI9A.
XapakTepuszyeTcsi HETSKEIOW MerajoOlacTHOM aHeMueHd, OTBevaromeld Ha
Tepanuio THaMUHOM, accouuupoBaHHoi ¢ C/I, u ceHcopHoO# rioyxoToil. B nedrore
Tepanusi TUaMHHOM yiydmaer TedeHue CJI, HO BIOCIEACTBUM MallMEHTHI
HYKJIAIOTCS B TEPANTUU UHCYJIHMHOM.

Mymayua zena TCF2, xomupyromero saepHblii (pakTop remarornuTos-1
o6era (HNF-1 6eta) — MODY 5, B Hacrosiiiee BpeMs SIBISIETCA NPEIMETOM
AKTUBHOIO  HCCIIEIOBATENbCKOrO  HHTepeca. llepBonawanbHo MODY 5
paccMmatpuBaics kak wu3oiaupoBaHHbiM  CJl, omHako BIOCIEACTBUM ObLIa
YCTAHOBJIEHA acCOoLMalUs C APYTUMH BPOKJICHHBIMH aHOMAJIUSIMH — PEHAIBHOU
JUCIIIa3UEN, AaHOMAJIMEW Pa3BUTHUSI MOYEBBIX IyTEH, TEHUTAINM, TOIKEITYAOYHON
&Kenesbl, nedeHu. [IpuunHON pazHoOOpa3ust KIMHUYECKUX CHHIPOMOB SIBIISIETCS
noJIMMOpPGU3M  TEHETHYECKUX aHOManui (menmenuu, aymmkanuu) 17ql2
xpoMmocoMbl. Jluddepentmanbuplii 1uarHo3 ¢ gaHHbiM Bapuantom MI'CJ] moxer
MPOBOJIUTHCA Y TM00oro peberka ¢ CJl n HennabeTUueCKUM TOpaKEHUEM TOYEK,
OCOOEHHO B COYETAaHHM C HK30KPUHHOW HEAOCTATOYHOCTHIO MOJHKEITYA0YHOM
xene3bl. B Tepanuu ncnonb3yeTcss HHCYJIUH.

C/JI MOeT mpUCyTCTBOBaTh B COCTABE JPYTMX T'€HETHYECKUX CHUHIPOMOB,
Takux kak cuHgapombl [layna, Knailindensrepa, Tepuepa, Jloypenca—MyHa—
bapne-bumisa, Ilpagepa—Bwum, arakcun @puapeiixa, xopen ['eHTHHITOHa,
nophupun u ap. JuarHoctuka ocymiecTBisieTcss Ha ocHoBaHuu codyetanus CJ c

XapaKTCPHbIMU CHHAPOMAJIbHBIMU ITPOABJICHUAMMU.

MuTOXOHAPHAJIBHBINA cCaXapHbIi Aua0eT
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SABnseTcs OOHUM HMX MYJIbTUCUCTEMHBIX NPOSBICHHA MUTOXOHAPHUAIBHOM
00J1€3HU, B OCHOBE KOTOPOM JIC)KUT MYTAIUsl T€HOB, KOJUPYIOUIUX HYKJICOTHIHYIO
nociuenoBarenbHOCTy  MUTOXOHApuanbHON T-PHK. Krnaccuueckum mnpumepom
MoxeT ciayxkutb MELAS-cunznpom, Brmrovatrommi, kpome CJI, cucteMHyro
MHOIATUIO, SHIE(ATIONaTUIO, JaKTaT-allua03, HHCYJIbT. MMUTOXOHApPUATbHBIN
auader OOBIYHO acCOLMUPOBAH C CEHCOPHOW TIIyXOTOM M HHU3KOPOCIOCTBIO.
Xapakrepuszyercs IpOrpecCUpyOIMM HEAyTOMMMYHHBIM HapylleHUEM (yHKIHH
0eTa-KJIeTOK MOKETYJOUHOM JKeye3bl ¢ OBICTPO pa3BUBAIOLICICS MOTPEOHOCTHIO B

WHCYJIMHE, KOTOPBIM ¥ MPUMEHSETCS I Tepanuu JaHHoro Bapuanta MI'C/I.
MoHOreHHbIi caxapHbIid 1Ma0eT BCJIEACTBHE HHCYJIUHOPE3UCTEHTHOCTH

Bxirouaer oueHb pEAKHE TEHETUYECKHE CUHIAPOMBI, MPUYUHOW KOTOPBIX
SIBJISIETCS HACJIEIOBAHKE, B MOJABJISIONIEM OOJIBIIMHCTBE MO PEIECCUBHOMY THITY,
MYTaHTHBIX T€HOB-PELENTOPOB MHCYJIWHA. Cpeau HO30JOTMYECKUX BApUAHTOB B
HACTOSIIIIEe BpEMsl OIMCAaHbBI JIeTIpeXxayHu3M, cunHjapom Pabcona—Menaenxosa,
MHCYJIMHOPE3UCTEHTHOCTh Tuna A, nunoarpoduyeckuit CII. O0mmmu ais Beex
IPOSIBJICHUSMU SIBIISIFOTCS 3HAYUTENIBHOE MOBBIIIEHUE COJEPKAHUS HHCYJIMHA B
IJja3Me KpOBU MPU OTCYTCTBUU OXXUPEHUS, MOBBIINICHUE YPOBHS aHIAPOTEHOB C
KIMHUYECKUMH CHUMIITOMaMU THIIEpaHIpPOreHuu, acantosis nigricans. Yacrto
UMEIOT  MECTO aHOMaiuM  3y00B, HU3KOpOCioCcTh. [IporHo3  kpaiine
HeOJIaronpusiTHbIM, OOJBITUHCTBO MalMEHTOB MOru0aeT B MJIAJIEHUYECTBE.
Tepanmust naHHBIX BapUAHTOB KpaWHE CJIOXKHA, OOJBHBIE YACTO HMEIOT
HEYJOBJICTBOPUTEIBHBIN MTMKEMUYECKUN KOHTPOJIb U OCIOXKHEHUS. [Ipumensercs
BBICOKOJIO3HAsI WHCYJIMHOTEpanus B 0a3uc-00JIIOCHOM pEXKHUME, JKEJaTeIbHO ¢
WCIIOJIb30BAaHUEM HHCYJIMHOBBIX moMil. [Ipu maprmanbHOM JHHOATPOPUIECKOM
CJ1 onrcaHbl MOMBITKKM KOMOMHUPOBAHHON T€PAITUU UHCYJIUHOM U MET(HOPMHUHOM.

Taxkum obpazom, CJI y nereil SBISIETCS STHOJIOTHYECKH TETEPOTeHHOM
rpynmoi 3a0oieBaHui, MPEACTABICHHOCTh B KOTOPON HEAyTOMMMYHHBIX THIIOB
YBEJIMYUBAECTCA 10 MEPE HAKOIUICHHWS KIMHUYECKOIO OMNbITa M PacCUIUpEHUs
JTUATHOCTUYECKUX BO3MOXKHOCTEH. 3HaHWE OCOOCHHOCTEH TEUEHUS Pa3HBIX

BApHUAHTOB CI[ IMO3BOJIACT CBOCBPEMCHHO BKJIIIOYUTDH MMannucHTOB B
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JUAarHOCTUYECKUM alIropuT™M (CM. PHUCYHOK) C TMOCIEAYIOUEd KOppeKiuen

TepaHeBTquCKOﬁ TAKTUKHW B OTHOICHHWH CaMHUX IAIMUCHTOB U IIPOTHO3UPOBAHUCM

3a00J1€BaHMS B ITOKOJICHUSX.

Auaroputm 1uddepeHunaNbHOH THATHOCTUKH CAXapHOIo Auadera y aerei
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KIIETKAM HHCYIIHHA HATOIIAK
Ecti Her Huzkwuii Bricokui
CIH 1 tuma HUanonatuueckunt CH | tuna umu MODY CJII 2 Tuna
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[Tpunoxenue 1

CpaBHuTe/IbHAsI XaPAKTEPUCTHKA caxapHOro auadera 1 u 2 tuna y nereit

IIpusHax CA 1 Tuna C/ 2 Tuna
Hacnencreennas He xapakrepna XapakTepHa
IPEAPACTIOJIOKEHHOCTD
Macca tena Yamie cHukeHa Yamie noselleHa
XapakTtep Hayaa OO6b19HO OBICTPOE MenneHHoe, He3aMETHOE,
3a0o0JieBaHuUs pa3BUTHE CUMIITOMOB, YacTO BBISIBIIACTCS
BO3MOYKHA MaHHupecTaius CIy4ailHO MpHU
c KA 1abopaTopHOM
o0cienoBaHuU
Yposenb C-nientuna u Huzkuii unu otcytcTByet | B Havane 3a0oneBaHus
WHCYJIMHA B KPOBU MTOBBIIIEH
AyTtoanturena x [3- Onpenensrorcs OTCcyTCTBYIOT
KJIETKaM
Puck JIKA Bricokuii Hwuzkuit
NHCYNTMHOPE3UCTEHTHOCTD OTtcyTCcTBYET Nwmeercs
OTBeT Ha Tepanuto OtcyrcTByeT Nwmeercs
nepopaIbHBIMU
CaxapOCHMXaIOIUMHU
npenapaTamu
[ToTpebHOCTh B UHCYJIUHE [Toxu3zHeHHas B neGrote 3a00neBanms

OTCYTCTBYET
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Ta0nuia XJI€O0HBIX €IUHHAILL

[Tpunoxenue 2

KonunuectBo
npoaykra B 1
[TumeBoi mpoayKT XE (rpamMmpbl)
BE3AJIKOI'OJIbBHBIE HATIUTKNA

KHCETTh 50

KaKao ¢ MOJIOKOM 60
KaKo€ CO CTYLIEHHBIM MOJIOKOM H CaxapoM 20
KaKao CO CryLIEHHBIMU CIIMBKaMU 200
Ko(e >xapeHHBIH B 3epHaxX 35
koe Ha MOJIOKe 80
Yaif 3eJICHBIN ¢ caXapoM ¢ J00aBICHHEM JIMMOHA WK 0e3 140
Yail YepHBIi C caxapoM ¢ T00aBICHUEM JIMIMOHA UK 0e3 130
Yaif ¢ MOJIOKOM 120
XJICOHBIN KBacC 200
sI0JI0YHBIN KBac, KIIFOKBEHHBIN KBac, OpYCHUUYHBIN MOpC 100
CBE&XE€ KOKOCOBOE MOJIOKO 315
MOJIOYHBIN KOKTEHIIb 90
ra3upoBaHHbIC HAMMUTKU Ha IJI0I0BO-STOIHBIX HACTOSX WJIM ACCEHIUSX (HAalpuMep
KOJIJIa) 100
ra3upPOBAHHBIC HAIMUTKA HA IIUTPYCOBBIX HACTOSX 120
OpyCHUYHBIH HAITUTOK 50
HAITUTKU THIKBEHHBIN, KIFOKBCHHBIH, IOJOYHBIN, U3 ST OOSPHINITHAKA 100
OTBap W3 IIMITOBHUKA 250
SI0JIOUHBINA MyHIII 45

COKU

TOMATHBII 350
JIMMOHHBIN 250
YepHOCMOPOIMHOBBIN 140
rpeindpyToBsIit 130
SI0JI0YHBIN, MaH/IaPUHOBBIN 100
YEPHOILJIOTHO-PSIOMHOBBIN, KIIFOKBEHHBIN, TPYIICBBIN, BUIITHEBBIN, ailBOBBINA 89
aHaHaCOBBII 85
aOpHKOCOBBIH, aIreIbCUHOBBIN, MOPKOBHBII 80
TPaHATOBBIN, CBEKOJbHBIN 70
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CJIMBOBBIM, BUHOTPAJAHBIN, IIMIIOBHUKOBBIH, IIEPCUKOBBII

65

MVYUHBIE U3JIEJINA
OHCKBUT 24
BagH 12
TraJieThl, OBCSHOE II€UYEHbE 15
KEKC II0KOJIaHBIN 25
[acXaJbHbIA KyJIu4 23
MaHHHUK, HOHYUKHA 22
MEI0BUK 16
OpEXOBOE MEUCHbE 29
CJIQJIKOE CYX0€ MJIU NECOYHOE NeUeHbE, NPSIHUKU 13
TOPTBI, TUPOIKHBIE 25-30
[IapJIOTKa 33
W3JIEJINA U3 CAXAPA, KAPAMEJIb
Oese 13
reMaToreH 13
TIpake 23
3acaxapeHHbIN KUIIIMUII 36
Kapamerb TJIa3UpOBAHHAS WIIW JIMJCHIIOBAs 10-11
KO3MHAKHU 16
KOH(EeThI HETJIa3UpOBaHHBIE MOJIOYHBIE UM MIOMAIHbIE 12-14
KOH(EThI IOKOJIaAHbIE 17
Jlykym, Mapmenaj, nactuia, epup 12
MYETUHBINA Me 12
KOH/IUTEPCKas TUTUTKA 20
caxap-Tiecok, caxap-paduHaj, caxapHas Imyapa 10
caxapHbIi cCUpoOI 13
XaJIBa MOCOJIHEYHAs 19
HIOKOJIAA

ropsiauit 90
KaKao IMOPOIIOK 100
LI0KOJIa/1 TOPOIIKOBBIN 15
LI0KOJIa/l TOPbKUI 20
IOKOJIa]] MOJIOYHBIN, OPEXOBBIN, MOJIYTOPbKUA, IOPUCTHIH, TJ1a3yph 19
11acTa HI0KOJIaHas 17
KpEM ILIOKOJIaIHBIN 25
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COYC LIOKOJIAIHbIN

60

BOBOBBLIE
60051 120
ropoX 3€pHO, TOPOX JIYIICHBIH 20
3€JICHBIN TOPOIIEK CBEKUM WUITM 3aMOPOKEHHBIN HEMPUTOTOBJICHHBII 110
TOPOILEK 3€JIEHBIN CYLICHBIN 115
Malll 22
HYT 17
cost 60
dacoib, yeueBuIa 22
CTpyukoBast (aconb 320
KPVYIIbI, 3JIAKH
pHUC AUKUN 12
3€pHO MIICHUIIBI, KPyIa MIIIeHUYHAs 17
rpevHeBas sIIPHIA 18
KYKypy3Hasi, MaHHasl 14
OBCSIHAsI 17
TepJioBasi, MIIeHO NUTM(OBaHHOE 15
pucoBasi, puc Oenblil JTMHHO3EPHOBOM, XJIONbS Kypy3HbIE 13
SYHEBasi, TOJOKHO 15
OBCSIHBIE OTPYOH 19
OTpYyOH MIICHUYHEIE 60
caro (KpaxmaJjbHasi Kpyra) 14
repKyJiec 16
KAIIIN
repKyJiecoBasi, FpeyHeBasi, MaHHas1, pUCOBas, MILIEHHAs Ha BOJIE 60
repKyJIECOBasi MJIM OBCSHAS HA MOJIOKE 70
rpevHeBasi Ha MOJIOKE 33
MaHHas, MIIEeHHAas, PUCOBas HAa MOJIOKE 65
OBCSIHAs WIIN STYHEBAs Ha BOJIE 68
TepJIoBasi Ha BOJIE 45
OTBapHOI1 OeJblif JUTMHHO3EPHBIN pHUC 35
OTBapHOW KOPUYHEBBIN JJIMHHO3EPHBIN pUC 45
MOJIOKO

KOOBLITbE 180
KO3b€ 215
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kopoBse 1,0% 160
KopoBbe ob6e3xupernoe 0,5% 200
kopoBbe 3,2%; 3,5% u 2,5%; xopoBbe ToruieHoe 6,0% 210
CTYIIEHOE C CaXapoM HEeKUPHOE 18
cyxoe nenpHoe 25,0% 25
cyxoe 15,0% 23
COEBOE 320
MOTYPTBI, CMETAHA, CJINBKU
1,5% 170
3,2% 290
6,0% 290
TJI0/I0BO-SITOTHBII 70
ciankuii 3,2% wiu 6,0% 120
Tody HOrypT, 00€3)KUpEHHAsi CMEeTaHa 65
cmerana 10,0% 210
cMmerana 15,0% 270
cmerana 20,0% 280
cMeTana 25,0% 300
cmerana 30,0% 320
CYXH€ CIUBKH 34
MOPOXEHOE
CIIMBOYHOE C TUIOJIAMU 51 TOJIaMH, TFIOMOUP, TUIOMOUD MIOKOJIaTHBIN 50
MoJsI0uHOE (0€3 IIT0A0B), SCKUMO, MOJIOYHOE C TIJIOJIAMH H STOAaMHU 49
KpeM-Oprose 45
TBOPOI' U TBOPOXHBIE IMTPOIYKTHI
TBOPOXHas Macca 100
TBOpOXHas Macca cinaakas ¢ BanuuaoM 20,0% 70
TBOPOXHAs Macca cinajakas ¢ usromom 23,0% 37
CBIPKH TTa3upoBaHHble ¢ BanunuHoM 10,9% u 27,2% 30
HEeXUpHBIH TBOpor 0,6% 550
TBOpoOT aueTnueckuit markuit 4,0%, noxyxupusrii TBopor 9,0% u 11% 330
tBOpor 18,0% 340
MVYKA

BBICIIIETO COPTA U3 MATKUX COPTOB MIIIEHUIIBI, KYKYpy3Hasi, TpeYHeBast 14
MIIEHUYHAsl BTOPOH COPT, OBCSAHAS, prkaHasi 00 IupHast 16
MIIEHUYHAs NIEPBBIM COPT, paKaHas CesHas 15
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AUCTUYCCKAs pucoBast

13

W3 3aPO/IBIIICH MIIEHUIIBI 30
prkaHasi 000iHast, MyKa STYHEBast 17
coeBasi He0Oe3)KupeHHast 55
coeBasi 00e3KUpEHHAS 45
coeBast MOITyo0e3KIUPEHHAS 50
MAKAPOHHBIE U3JIEJINA
JIarmna JOMallrHss 20
BBICILIETO COPTA WJIM IIEPBOTO COPTA 14
BBICIIETO COPTA U U3 TBEPJBIX COPTOB MILECHUIIBI 15
COEBasi BEPMUIIICITb 13
KPAXMAIJI
KapTo(eIbHBIHI 13
KYKYPY3HBII 12
oBOUIIn
OJIUBKH 0€3 KOCTOUKHU 50
KkapTodenb 60
OaraT 69
TONMHaMOyp 75
apTULIOKU 95
CBEKJIa 110
OpIOKBa, KamycTa KoJbpaOu, permyaThiil JTyK 125
OpOKKOJIH. KeNTast UM KpacHasi MOPKOBB, YepHasl pe/ibKa 145
pena, caBoiickas KarycTa 155
OakyakaHbl, Kabauku, KamycTa OeoKoYaHHast, KpaCHOKOYaHHAas 215
nepel ChIpoil Cla ki, KpaCHBIN, 3€JIEHbIH, KEeNThII 215
THIKBA, IIOMHJIOPHI, TATUCCOHBI, IBETHAS KaIyCcTa 220
OTypIIBI, OprOCCEThCKas KaIyCcTa, PeIuc 320
3EJIEHD, TPABUBI (B cocrae koTopbix Oonee 10rp yrieBoaos Ha 100rp)
penyaThlif TyK 23
KOPEHb cellbaepest 28
YECHOK 35
KOpEHb METPYIIKH, KOPEHb XpeHa 95
OPEXU, CEMEHA
THIKBEHHBIC CEMEHa 29
KEIlIbIO 45
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Opex KeIpOBBIU

50

BUIITHS 60
Mak 70
apaxuc 75
MUHIAIb 85
CeMeHa IO/ICOJIHEYHBIE, TPEKHI opex 95
dyHmyx 110
®PYKTHI
OanaH 46
BUHOTAJI, TpaHar, Xxypma 68
MaHTO 75
sI0JIOKH, WHXHP, aHAHAC 85
CJIMBA, TIEPCUK, KUIIIMUIII, TPYIIIa, aiiBa 100
aOpUKOCHI, HEKTAPUHBI, MTAITaiisl, TamMeIo 115
MaHJIapUHBI, KUBH, alleIbCUH 135
rpeindpyr, nbiasd, dpeiixoa 150
apOy3 170
JTUMOH 320
aBOKaJo 540
MOPKOBHBIE IIYKAThl, QHHUKH, BUHOTPAJI CYIICHBIH KUIITMHIII 14
CyIlIeHas TPyIla, CyIICHbIE TOJIOKHU 16-17
I[yKaThl U CyXO(PPYKTHI (MHXKUP, IEPCUK, CITUBA, YPIOK) 18
Kypara, IIMIIOBHUK CYLIEHBIN 20
ATrOAbI
MOKXKEBEJIBHUK 32
LIIUTTOBHUK 46
OOSPBILTHUK 70
LIEIKOBHIIA 75
upra 85
qyepenrHs, paOrHa, BUIITHSI 95
Ka3uI 100
TEpH, KPbLKOBHUK 110
OapOapuc, OpycHUKA, KUMOJIOCTh, MAJIMHA, CMOPOJINHA, YSPHHUKA 125
MOPOIITKa, KAJIMHA, TOJTyOrKa 140
obenuxa 170
KJIIOKBa, €)KEBUKA 260
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XJIEB 1 XJIEBOBYJIOYHBIE U3AEJINA

xJ1€0 prKaHO-TIIIEYHHBINA, CYIIKH POCTHIE, CyXapH 14
COJIOMKA CIIaJiKas, KpEeKepbl 15
OapaHKH MTPOCTHIC 16
OyOIMKH MPOCTHIC, PIKAHBIC JICTICIIKH, OYJIOUKH CIOOHBIC 18
Oenblit x1e0 19
XJ1e0 MIIEHUYHBIH (HOPMOBOI M3 MYKH BBICIIIETO COpTa, 0aTOH HApE3HOM 20
xJ1€0 3epHOBOM 22
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[Tpunoxenue 3

IIprMepHBINA KOMILIEKC YIIPAKHEHUH B paMKaxX 3aHATHH JiedeOHOoi
(usKyIbTYpOIi IpH caxapHoM auadeTe y nerei
1. Bpamenne pykamu. [locTaButh HOrM Ha WIMPHUHY IUIEY, PYKH

pacnoJIOKUTh BIOJIb TyloBHINA. HaunHate moodepeqHoe BpallleHHE pPyKaMH
BIIEpE] U HA3a/l.

2. [lepenecTu Bec Tena cHavaaa Ha HOCOK, a 3aTE€M Ha TSITKY.
3. W3 nonosxeHust cTosi, BCTaTh HA HOCKU U BEPHYTHCSI OOPaTHO.
4, ['umMHaAcCTHKY JJ1s1 HaJIblIeB HOT (MOYKHO BBITIOJIHATH CHJSl HAa CTYJIC)

MOJHUMATh M OIYCKaTh UX BHH3, PACTONBIPUBATh B CTOPOHBI, OpaTh MmajbliaMu
HOT HEOOJIBIIME MPeIMEThI (PYUYKH, KapaHAaIlld, KPYITHBIC CUYCTHBIC MATIOYKH) U
KJIaCTh OOpaTHO.

5. Cros Ha nATKaX, BHINOJIHATh KPYTOBbIE JBMKEHUS TaIbIlaMH HOT.

6. Hockamu ymepeTbcss B 1O, a NATKAMU COBEpIIATh KPYTrOBBIC
JBU>KCHUSL.

1. HcxonHoe mosioKeHue: Jieka Ha CIHUHE, PYKH 3a TOJIOBOM, HO HE

CXKaTbl B 3aMOK, HOTM NPUNOIHATHI Ha 45 rpamycoB. CoBepliaTth JBHKECHHE
HOTaMU TOXO0XM Ha JBWKCHHs, BBIIIOJHSAEMBI INPHU €3/1€ Ha BEJIOCHIIECHE.
JIBM>KEHUS TOJKHBI OBITh IJIABHBIMHU, & JABIXaHUE — PABHOMEPHBIM.

8. [TocTaBuTh HOrM Ha IIMPUHY IUICY, & PYKU — HA MOSC. BBIIIOJHUTH
IIOOYEPEAHOE BpAILlEHUE I'OJIOBOM BIPABO, a 3aTEM BJIEBO.
Q. Horu Ha mmpuHe 1ied, pyku COTHYTBI B JIOKTSIX, JAJOHU JIEXKAT Ha

wiedax. Pykn TOJDKHBI HaXOOUTBHCSA MapajuieabHO Moiy. Hy»HO BBINOJHATH
NOBOPOTHI TYJIOBHIIA BJIEBO M IPaBO, NPU IOBOPOTE Je€nas BBLAOX, IpHU
BO3BpAIllEHUH 00PATHO — BIIOX.

10. Pyku BBIIPSMHUTH U TOMHATH Haa TrojoBod. HyXHO HaKIOHSTH
TYJIOBUILE TOOYEPESTHO, TO B MIPABYIO, TO B JIEBYIO CTOPOHBI.

11. Cros npsAMo, OAHY PYKY MOJIOKHUTH Ha OMOPY, a JIPYryr0 — Ha MOsIC.
BeinonHATe Maxu MooyepenHo JIEBOM M NpaBoM Horamu. lIpum maxe Horowu
CJIeIyeT JeNaTh BbIOX, BO3Bpallasick 00paTHO — BJIOX.

12. Beommonuuts 10 mpucemanuii, crapasch He crubarb COUHY U HE
OTPBIBATh IIATKH OT N0JIa. ['0J10Ba IOJI’KHA CMOTPETH BIIEPEL.

13. Jleup Ha mOJI, MATKU COECOUHUTH BMECTE, PYKHU BBITSAHYTh BJIOJIb
TyJnoBula. He mogHumas cnuHy, HY>)KHO OJHOBPEMEHHO OTpPBIBaTh IUIEYU H
HOru OT mnosa. Korga miuedn u HOrM OTPBIBAKOTCS OT MOJIa, CAENaTh BIOX,
00paTHO — BBIJIOX.

14. Jleub Ha COMHY W COTHYTh HOTH, CTOIIBI CTAapaeMcs KpENKo
IIPYKaTh K MMOJy, pyKH BJIOJb TyJoBUIIA. Hanpsras sroauuel U OTpeIBas Ta3 OT
10J1a, Hy>KHO IOJHATH Oeapa BBepx. [lociie MeayieHHO OMyCTUThCS BHU3.

Bce ynpaxxnenus Beimoanstores no 10 pas.

Paccna6iaenue mplmirg nocie JIOK
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1. CecTtb Ha 10JI, LIUPOKO PAacCTaBUB HOTU. MEJIEHHO HAKIIOHUTBCS K
OJHOW CTyHHE, IOTOM HAaKJIOHUTbCA NPSIMO, TOJIOBY OIYCTUTh, IIEHO
paccinabuTth, a MOTOM ITUIABHO HAKJIOHUTHCA K IPYTrOM CTYIIHE.

2. Cuzas Ha Moy, COMKHYTh JIAJIOHH 3a COMHOM B 3aMOK, MEIJIEHHO
noAHATh. l'ooBa JOJKHA CMOTpeTh Bhepen. Pyku crapaTbCs MOIHATH
HACTOJIKO BBICOKO, HACKOJIBKO MO3BOJIIET THOKOCTh U PACTSKKA.

3. Cunga Ha MOy W TOTSHYTHCS MOAOOPOJAKOM K IUJIEHy, YAEpKUBas
NpsAMYyI0 PYKy 3a JIOKOTb M CTapasch 3arjisiHyTh 3a cnuHy. llocime kaxaoro
YOPAKHEHHSI CTPAXHYTh KUCTH PYK.
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