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CIIUCOK COKPAIIIEHU

MB - mykoBuCIIUI03

MBTP — mykoBucuu103HbI# TpaHcMeMOpaHHbIi peryssitop npoogumoctu (CFTR — Cystic
Fibrosis Transmembrane Conductance Regulator)

CJ1 — caxapHblii 1uader

M3C/1 — mykoBucuI03-3aBHUCUMBII caxapHbiii tuabet (CFRD- cystic fibrosis related
Diabetes

MUKJIMYecKuil anenosnaMonodochar — CAMP

OI'TT — opalnbHbIi TITIOKO30TOJIEPAHTHBIN TECT

HTT — Hapy1uieHHe TONEpaHTHOCTH K IVIFOKO3€

HI'H — Hapy1ieHnue rimmkeMuy HaTonak

HI' — neonpenenennas rioukemMus

NP — uHCYIMHOPE3UCTEHTHOCTD

CV — koddpunmeHT Bapuanuu

HbALC — rnuKrpoOBaHHbI TeMOTIIOOUH

HOMA-IR - Homeostasis Model Assessment of Insulin Resistance - ouenka Mozenu romeocrasa
ISPAD International Society for Pediatric and Adolescent Diabetes - MexayHapoaHoe
00IIeCTBO AETCKOTO U MOJIPOCTKOBOTO AUadeTa

Y /I — ypoBeHb JOCTOBEPHOCTHU JOKA3ATEIbCTB

YVYP — ypoBeHb yOeAUTEIIBHOCTA PEKOMEHIAIN



TEPMHUHBI U ONPEJAEJIEHUSA
HNHCyIMHOPE3NCTEHTHOCTh - COCTOSIHUE, TP KOTOPOM KIJIETKM OpraHu3Ma MepecTaroT
pearupoBaTh Ha MHCYJIUH — CTAaHOBATCS K HEMY PE3UCTCHTHBIMU. B 3TOM citydae MHCYIHH He
MOJKET MEPEHECTH IITI0KO3Y BHYTPh KJIETOK, U OHA HAKaIUIMBAETCS B KPOBHU.
E84.0 - Kucro3ubiii ¢udpo3 c¢ gaérounpiMu mnposiBjeHuamu (MKBb 10 - E84.0) wm
KJIACCHYECKHI MYKOBHUCIIUIO03 C HEHApyIIeHHOW (yHKmmel momkernynodHon xenesbl (PS) -
ciydaud OOJIe3HM, MPOTEKAIONIEH C HOPMAaJbHOM AK30KPHUHHOW (DYHKIMEH IOIKeITy10uHON
JKele3bl, TOATBEPXKACHHON pe3ylbTaTaMu J1abOpPaTOpHOro  HcCcleAOBaHUSA (OTCYTCTBUE
HEUTPaJIbHOrO KUpPa B KOIIPOrpaMMe, YPOBEHb MaHKpEeaTUYEeCKOW 3acTasbl-1 B CcTylie HE HHXKE
200 Mkr/r kama). IIpu reHeTHYecKOM HCCIICOBAaHUH BBIABISIOTCS MYTAIlMH, NPH KOTOPBIX
(YHKIMS TOPKEITYA0YHOM Kelle3bl OCTAETCSI OTHOCHTEIBHO COXPAHHOM.
E84.8 - Kucrosublii ¢udpo3 ¢ apyrumu nposisiaenusimu (MKB10- E84.8) wnu knaccuueckuit
MYKOBHUCIIHJIO3 C TaHKpeaTudecko HemoctaToyHOcThi0 (PI) cooTBeTCcTBYET KilacCM4eCKOMY
MYKOBHCIIHI03y C a0COIIOTHON MMAaHKPEAaTUUECKON HETOCTATOUHOCTBIO 0€3 U ¢ OCII0KHEHUSMHU.
MykoBucuuao3zaBucumblii caxapusiii 1uader (M3CJl) - MKbB -10 E 13 - ocobas ¢dopma
nuabera, BbI3BaHHAS HEIOCTATOUHOCTHIO MHCYJMHA WK AUChYHKIMEH B-KIETOK, BTOPHUHOM 1O
OTHONICHUIO K Pa3pylICHUIO B-KJIETOK MOJKEIYI0YHOM JKeNe3bl, a TaKkKe K APYruM ¢akropam,
KOTOpble BIMSAIOT Ha uX (QyHKIuio. OOpa3oBaHHWE TYCTOIO BSI3KOTO CEKpeTa BBI3BIBACT
OOCTPYKTUBHOE  IOBPEXKJIEHHE  OSK30KPUHHOM  4acTH  NOJDKEIYJAOYHOM  JKelIe3bl  C
nporpeccupyoumm GuOpo3oM U KUPOBOH HMHUIBTpaLMEN, YTO MPUBOIUT K JECTPYKIUU
SHJIOKPUHHBIX f-, 0- U nonunentuaHbix kietok. M3CJl umeer oOuiMe 4yepThl ¢ caxapHbIM
nuabetom 1 tuma (CI1) u nquabetom 2 tumna (CZI2), HO HE TIOX0X HU HA OJWH W3 OCHOBHBIX
TUIIOB MadeTa, 4To TPeOYIOT YHUKAIBHOIO MOIX0/1a K JUATHOCTUKE €r0 U JICYCHHUIO.
Caxapubiii auader (CJI) MKB10 - E10-14— 3a0oseBanue oOMEHa BEIISCTB Pa3TMYHON
ATHOJIOTUH, KOTOPOE XapaKTepU3YeTCs] XPOHMUYECKOM THUMEpPriuKeMHuel, BO3HHUKAIOMICH B
pe3ysbTaTe HApyLIEHUs CEKpEeUWH WHCYJIWHA, JCHCTBUS MHCYJIMHA WIM 000uX (haKTOpoB
OJIHOBpeMeHHO. XpoHuueckas runepriaukemuss npu CJI conmpoBokIaeTcsi MOBPEXKIECHUEM,
TUCHYHKIIMEH M HEAOCTATOYHOCTHIO PA3IMYHBIX OPraHOB, OCOOEHHO TJa3, TMOYeK, HEPBOB,
Cep/Ia ¥ KPOBEHOCHBIX COCY/IOB
XpoHnyeckasi MaHKpeaTH4ecKasi HeJOCTATOYHOCTh Yy TMAIlMEHTOB C KUCTO3HBIM (prOpo3om
(MyKOBHCIUIO30M) ONpEIENAeTCs AaKTUBHOCTBIO IAaHKpeaTHUYecKol »smactaspli-1 B CTyJe:
KoJieOaHusl aKTMBHOCTH 3iactasbli-1 B cryne ot 100 go 200 MKI/T Kaja CBUAETENbCTBYIOT 00
YMEPEHHOW CTENEHU HK30KPUHHOW HEIOCTATOYHOCTH IOKEIYJOYHOM JKEJIe3bl; CHUKECHHE
MoKa3aTesi akTUBHOCTH 371acTasbl-1 B cTyse meHee 100 MKI/T Kajia BBISIBISIET TSXKEIYIO CTEIIEHb

HaHeraTH‘IGCKOﬁ HEAOCTATOYHOCTH.



BBEJAEHUE

Kucrosusiii ¢pubpo3 (MmykoBucuumoz, MB) — ayToCOMHO-pEIlECCUBHOE MOHOI'€HHOE
HacleCTBeHHOoe  3alosieBanue. MB  sBiseTcss  yHHMBEpCalbHOM  HK30KpHUHOIATHEH,
OOyCIIOBJICHHOH MyTallMsIMd B TE€HE MYKOBUCIUIO3HOTO TPAaHCMEMOPAHHOTO peryisTopa
npoBogumocT (MBTP win CFTR - cystic fibrosis transmembrane conductance regulator). I'en
CFTR komupyer nAM®-perynupyeMblii aHHMOHHBIA KaHaj, OTBETCTBEHHBIM 3a TPAHCIOPT
xjopuna ¥ OukapOoHaTa, OSKCIpECCUpPyeMblii Ha MeMmOpaHe »SIUTENHUAIbHBIX KIETOK
JBIXATENBHBIX MyTeH M KUIICYHUKA, a TaKXKE B KIETKAaX C 3K30KPUHHBIMU U IHIOKPUHHBIMU
bynkuusmu [1].

OIHMM W3 BHEJETOYHBIX OCJIOKHEHUMH MB sBisieTcsi MyKOBUCHMI033aBUCUMBIN CaxapHBI
nuaber (M3CJI). Oto ocobas ¢opma nuabeTa, BhI3BaHHAS HEIOCTATOYHOCTBHIO MHCYJIMHA WIIA
TUCHYHKITUEH B-KJIETOK, BTOPHYHOU MO OTHOIICHUIO K Pa3pyIICHUIO [3-KJIETOK IOKEITYJ0YHOM
JKeJe3bl, a TakkKe K JOpyruM (akTopam, KOTOpble BIMAIOT HAa uX (yHkmmoo. OOpa3oBaHue
TyCTOTO BSI3KOTO CEKpETa BBI3BIBAET OOCTPYKTUBHOE TMOBPEKACHUE HK30KPHUHHOW YaCTH
MOJDKEITYA0OYHON >KeJe3bl C MPOrpeccHpyrommM (Gudpo3oM U KUPOBON HMHOUIbTpaluel, 4To
OPUBOJIUT K JECTPYKLIMU SHIOKPUHHBIX (-, 0- ¥ HMOMUNENTHIHBIX KieTok [2]. Hecmorps Ha
BBICOKYIO pacIlpocTpaHeHHOCTh, maroreHe3 M3CJl ocraercs HE O KOHIIA M3YyYEHHBIM. XOTS
natomsuonoruss pazpurust M3CJI MHOrodakTopHas, HEJOCTATOYHOCTh WHCYJIUHA SIBHO
SBIIIETCS. OCHOBHBIM KOMITOHEHTOM. B 3K30KpHMHHON 4acTH MOHKETYIOUHOM >KeNe3bl MyTalluu
rera CFTR mpuBogsT K OOCTpYKIMH TMPOTOKOBOTO KaHala TOKETYIOYHON >Kele3bl,
BOCTIAJICHUIO ¥ MHQWIBTPAITI UMMYHHBIX KJIETOK, YTO TIPUBOIUT K Pa3pyIMICHUIO SK30KPHHHOMN
YACTH TOJKETYIOYHON KeJIe3bl K PEMOACIIUPOBAHUIO OCTPOBKOB.

Kak BocmaneHue, Tak U MPOTOKOBBIE KJIETKH OKAa3bIBAIOT MPSMOE BIUSHUE HA CEKPEIHIO
WHCYJTMHA U MOTYT ydacTBoBaTh B pazButuu M3CJl. Myramuu rena CFTR Takke cBsi3aHBI €
BOCTIAJIMTEIBHBIMU ~ PEAaKIUIMA W HM30BITOYHOW TPOAYKIHMEH ITUTOKWHOB Pa3IUIHBIMU
WMMYHHBIMU KJIETKaMH, KOTOpble MHQPUIBTPUPYIOT MODKEITYJOUYHYIO KEJIe3y U OKa3bIBAIOT
OTpUIATENIbHOE BIUSHUE HA CEKPELMI0 MHCYJMHA, BBI3bIBAasl HAPYIICHHUE PETYISIIUU TOMEOocTas3a
rmoko3el ipu MB  [3]. HenaBuue pannbsie noarBepaunu, uyto CFTR sBisercs BaKHBIM
PETYISITOPOM CEKpEIMU WHCYJIMHA OCTPOBKOBBIMH [-kietkamu [1]. dedexr rena CFTR f-
KJIIETOK OCTPOBKOB JlaHrepranca TIOKETYJOUYHON JKelIe3bl MPUBOAWT K 3HAYUTEIBHOMY
CHI)KCHHMIO CEKpelMH WHCYJIMHAa B OTBET HA CTUMYISALUIO aroHUCTaMU IHKIMYECKOTO
anenosuaMoHodochara (cAMP) (TIroko303aBHCHMAsi CEKpelHsi) H TIIOKaroHOMOJA0O0HBIM
MenTUa0M-1, HApYIIEHUIO U 3a/IEPXKKE CEKPElMH WHCYJIMHA, WHIYIIUPOBAHHON TIIOKO30#, YTO

HaOmonaetcs y manueaToB ¢ M3CJ] [4, 5].



CyIecTBYIOT BaXKHbIE NATO(PU3UOIOTHYCCKHE Pa3Iuuus Mexay auadberom npu MB wu
caxapabiM auabetoMm 1 (CI 1 tuma) u 2 tuna (C/ 2 tuma), KoTopsie TPEOYIOT YHUKAILHOTO
noaxona kK auarHoctuke M sedenuto M3CJH. ®akrtopsl, cnenmduunsie ans MB, kotopsie
BJIMSIFOT Ha METa00JIM3M TJIFOKO3bl, BKIIOYAIOT [TOTEPIO OOILEro KOJU4ecTBa B-KJIETOK OCTPOBKOB
Jlanrepranca, IpUBOAALIYI0 K Je(UIMUTY KAaK WMHCYJIMHA, TaK M IJIIOKaroHa, XpOHUYECKOEe U
OCTpOE€ BOCHaJeHHE M HH(EKINIO, KOTOpBIE BBI3BIBAIOT PE3UCTEHTHOCTh K HHCYJIUHY,
HEOOXOIMMOCTh B BBICOKOM TOTpPEOJICHHMHM KaJlOpH HM3-3a YBEIMUYCHHBIX 3aTpaT SHEPrHuU U
MaJibabCcopOIMK, PUCK ONACHOIO AJIs KM3HM HEJO€AAaHUs W MATOJOTHIO0 IMUIIEBAPUTEIbHON
CUCTEMBI, BKJIKOYas 3aJEP)KKY OIOPOKHEHHS JKEIyIKa, U3MECHCHHME MOTOPHKM KHUIICYHUKA U
3a0oJieBaHUs TICYCHU [6].

M3C]J] oxa3piBaeT maryOHOe BIMAHHE Ha (YHKIHIO JIETKHX, MHTAaHUE U BBDKUBAECMOCTD
HAIEHTOB. ITo JTAaHHBIM CEBEPOAMEPUKAHCKOTO perucrpa
(https://www.cff.org/sites/default/files/2021-11/Patient-Registry-Annual-Data-Report.pdf),
MPOJIOJDKUTENLHOCTh KU3HM marnueHToB ¢ M3CJI B aBa pa3za kopoue, ueM 0Oe3 nuadera.
IloBbIIEeHME YPOBHS TIIIOKO3bI Ipu MB, 110-BuaMMOMy, HAUMHAKOTCA ¢ PAHHETO MJIAJICHYECTBA.
HccnenoBanus y ManeHbKux Jereil ¢ MB mokas3slBalOT [1€30praHu3alyio MaHKPEaTH4YEeCKUX
OCTPOBKOB, aHOMAJIbHYIO TOJIEPAHTHOCTb K TJIIOKO3€ M 3aJIE€PKKY CEKpELUU MHCYJIHHA IEpBOMI
¢da3pl, 4TO MO3BOJISIET MPEANOIOKUTh, 4YTO JUCPYHKIHUS OCTPOBKOB SBJIIETCS pPaHHUM
npusHakoM MB. ®@ynkius Mmakpodaros B popMHUPOBaHUH Pa3BUTHSI OCTPOBKOB MOJKETYJOYHON
XKenne3pl MOKeT ObITh o00ycinoBieHa wyTtamussMu B rene CFTR, yto momomHMTEnsHO
CHOCOOCTBYET CTPYKTYpHBIM Je(deKTaM OCTPOBKOB IOJDKETYJOYHOM JKeJle3bl, a TaKkKke
HapyLICHUIO CEKPELMU UHCYJIMHA NepBOi (a3bl, HaOII0JaeMOMY Y OU€Hb MaJIeHbKUX AeTel [3].

PacnipoctpanenHocth HapymieHuit TonepanTHocTd K riatoko3e (HTIT) yBenmuuuBaercst c
BO3pacToM Ha (hoHe mporpeccupoBanust MB. Pannee, yacTo HEMOCTOSIHHOE MOCTIPAHINAIBLHOE
MOBBIIIIEHHUE TITIOKO3bl MOXKET OBITh OOHAPY’KEHO C TTOMOIIBIO HEMPEPHIBHOIO MOHUTOPUPOBAHUS
rmoko3sl (HMI), nanee cinenyet HeonpeaeneHHas INIMKEMHUsI, KOTOpasi MOKET ObITh OOHapy>KeHa
¢ nomompto OI'TT, 3arem pazBuBaercs HTT u, nakonen, M3CJl, KOTOpbIii MOXKET OBITH MpU
MOCTAaHOBKE TMarHo3a ¢ MoTpeOHOCThIO0 B MHCYIUHE UK 0e3 [7]. JnurensHocts Teuenus M3CJ]
BKJIIOYaeT B ce0s TOT MepHoi, Korjaa JuabeT TMposBISeTCS HENOCTOSHHO, HampuMep,
TUTIEPTIIMKEMHS] TIOSABIISIACH TOJBKO TMPHU OOOCTPEHHMH OpOHXOJEroyHoro mporecca [8].
HccnenoBanus mokasajid, 4TO paHHUE HapYLIEHHUS YPOBHSI MIMKEMHH MOTYT OBITh CBSI3aHBI C
YXyAUIEHUEM KIMHUYECKOro craryca aereil ¢ MB. IIporpeccupoBanue MB moxeT HagaThbes 3a
HECKOJIBKO JIET 10 TOTO, KakK MAIMEeHT OyAeT COOTBETCTBOBATH JAMATHOCTHUECKUM KPUTEPUSM
M3C/J [7]. UszBectHo, uTtOo yXe 3a 2-4 roma a0 MaHudecTanuu auadera yXyIaroTcs
MOKa3aTes HyTPUTUBHOIO cTartyca u japixarenbHoi GyHkimu [9]. KomOunanus MB u auabera
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OKa3bIBa€T HETraTUBHOE BIMSHHE Ha MPOJOJDKUTENBHOCTh KH3HU. Tak, cpemHss
IPOJIOJDKUTEIBHOCT JKU3HU manueHToB ¢ M3CJl HuXke Mo CpaBHEHUIO C TalueHTamu 0Oe3
nuabera, MeraHa BbDKUBaeMOCTH y narueHToB ¢ M3CJl cocrammisier 24 roja, o CpaBHEHUIO C
32 rogamu y manuentoB ¢ MB, Ho 6e3 quabera [10]. B CIIA M3C]J] auarHoctupyetcs y 9%
nanueHToB ¢ MB B Bo3pacte oT 5 10 9 niet u 'y 26% nauurenToB B Bo3pacte ot 10 no 20 net, uro
3HAYUTEIBHO MPEBbIIACT ToOKa3arenn P® u, BO3MOXKHO, CBS3aHO C OCOOCHHOCTSIMH
quarHoctuku CJI B P® U mpoao/KUTENBHOCTBIO JKM3HM HanueHtoB. [lpum opranuzanuu
€XKeroJlHor0 MOHUTOpPUHTA HapyLIEHHH yrieBOAHOro oOMeHa y Bcex manueHToB ¢ MB,
pacnpoctpanennocth M3CJI nocturaer 50-70% y nmarmueHToB B Bo3pacte a0 30 net [8, 11].

Yacrora M3C/] ¢ nmoTpeObHOCTBIO B MHCYIUHOTEepanuu cocraBiser 4,6% cinydaeB B PO B
2022 r., mpeobiaganueM y B3pocibiX 1o cpaBHeHHIo ¢ netbmu (10,5% mpotus 1,3%) cormacuo
JTaHHBIM peructpa 6oibpHbIXx MB 2022 roga [12, 13]. OI'TT kmaccuyeckuii MPOBOIUTCS B
nByx Toukax O u 120, ogHako, MO JMaHHBIM JIMTEPATypbl MOBBIIICHHBIH YPOBEHb TJIIOKO3bI B
npoMmexxkyTounblx Toukax OI'TT (30, 60, 90-s1 MHHYTBI) COOTBETCTBYET HEOIPEICICHHOM
rukemMud. CyIiecTBYIOT JaHHBIE O TOM, YTO 3TU MOKAa3aTeNu SIBISIOTCS Oojiee HaJCKHBIMU B
OTHOIICHUH TPOTHO3a KIMHUYECKOTrO YXYJIIeHHs 3a0oyieBaHMs, 4eM 2-4acoBasl TJIMKEMHs U
ABJISIFOTCS POTHOCTUYECKUM I0Ka3aTesneM nporpeccupoanus M3C/] [4].

[TaruerTam ¢ MB u 1guaberoM pEKOMEHIYeTCsS eXEKBAPTAIBHO HU3MEPSTh YpPOBEHBb
rMkupoBaHHoro remorioouna (HbAlc) mig npunsaTus peueHuii 00 MHCYJIMHOTEpAUH, OJHAKO
uccinenoanrie HbAlc B kauectBe ckpuHuHroBoro tecta ansg M3CJl He pekoMeHyeTcs, Tak Kak
HU3KUH MM HopMmaibHbI ypoBeHb HbAlc nHe wuckmowaror amarHo3 M3CJ. Onxnum u3
KOMIIOHEHTOB natorere3a M3C/] oTHOCUTCS MHCYJIMHOPE3UCTEHTHOCTh. OHa opMupyeTcs npu
JUINTETIbHOM CTake 3a00JIeBaHUs, BBICOKOM AKTUBHOCTH MPOBOCHIAIUTENBHBIX LHUTOKUHOB MU
BBICOKMX JIa0OpAaTOPHBIX IIOKA3aTeNsAX BOCHAJEHUS MPHU COMYTCTBYIOIIMX HH(EKIIMOHHBIX
cocrosHusX. Jlng ompeneneHus BKIana UHcCyiIMHopesucteHTHoctd (MP) B pasButue u
IIPOrpPEeCCUPOBAaHNE HAPYLIEHUH YIIeBOJHOT0 oOMEHa PEeKOMEHJOBAHO OIpE/IeJIeHHE HHJIEKCOB
NOMA u Caro, a B KauecTBe aIbTepHATUBHOTO MeTo1a AuarHoctuku P y nereit B muteparype
oOcyxaeTcsi mepopalbHblil Timoko3otonepanTHoli TecT (OI'TT) ¢ ompeneneHueM WHAEKCA
Matsuda, pacueT KOTOpOro HEBO3MOKEH Oe3 oIpeesieH s ToKa3aTenel INII0KO3bl M MHCYJIMHA B
MIPOMEKYTOUHBIX TOUKAX.

[Tposisnenue CFRD 6onee BeposITHO B MEPHO/bI, KOT/Ia PE3UCTEHTHOCTh K MHCYJIMHY BBIIIE
(HampuMep, JeroyHas WHQEKIUs, HCIOJIb30BaHHUE TIIOKOKOPTHKOUIHBIX CpeACTB). JlaHHBIE
HEMpepbIBHOTO MOHMUTOpUHTa rimoko3sl (HMI') nyurne ompenensior exenHEBHbIE KoleOaHUS

YPOBHSI TIFOKO3bI, Mpoucxosaiue npu MB, u ux cBsi3b ¢ HbAlc u cpegHuM ypOBHEM TITFOKO3BI.


https://www.krasotaimedicina.ru/diseases/zabolevanija_endocrinology/insulin-resistance

JIns KadyecTBEHHOTO UCIOJb30BAaHUS COBPEMEHHBIX TEXHOJOTMI B paMKax KOHTPOJIS
YTJIEBOJIHOTO OOMEHA, JJsl ONTHMHU3AIMH TMPUHSATHS PEIICHH HeoOXoauMa CTaHAapTH3aIus
OTUYETHOCTH JAaHHBIX, MoJlydaeMbix ¢ momonipto HMI'. B mekabpe 2017 r. B xypHane Diabetes
Care ObLIM OIMyOJIMKOBAHBI JaHHBIE MEXIyHapOIHOTO KOHCEHCYyca Mo ucIonb3oBanuio HMI'.
Tak, npu ananuze aanHbix HMI' mokaszaHo, 4TO y 310pOBBIX Y4aCTHUKOB, BKJIIOUYEHHBIX B
UCCIICIOBAaHNE TI0 HOPMOTJMKEMHHM HATOIIaK W HOpMaibHOMY HbAlc, mMeBIIMX 53MH307bI
TUIEPTINKEMHH, BapuabeIbHOCTh TIIMKEMHUHU ObLTa CXO/IHA ¢ TaKOBOH y Jwil ¢ npenuaderom [13,
14]. TanHble 0 3aKOHOMEPHOCTSIX YPOBHEH IIIIOKO3bI Y J€TEH HEMHOTOYMCICHHBI M MOJTy4EHbI Ha
MajeHbkuXx BelOOpkax. Tak, F. Sundberg u G. Forsander (2018) B uccneqoBanuu 15 310poBBIX
JeTell B Bo3pacTe 2—8 JIeT 3aperucTpUpOBAIN CPeIHUN YpOBeHb TioKo3bl 5,3+1,0 Mmons/n. B
nuramnasone 4— 7,8 MMoin/1 Haxoguinuch 89% 3Hauenuii. Tonpko 2% 3HaYEHMI TIIOKO35I OBLIN
>7,8 wmmonw/n. Ilo pmamneiMm  R.S. Mazze u coaBr. (2008), m0pOIOMKHUTETHLHOCTD
TUIMOTIMKEMHYECKUX SMU300B (TioKo3a <3,9 MMOJIB/II) BO BpeMs MOHUTOPUHIA y 3I0POBBIX
monert cocraBuna 2,7%. B uccnenoBanuu V. Shah (2019) moarBepkaeHa peKoMeHIAIMs, YTO
YpOBEeHb TIIOKO3bI <3,0 MMOJIB/T sBIsieTCS 0OJiee 3HAYMMBIM IIOPOTOBBIM 3HAYEHUEM IS
ornpezeNeHus] KITMHUYECKH BaXKHOM TUIIOTTIMKEMUH, 4eM 3,9 MMOJIb/I: YpOBEeHb ITI0K03bI 3,0-3,9
MMOJIb/JT PErUCTPUPOBAJICS Y OONBIIMHCTBA 00CIEIOBAaHHBIX, HO HIKE 3,0 MMOJIB/I OTMedascs
KpaitHe peaKo.

B nenom, pacnpocrpanennocts M3CJl MoxeT ObITh HEIOOIICHEHA B IIEHTPAX, KOTOPhIC HE

JACIar0T YHI/IBepcaHBHHﬁ CKPHUHHHI HapymeHI/Iﬁ YIJIIEBOAHOTO oOMeHa

1 TMATHOCTHKA

1.1. /ImarHocTHYecKHe KPUTEPHH HapPYUWIEHUH YIJIeBOAHOIO O0OMeHa Yy NALHMEHTOB C
MYKOBHCIHI030M

Hapywmenus yriesoaHoro oomena no pesyiabratam OI'TT mo xkpurepusim ISPAD 2022 r
[15, 16]:

1. HopmanbHas TIIMKeMUs: TJIFOKO3a B TJIa3Me HATOIIAaK MMOJb/T <7,0, TJIFOKO3a MMOJIB/T 4epe3
2 yaca <7,8 u Bce ypOBHH IJ1H0K03bI <11,1MMmou1/11.

2. Heonpenenennas riukemust (HI) - rimroko3a B ruiazme Mmmomb\i HaTomak <7,0, rioko3a yepes3
2 yaca <7,8, Ho Bo Bpems mpoBeaeHuss OI'TT B cepenune Tecra (60 mmH) rmokosa > 11,1
MMOJIB/JI.

3. Hapymenue tonepantaoctu k yraesonaMm (HTT) - riroko3a B ma3Me HaTomak MMouts/i <7,0,
yepes 2 yaca 7.8-11.1mMmomb/m.

4. Hapymenue rnmmkemun Hatomak (HI'H) - rimoko3a mMmonb\n Hatomiak 6,1-6,9 mMMouib/m,

TJIF0KO3a uepes 2 yac <7,8 MMOJIb/JI, BC€ YPOBHHU TTFOKO3BI <11,1 MMOIB/m.



5. MyKOBHCIH1033aBUCHMBIi caxapHblid quadet (M3C/I) - MOBBIIIEHUH YPOBHS TIIIOKO3BI Yepe3

2 yaca nocne Harpy3ku 6osee 11,1 Mmons/m.

1.2. JImarHocTtuyeckHe KpUTePUH MYKOBHCLHH/I03-3aBMCHMOI0 CAXapHOro Auadera:
TUIEPIIMKEMHUs HAaTOIAK (YPOBEHb IJIFOKO3bI IU1a3Mbl HATOIIAK >7,0 MMOJIB/JI)

WIH

«uabeTndecKkuin» ypoBeHb TOK03bl KpoBu B xoxe OI'TT (mpu ypoBHE TIIOKO3BI IJIa3Mbl
HaTomak <7,0 MMOJIB/T 1 TJIFOKO3bI I1a3Mbl uepe3 2 gaca B xoae OI'TT >11,1 mmons/n),

WIH

NOCTIIpaHAAaIbHasl TUIIEPIIUKEMUs, ONpeesieMas HEIPEPbIBHBIM MOHUTOPHUHIOM TIJIIOKO3bI

(HMT') npu oTCyTCTBHM CUMITOMOB

2 PEKOMEHJAIMU IO OBCJEJOBAHUIO
A). I'pynnsl 11s1 00c/ieJ0BaHHS € LeJbI0 KOHTPOJIS IOKa3aTesell yrjeBOAHOro o0MeHa
1. PekoMeHI0BaHO MCCIICIOBaHUE YPOBHS IIFOKO3bI B KPOBHU BceM mnarueHtam ¢ MB 1 pa3 B 12
MEC. C IENbI0 KOHTPOJISA YHAOKPUHHOW (DYHKIWHU TOJHKEITYJTOYHON JKeJe3bl, CBOCBPEMECHHOMN
nuarnoctuku M3CJ1 [14]. (YYP - C, V1 - 5).
2. PekoMeHI0BaHO TPOBEJCHHE OpaIbHOr0 TiroKo30TosiepanTHOro tecta (OI'TT) Becem meTsim
crapuie 10 ser (O MOKa3aHWSM pPaHbBIIC) W B3POCIBIM E€XKETOJHO B IMEPHOJ KIMHHYECKOU
CTaOUIIbHOCTH.
3. LlenenanpaBieHHOe H YIIIyOJIGHHOE OOCIEIOBaHME YIJICBOAHOIO OOMEHa IMalueHTaM C
MYKOBHUCIIHIO30M M3 TPYMN pUCKAa — TAIMEHTHl C OOOCTPEHHEM JIETOYHOro 3aboyeBaHuUs,
MAIlMeHThl Ha BHYTPUBEHHOW aHTHOAKTEpHUATbHOW Tepamnuy, MAIlMeHThl Tepe]] HavyaloM M Ha
¢doHEe mpueMa KOPTHKOCTEPOHUIOB JIJII CUCTEMHOTO NMPUMEHCHWMS, MAMEHTHI HA SHTEPATLHOM
NUTAHWUU Yepe3 30H]] WM racCTPOCTOMY, MAIMEeHTKH, IUTAHUPYIoNe OEpeMEHHOCTh U B TIEPHOJT
6epemenHoctu (12-16 Hen u 24 -28 Hen) u uepe3 6-12 Hexenb mocie OEPEeMEHHOCTH, IPH
TUTAHUPOBAHKE ONEPATUBHBIX BMEIIATEILCTB, MEpe]] TpaHCIIaHTaue opranoB. Kpome Toro,
00CIIeZIOBaHUIO TOJUIEkKAT IMAlMEHTHl CO CHW)KCHHBIMH TEMIIAMH pOCTa M HEIOCTaTOYHON
npubaBKO B Macce Tella, MAIMEeHTHI CO CHIDKCHHWEM (YHKIUU JIETKUX, HE CMOTpS Ha

MPOBOAMMYIO TEparuio, MAlUEHTHl C YacThIMU OpoHXoJerouHbiMu oboctpenusmu. (YYP — C,

Y1 -5).

B). PekoMmen10BaHHbIE BUBI 00CJI€I0BAHMS .
1. OpanbHblii 17110K030TO1IepanTHBIN Tecta (OI'TT)
Pexomen0oBaHO B KauecTBe CKpUHUHTA AJid cBoeBpeMeHHoM nuarHoctuku M3CJl npoBeneHue

opanbHOTO TIOK030ToNIepaHTHOTO Tecta (OI'TT, mpoBeneHne TIIFOKO30TOJIEPAHTHOTO TECTa) C



Harpy3Ko# rimoko30ii (1,75 T rimoko3b1/Kr, He OoJiee 75 T), ¢ pacIMPEHHBIMH TOYKaMH KOHTPOJIS

Ha 60 MHHYTE MpOBEACHUSI TecTa (TOYKM KOHTPOJS — HaToulak, yepe3 60 munyt, uepe3 120

MHUHYT) BceM JieTsiM ctapiiue 10 ser (1o rnmokasaHusiM paHblli€) U B3POCIBIM €XKETOJHO B MEPUOJL

KJIMHHYECKON cTabmibHoCTH [15, 17]

(YYP-C, YO/ -5).

KommenTapuii 1. 3HaunMbIM KpuTepueM JJsl BBIABICHHS HAPYUICHUH YTJIEBOAHOTO OOMEHa

npu npoeaeHurn OI'TIT moxer ObITh 3HaueHue 9,6MMoab\T Uit Touku 60 MHH

(uyBcTBHUTENBHOCTD 83% (95%1 60,78-94,16), cnettuduunocts 81% (95%AN 67,46- 89,58)

JUTst pOPMHUPOBAHUS TPYIIIIBI PUCKA [0 HAPYIIECHUIO YTIIEBOJHOTO OOMEHA.

KommenTapuii 2: ['pynma c HeompeleicHHOW TINMKeMueil (TiioKo3a B IIa3Me€ MMOJIB\IT

Hatomak <7,0, rmoko3a uepe3 2 yaca <7,8, Ho BO Bpems npoBenaenus OI'TT B cepenune Tecta

(60 muH) Taroko3a > 11,1 mMmosb/i.), BeisiBaeHHOM Tpu npoBeaeHud OI'TT tpebyer ocoboro

u3y4eHus Kak npeaukrop hopmuposanus M3C/I.

KommenTapmii 3:

Omnpenenenue rMKEMUM HATOIIAK M 4epe3 2 yaca Mocje IpueMa MUY B TeYeHUE NepBbIX 48

yacoB u/wiu OI'TT yaie npoBoASTCA B CAEIYIONINX CIyYasiX:

1) obocTpeHue JeroyHoro 3aboeBaHus,

2) BHYTpPHBCHHAas aHTHOAKTEpUAIIbHAS TepaIlus,

3) Havayio npuemMa KOpTUKOCTEPOUIOB Uil CHCTEMHOTO IIPUMEHEHHS,

4) sHTepaTbHOE KOPMIICHHE Yepe3 30H]I WK FaCTPOCTOMY,

5) manupoBaHue OepeMEeHHOCTH U nieproa OepemennoctH (12-16 Hen u 24 -28 Hen) U yepes 6-
12 Henens mocne 6EpeMEHHOCTH,

6) mIaHOBAas TPAHCIUIAHTAIMS OPTaHOB,

7) omepaTUBHOE BMEIIATEIbCTBO,

8) Hanmu4Me CHUMITOMOB auabeTa

2. HenpepbiBHBII MOHUTOPHUHT I110K03b1 (HMI')
Jlnis AMarHOCTMKM HapyIIEHUI YIJIeBOJHOr0 OOMEHa BO3MOKHO MCIOJB30BaTh HENPEPHIBHBIN
MOHMTOPHHI YPOBHS IJIFOKO3bI MAIUEHTaM HauuHas ¢ 10 jeT win paHee npyu HAJIUYUU TPYTIIbI

pUCKa 1IN KIMHUYICCKHUX HpOSIBJ'IeHI/II\/’I.

IIpumeyanue
JIns  KauyeCcTBEHHOIO0 HCIOJIB30BAHUS COBPEMEHHBIX TEXHOJIOTMH B pPAaMKax KOHTPOJIA
YIJIEBOAHOTO OOMEHa, JUIsl ONTHUMU3ALUU NPUHATHS PELIeHUH HeoO0XoauMma CTaHIapTH3alMs

OTYETHOCTH JAHHBIX, Torydaembix ¢ momombio HMI'. B nexabpe 2017 . B xypHane Diabetes
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Care ObLTH OITyOJIMKOBAHBI JaHHBIE MEXIyHapOJHOTO KOHCEHCyca Mo ucmonb3oBanuio HMI'.

CornacHo PCKOMCHIOAIAM OSBKCIICPTOB, IJId aHalin3a IOJYYaCeMbIX [OaHHBIX H€O6XO,Z[I/IMO

OpUEHTUPOBATHCA Ha 14 KIIIOUEBBIX NTOKA3aTENEH:

CpenHuii ypoBEHb ITHOKO3BI.

Jlonst BpeMeHH B MPOLIEHTHOM COOTHOIICHWU B JMAaIla30HE THIOTIIMKEMUU 1-TO ypOBHS
(<3,9-3,0 mmounb/n). [Ipu ee peructparyu TpeOdyeTcst HAOIIOACHHUE.

Jlonst BpeMeHH B MPOLIEHTHOM COOTHOIICHWU B JMANa30HE TUIOMIMKEMHH 2-TO YPOBHS
(<3,0 mmoub/n). IIpu ee perucrparyy peKOMEHIYETCSI HEMEUICHHOE BMEIIATEIhCTBO.
ot BpeMeHH B MPOIEHTHOM COOTHOIIEGHUU B 1esieBoM auanaszoHe 3,9—10,0 MMonb/n
(mo ymosuanuto) au6o 3,9—7,8 MMOIB/I.

Jlonst BpeMeHHU B MPOLIEHTHOM COOTHOIIEHUHU B MANa3oHe THIEepPriIuKeMuu 1-ro ypoBHS
(>10,0 mmons/m). [Ipu ee peructpanuu TpedyeTcss MOHUTOPUHT.

Jlonst BpeMeHHU B MPOIIEHTHOM COOTHOIICHUHU B UANa30HE THIEPrIUKEeMUN 2-TO YPOBHS
(>13,9 mmons/n). [Ipu ee peructpanuu Tpedyercs HEMEAIEHHOE BMEIIATEIbCTBO.
['mukeMuueckasi BapuaOeNbHOCTh, MpeAcTaBieHHas mo Kodddumnuenty Bapuanuu (CV)
(mepBUYHO) W MO cTaHAapTHOMY OTKJIoHeHuio (SD) (BropuuHo). ['nukemuueckas
BaprabeIbHOCTh — 93TO THapaMeTp, KOTOPBI OTpakaeT WHTETPUPOBAHHYIO KapTUHY
MOCTIIPAH/UATBHON THIEPTIUKEMUA W THIIOTIUKEMHUYCCKUX SMU3070B. llarueHTsr ¢
OJIMHAKOBBIM ypOBHEM TiuKemMuu (wiu ypoBHem HbAIC) Moryr wuMers pasHbIe
[NIMKEMHYECKHe KpUBbIe B TeueHHe cyTok. CraOuibHas BapuaOelbHOCTh TIMKEMUU
peructpupyercs npu yposHe koddpdumuenta CV < 36%, a HecTaOuinbHass — TPH YPOBHE
koapPurmenta CV > 36%.

Pacuernsiit yposens HbAlc.

[TokazaHuss ypOBHS TJIFOKO3bI, Pa30HWThIC HAa TPH BPEMEHHBIX TPOMEKYTKa (COH,

O6onpcTBOBaHUE, 24 4).

Heo6xomuMerit 00beM JaHHBIX — COOp JaHHBIX MUHUMYM 3a 2 HeJl.

Heo0xoanMmbiii 00beM gaHHbIX — 0-80% B0O3MOXKHBIX mokazauuit HMI 3a 2 Hen.

31'[1/130,[[]51 THUIIO- W TUIICPIIIMKEMUHU (C HCTIOJIb30BAHUEM CTAHAAPTHOI'O0 OIPCACIICHUA
BHI/I3OI[OB). HerepHBHOG HU3MCPCHUC KOHLCHTpAIMU TJIFOKO3bl C OIPEACICHUCM
MpOAOJIKUTCIILHOCTU HOPMO-, T'MIIO- U TUIICPIIIMKECMUU, 4 TAKIKC aMIIJIUTY bl KoJIEOaHUI
TJIMKEMHHU B TCEYCHHUE CYTOK C TIIOMOMIBIO HpI/I60p0B, mnmporpaMm MW JOaTYMKOB
HEMIPEPBIBHOTO U3MEPCHUS TNTFOKO3bI MOXKET 3HAYUTCIIBHO JOIIOJHUTh U3MCPEHUC YPOBHA

HbA 1c B kauecTBe HHTETPUPOBAHHON OLIEHKH KOHTPOJISI TTTUKEMHH.
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C nomomnsto HMI' MOXHO OOHApy»KWTh HapyIICHHs YTJIICBOJAHOTO OOMEHA paHbIle, YeM IMpHU
OLIEHKE ITI0KO03bI M1a3Mbl HaTomak i HbAlc. C momomnisto HMI' rimmkeMudeckux naTTepHOB

JJIsA paHHeﬁ JUArHOCTHUKU JUCTJIMKEMHH MOXKECT UCIIOJIb30BaThHCA B KJIMHUYECKOM IMPAaKTHUKE.

3. OnpeneeHue riIuKupoBaHHoro remoraoounna (HbALc)

Omnpenenenne TIMKUPOBAHHOIO TeMOITIOOMHA B Ka4eCTBE CKPUHUHI-TECTa HE PEKOMEHyeTCs B
CBSI3U C HEJOCTATOYHOM HH(POPMATUBHOCTBIO IS ManueHToB ¢ MB mo aTuM nokazanusm [15]
(YYP-C, YO -5).

KomMmenTapuii 1: y manueHTOB ¢ MyKOBHCIHI030M HOPMAaJbHBIM MPO(UIL TIMKUPOBAHHOTO
reMoryioOMHa He HCKJII0YaeT Hajduuue caxapHoro pauabera. MccienoBaHue MOXKET ObITh
HA3HAYEHO C LIENbI0 OLICHKM KOMIICHCAIMHM YrieBoaHoro oomena y mauuentoB ¢ M3CJ. Ilo

MOKa3aHMUAM MOTYT HCCJIEIOBATHCS TPEXTHEBHBIN MIMKEMUYECKUNA TIPOQHITH

KommenTapuii 2: V3MepeHnue riMKHpOBAaHHOTO TeMOTTIOONHA PEKOMEHIYETCS €KEKBAapPTaIbHO
y narenToB ¢ M3C/] [14]

(YYP-C, YA -5).

KomMmeHTapum: 11e/1eBO€ 3Ha4€HUE YPOBHS INIMKMPOBAHHOTO I'eMOIIOOMHA Ha (OHE JIeUEeHUs

M3C/] cocraBusier <7%.

4. PacyeT HHAEKCOB HHCYJIHHOPE3HCTEHTHOCTH

Jns onpeneneHus BKJIala MHCyIMHOpesucteHTHocTd (MP) B pasBuTHEe M mporpeccupoBaHHE
HapyIIEHUH YTIIEBOJHOTO OOMEeHa pexoMeHaoBaHo ompenenenue naaekcoB NOMA, Caro, ISI
Matsuda. [18]

KommenTapuii 1: HMunekc HOMA (Homeostatis model assessment) - mpousBeaeHue
KOHLEHTPALMH TJII0KO3bl U UHCYJINHA, IeJIEHHOE Ha 22,5

Nunekc Caro - OTHOIIEHHWE KOHIIGHTPAllUM TJIFOKO3bI B KPOBH (B MMOJIB/JI) K YPOBHIO
UMMYyHOpeakTHBHOTO HHCYTHHA (B MKE/]/Mir). B HOp™Me nHneke Caro menbmie 0,33.

WNnpexc Matsuda — paccunTbIBaeTCsl HA OCHOBE KOHIIEHTPAILIMH TJIIOKO3bI B IIa3ME€ U MHCYJMHA
HaTOIlaKk M BO Bpems ritoko3otosnepanTtHoro Ttecta (OI'TT). PaccunmthiBaetcst kak M =
10000/YUTTH x TTIH x mUII x ml'TL, rae: UTTH — uncynun mnasmel HaTomak (MKEn/mm); I'TIH
— mmoko3a 1iasmbl Hatomak (mr/am), mUIIH u mI'TIH — cpeanue mokaszatrenu MHCYJIMHA U
rroko3sl B xone OI'TT.

[To m3menenuto mokazatens Matsuda MOXHO CyAMTH O YYBCTBUTEIBHOCTH K HHCYJIHMHY HE
TOJIBKO TIEUYEHOYHOW, HO M MBIIIEUHOM M XKUPOBOH TKAaHM B IOCTIPAHAMAIBLHOM IEPUOJIE.
3HaueHue UHJeKca Huxke 2,6 CBUAETENBCTBYET O HATMYUU HWHCYJINHOPE3UCTEHTHOCTH.
KommenTtapuii 2: Pacuer nnmexca ISI Matsuda nHeBo3moxeH 0e3 ompe/eneHus mokasarenei

TJIFOKO3bI U HHCYJIMHA B TPOMCKYTOYHBIX TOYKAX.
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KommenTapuii 3: K mnpeumymiecTBaM  OIEHKH YyBCTBUTEIBHOCTH K HMHCYJHWHY C
MCIIOJIb30BaHUEM JAHHOI'O MHJEKCA MOKHO OTHECTH COIOCTABUMOCTD IOJIyYEHHBIX PE3YJIbTaTOB
C pe3ysbTaTaMu KJI3MII-TECTA, SBJISIOLIErocsl «30J0ThIM cTaHaapToM» oueHku MP. A Taxxe,
BO3MOXXHOCTh OIICHHTb HE TOJBKO 0a3zajbHYI0, HO M CTUMYJIMPOBAHHYIO CEKPEIHIO WHCYJIMHA,
YTO OTpa)kaeT 4YyBCTBUTEIBHOCTh IHepudepuueckux TkaHe K wuHCynuHy. [lo gaHHBIM
pa3IMyYHbIX aBTOPOB 3a kputepuil P y nereil nu noapocTkoB MOryT IpUHUMAThCS 3HaueHus IS
Matsuda <2,6 nim <3,4 [12].

Diabetes Prevention Trial-1 BrepBsie ommcano MpOrHOCTUYECKYIO IPUPOTY MOBBIIIECHUN YPOBHS
[JIIOKO3bI 4epe3 1 4Yac y JIMI ¢ PUCKOM pa3BUTHS auabera 1 Tuma, 4yTo OBLIO BKIIOYEHO B
pykoBogsamue  npuHmuMnsl  M3CJ © OpOAEMOHCTPUPOBAIO  TAKXKE  BO3MOXHOCTH

IPOTHO3MpPOBaHus MoBbIeHHOro prucka M3C/] [19, 20].

Kommenrtapuii 4: CHmwkeHHble T1OKazaTenu wWHAEKca Matsuda MoOryT — okasbIBaTh
IIPOTHOCTUYECKOE 3HAYEHHE Ha HapylIeHWE YIJIEBOJHOr0O OOMEHa Yy MAalUMeHTOB U

IIPOrPECCUPOBAHUE TUIIEPTIMKEMUN BIUIOTH 10 pa3Butust M3C/]

5. Onpenenenne aHTUTE] K AHTHUIE€HAM OCTPOBKOB KJIETOK MOKETYI0YHOI Kejae3bl B
KPOBH K riyramataekapookcuiase — GADA; ayroanturesa k tupo3uHdocdarase — |A-2;

ayTOAHTHTE/A K TPaHCIoOpTepy HuHKa 8 — ZnT8.

[Taruentam ¢ ycraHoBieHHbIM jauarHozoM M3CJ] HeoOXoauMo oOmpeneneHue aHTHUTeNl K
riytamataekapookcunaze — GADA; ayroantutena k tuposundocdaraze — |A-2; ayroanturena
K TpaHcroprepy nmHKa 8§ — ZNnT8, mnsa muddepennmansaoi quarHoctuku ¢ CI 1 tuma. [pu
MOJIOKUTEIBHBIX ~MMMYHOJIOTHYECKUX MapKepax ayTOMMMYHHOI'O HWHCYJIWTA HalUueHTy
BoicTaBisiercst quarHo3 CJ1 1 tuma. [21]

(VVP — A, VIUL - A).

6. OnpeneneHue ypoBHs ITIOK03bI B KPOBH He MeHee 3 pa3 B JieHb
Pexomenpayercs nanmentam ¢ M3CJ] npoBenieHre perysipHOro KOHTPOJISl YTIJIEBOIHOTO OOMeHa
(ompeneneHue ypoBHS TJIFOKO3BI B KPOBU HE MEHee 3 pa3 B JIeHb) C IEJIbI0 CAMOCTOSTEIHHOTO

MOHUTOPHUPOBAHUS COCTOAHHA.

7. IMauueHTHI ¢ ycTaHOBJAEHHBIM quarno3oM M3CJI nomkHBI 00CIe10BaTHCS KaK MAIMEHTHI ¢

C/I 1 Tuma ¢ 1enpio CBOSBPEMEHHOT'O BBISIBIICHUST OCIIOKHEHUH caxapHoro auadeta. [21]
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3 TEPAIIUA M3CJ]

Jleuenue nuabera mpu MB (M3CJI) B menoMm JOKHO COOTBETCTBOBATH CTaHIApTaM MOMOIIU
BCEM TMAaIMEHTaM C JUa0eTOM; HO UMEIOTCS 0CcOoOble TpeOOBaHUS K JICYCHHUIO TMAIMEHTOB C
MYKOBHCIH1030M [15, 22]

PexomennoBano siedenne namueHToB ¢ M3CJl y cnenuaaucToB MHOrONMpOo(UIbHON KOMaH/IbI,
umeroteit onsIT padotel ¢ M3C/l, 1 ipu 5TOM NOJIEPKUBATh KOHTAKT M KOHCYJIBTHPOBATHCS CO
CHEIUAICTAMHU 10 MYKOBUCIUAO3Y C IENbi0 3()PEKTUBHOTO BEICHUS IMAIMEHTOB C YYETOM
0co0eHHOCTEH OCHOBHOTO 3a00seBanus [15, 22]

(YYP - C, VIUI - 5).

IIpu neyenmu M3CJ] pekoMeHnyeTcss OO0ydeHHE CaMOCTOSATEILHOMY YyXOAy NpH auadere,
MHCYJMHOTEpanus U a’poOHas Harpy3ka He MeHee 150 MHH B HeIeNIo C IENbI0 aJeKBAaTHOTO
koHTpoJst M3CJI u npepoTBpalieHus ocinoxuenuit [15, 22].

(YVP - C, YIUI - 5).

PexoMennoBaHO cOOMIO/IEHHE PEKOMEHJAINI M0 MUTAHUIO MAIlMEeHTOB C MYKOBHCIIHUI030M JJIs
nanuentoB ¢ M3CJl. U3menenue notpeOiaeHus: Kaqopuid, )KUpPoB, OEIKOB, YIIIEBOIOB MIIH COJIU B
pe3ynbTare JAMArHOCTUKH Juabera HE JIOIMyCKaeTcs. Pekomenayercss paBHOMEpHOE
pacrpezieieHue YTIiIeBOJOB B TEUEHHWE CYTOK M 3aMeHa papUHUPOBAHHBIX Ha 3aIUIICHHBIE C
IeJIbIO MOICP)KaHUsT HyTPUTUBHOTO craTyca [15, 22]

(YYP-C, VIJI - 5).

Pexomennyercst neunth M3CJ] pa3nuuHbIMH KOMOWHAIIUSIMH WHCYJIMHOB B 3aBUCHMOCTH OT
KJIMHUYECKOW CUTYaIlMHM, a HE TNEepOPAIbHBIMU THIOTJIUKEMHUECKUMH TpenapaTaMy C IeJIbI0
ONTUMAJILHOTO KOHTPOJISI YPOBHS TIIIOKO3bI B KpoBu [15, 21, 22, 23]. Omméka! UcTounuk ¢
CBLJIKHM He HalIeH.

(YYP - C, YL - 5).

KommenTapuii: D¢p(GeKTHBHOCTh MEPOPAIbHBIX TUIOTIMKEMUYECKUX CPEICTB JUIsl TEparuu
M3CH ne nokaszana. Ilpu neuenun M3CJ] pekoMmeHayeTcs NPUMEHATH OOJIOCHYIO CXEMY
npremMa UHCYJIMHOB. MOXKeT IPUMEHSATHCS CTaHAAPTHBIN peskuM 0a3aibHO-00IF0CHOTO BBEICHUS
MHCYJIMHOB, BKJIIOYasi KOMOMHaIMio 0a3zanbHOro (MHCYIMHBI M aHAJIOTH JUTUTENIBHOTO J1eHCTBHSA)
u ObicTpoaeiicTBytomero (MHcynuHbl W aHamoru OBICTPOro JEWCTBUS) HWHCYJIUHA ITyTEM
MHOTOKPATHBIX €XEIHEBHBIX MOJKOXKHBIX HHBEKIHMH WM OBICTPOJEHCTBYIOIIETO HHCYJIUHA
(Mucynuubl M aHanoru OBICTPOro JEHCTBHSA) IMyTeM HENPEpPhIBHOM MOJIKOXKHOW HH(Y3un
(uHcynuHOBass mommna). [lanMeHToB cienyeT Hay4YuTh YCTaHABIUBATh 03y MHCYJIHMHOB B

COOTBETCTBUH C COACPKAHUEM YIJICBOAOB B UX IHUIIE.
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Bo Bpemsi ob6ocTpeHuii JIErOYHOrO TpoIecca PEKOMEHIYETCs 4Yalle NpOBEpsTh YpPOBEHb
rkemud (0 3-6 pa3 B JA€Hb), KOTOpasi MOBBIIIAeTCS Ha (JOHE BOCMATICHUS M YBEITUYHUTH J03Y
WHCYJIMHA, KaK OOJIOCHOTO, TaKk W OAa3MCHOTO C IEIbI0 ONTHMAIBLHOTO KOHTPOIS YpPOBHS

[IFOKO3BI B KPOBH U CBOEBPEMEHHOU KOPPEKIMH I03bI HHCYJIHHOB [15, 22]

(YYP - C, VIUI - 5).

Kommenrapuii: [lanrieHTaM ¢ MyKOBHUCIMIIO30M TIPU HApPYIICHUU TOJIEPAHTHOCTH K TIIFOKO3€
(HTT), ocobGenHo BO Bpems 00OCTpeHHUs 3a00JIeBaHHMS TaKKe MOXKET TOTpeOOBaThCS

HWHCYJIMHOBAs TCpalus.

4 TUHAMMWYECKOE HABJIIOJAEHUE

1. Bcem manmeHTaMm ¢ MyKoOBUCIHI030M HauymHasi ¢ 10-metHero Bo3pacta HEOOXOAMMO
nposeaenue OI'TT u HMI (TIlpunoskenue 2)

2. Bcem manumeHTam ¢ qeuIMTOM Beca, 3aJCpKKOW pOCTa, CHUKCHHEM (DYHKIIUH BHEIIHETO
JIBIXaHUsl, 4YacThIMH OOOCTPEHUSIMH, BO BpeMs OOOCTpEHHWH, Tmepel OlepaTHuBHBIMU
BMEIIATEeNILCTBAMH, TIepe/l TPAHCIUIAHTAIMEH, TTAllMEHTaM Ha 30H/I0BOM NMHUTAaHUH HCCIICAOBAHHE
YTIEBOAHOTO OOMEHA IMOKa3aHO HEe3aBUCUMO OT BO3pacTa.

3. Pekomennmyercsi mpoBeneHne MOHUTOpHHTa ocioxHeHud M3CJ] corimacHo MOHUTOPHHTY
apyrux Gopm auadeTa A opraHu3aiuy npouiakTHaeckux Meponpustuii [15, 17, 21, 22]

(YYP - C, VIJI - 5).
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MMPUJIOKEHME 1
Cocrtas padoueii rpynnsl 1o paspadorke MeTOANYECKNX PeKOMEHAAUM
BapanoB A. A. - akan. PAH, npodeccop, a.M.H., nouetHsiii [Ipesnnent Coro3a meauatpos
Poccun, cosetHuk pykoBogutenss HUW nenuarpum u oxpanbl 310poBba jereit HKI[ Ne2
OI'BHY «PHIIX wmm. akan. b.B.IlerpoBckoro», mpodeccop kadeapsl nmeauarpud ¥ IETCKOU
pesmatoiorun  ®I'AOY  BO IlepBblii MOCKOBCKUN MEIWLMHCKUNA YHHUBEPCUTET HM.
N.M.CeuenoBa (CeueHOBCKMI YHUBEPCHUTET), IJIABHBIM BHELITATHBI CHELUAINCT IEIUATP

Munsapasa Poccuu

Besnenkuna O.B. - mnpodeccop, a.M.H., 3amecturenp gupekropa DPIBY «HMUIL]
SHAOKpHUHOJIOTUW» Mun3npasa Poccun - nupexkrop MHcTUTYyTa 1€TCKOM 9HIOKPUHOJIOTHH.

BoponkoBa A.FO. - K.M.H., Byl HAYYHbIH COTPYIHUK HAYYHO-KIMHUYECKOTO OT/IeNa
mykoBucunaoza, @PI'bBHY «Menuko-reHeTHYECKUM HayyHbId LEHTp uM. akajgemuka H.IL
boukoBay MuHoOpHayku Poccum, BHC oOTHena HACIEACTBEHHBIX W METa0OIMYCCKHX
3aboneBanuii ['BY3MO «Hayuno wuccnemoBarenbCkuii MHCTUTYT AetctBay M3 MO, Bpau
nequatp otaeneHus MykoBucuunoza I'BY3MO «Hayuno wuccrnenoBarenbCKUil HHCTUTYT
nerctBay M3 MO

Hama3zoBa-bapanosa JI.C. - akaa. PAH, npodeccop, n.m.H., [Ipesuaent Coro3a neguatpon
Poccun; mact-npesunaenr EPA/UNEPSA; pykoBoautens HUW neauatpun u 0XpaHbl 310pOBBsI
neteit ®I'BHY «PHIX um. akaxa. b.B.IlerpoBckoroy, 3aBenyromas kadenpoii hakyabTeTcKon
neauatpun neauatpudeckoro gaxynsrera UM/ ®TAOY BO «PHUMY um. H.U. [Tuporosa»
MumnznpaBa Poccun (IluporoBckuii yHUBEpPCUTET), I1aBHBINA BHEIITATHBIM JETCKUI CIIEHUAINCT
1o npoduiaakTuyeckoil MeauuHe Munsnpasa Poccun

KonaparbeBa E.M. - paMH, 1pod., pyKOBOAUTENb HAYYHO-KIMHUYECKOTO OTAeNa
MYKOBHUCIIHI03a, 3aBenyromias kKadenpoit ['eHetnku Ooyie3HEW NbIXaTENbHOHW CHCTEMBI
WHcTuTyTa BBICHIETO U JOINOJIHUTENBHOrO mpodeccuoHanbHoro oodpaszoBanuss OI'BHY
«MI'HLl», 3amecturens aupekropa Mo Hayke «HaydHo-ucCiie0BaTenbCKUil KIMHUYECKNN
WHCTHUTYT JeTcTBa MUHHCTEPCTBA 3APaBOOXPaHEHU MOCKOBCKOM 00IacTy», SKCIEPT KOMHUTETA
Mo TMarHocTHKe U peructpy EBporneiickoro obmectsa mo mykosuciuaosy (ECFS)

Kypaesa T.JI. — n.M.H., npodeccop, Bpau BbICIIEH KBaTM(PUKAMOHHON KaTEropuM TJIaBHBIN
Hay4YHBIH  cOTpyaHHK  DemepanbHOe  TOCYJApCTBEHHOE  OIO/DKETHOE  YUPEXKIEHUE
«HanuoHanbHbld MEIUUMUHCKUN UCCIENOBATENbCKUI IEHTP dHIOKpuHoiorun» M3 PO,
IJIaBHBIA Hay4YHbIN COTPpYAHUK HaydHO-HCClenoBaTenbCKOro KIMHUYECKOTO MHCTUTYTA JE€TCTBA
MunucrepcTBa 3apaBooxpanenust Mockosckoit oonactu (HUKU nerctea M3MO).
MenbsinoBckas FO.JI. — K.M.H., CTapIIuii HAYIHBIA COTPYIHUK HAYYHO-KIMHUYECKOTO OTIENa
mykoBucuunoza @PI'BHY «Menuko-reHeTU4eCKU Hay4yHbIM LEHTp UM. akajgemuka H.IL
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boukoBa» MunoOpHayku Poccuu, cHc HayuHo opranuzaruonHoro ornena ['bY3MO «Hayduno
UCCIIE0BATENbCKUNA HHCTUTYT AeTcTBa» M3 MO

Onaunaesa H. /. - npodeccop, n.m.H., gupekrop ['BY3 M3 MO «Hay4Ho-uccienoBaTebCKuii
KJIMHUYECKHI MHCTUTYT AeTcTBa MUHKMCTEpCTBA 3[paBOOXpaHeHuss MOCKOBCKON 00acTy,
IJIaBHBIN nenuatp MoCKOBCKOW 00s1acTu

IlerepkoBa B. A. - akagemux PAH, mpodeccop, 1. M. H., TTIaBHBI BHEMITATHBIA JETCKHMA
CIELMAIIUCT SHAOKpUHOIOr Munsapasa Poccun, HayuHblil pykoBoaurens MucturyTa /lerckon
SHJOKPUHOJIOTUU

CesumssinoBa JI.P. - k.M.H., 3aB. otnenom HUW neguatpuu u oxpansl 310poBbs aeteit HKL]
Ne2 ®I'BHY «PHIIX wum. akan. b.B.IletpoBckoro», MomeHT kadeapsl meaguaTpud U ASTCKOU
pesmaroiorun ®I'AOY BO «IlepBeiit MI'MVY um. .M. CeuenoBa» MunsnpaBa Poccun
(CeueHoBckuif YHUBEpPCUTET), AOLEHT Kadeapbl (akyJIbTETCKON MeAUaTPUU MeAUATPUUECKOrO
dakynprera UMJ[ ®I'AOY BO «PHUMY wum. H.M. IluporoBa» MunzapaBa Poccuu
(IIuporoBckuii yHUBEPCUTET)

Tmnd A. HW. — 3aBenytoumas otaeneHueM sHjokpuHonorun I['BY3MO  «Hayuno
UCCJIEI0BATEIbCKANA HHCTUTYT AeTcTBay M3 MO, HayuHBI COTpYAHHMK OTIENA HACIEICTBEHHBIX
u Metabonuueckux 3aboneBanuil 'bY3MO «HayuHo uccrnenoBaTenbCKUl HHCTUTYT JETCTBa»
M3 MO

®arxyniiuaa W.P. — 3aBenyromas otaenedneM Mmykosucuugosa ['BY3MO  «Hayuno
UCCJIE0BATEIbCKUNA HHCTUTYT AeTcTBa» M3 MO, HayuHBI COTPYAHHUK OTIENA HACIEICTBEHHBIX
u Metabonuueckux 3aboneBanuil 'bY3MO «HayuHo uccrnenoBaTenbCKUl HHCTUTYT JETCTBa»

M3 MO

ABTOpBI NOATBEPKIAIOT OTCYTCTBHUE (PMHAHCOBOW MOIEPKKHU/KOH(DINKTA HHTEPECOB,

KOTOprfI HCO6XO)II/IMO O6HapOI[OBaTB.

HcTrounuky (pMHAHCUPOBAHMS.

Pabora BbimonHeHa B pamkax rpanta PH® «Knunuko-snuaemuonoruyeckas XapakTepuCTHKA
HapyIIEHWH yTIEBOAHOTO OOMEHa NMPH MYKOBHCUUIO03€ M pa3padOTKa HOBBIX MOJIXOJ0B K HMX
muarHoctuke u  Tepanuu  CFTR-momynstopamm» Ne  23-25-00452 T'ocynapCTBEHHOTO
OIO/DKETHOTO  YUpeXKIeHMs  3JIpaBooxpaHeHMss  MockoBckoil ~— obmactu  «HayuHo-
UCCIICIOBATEeIILCKUI  KIIMHUYECKUI WHCTHTYT JeTcTBa MUHHCTEpPCTBA  3paBOOXPAHECHUS

MOCKOBCKOI 001aCTH»
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https://www.endocrincentr.ru/rukovodstvo/peterkova-valentina-aleksandrovna

INPHJIO’KEHUE 2

Hal6nronenne nanyueHToB ¢ MyKOBHCIIHI030M

Cxema amMOy1aTOPHOTO BeieHUs OOJBHBIX MyKOBHUCIIUI030M cTapiie | roga

Bun o0cienosanus

[ImanoBEIN
BU3UT
Kaxnpie 3 mec

Kaxnpie 6 mec

Kax b1t rox

[Ipumevanus

KanoOsl

+

AnamHue3

AHTponomerpus

Knuanueckuii
OCMOTp

+
+
+

Cnupomerpus

+

Jlst nereit
crapuie 5 JIeT

ITynbcokcumeTpust

OAK

OAM

Konposnorus

IToceB MOKpOTBI

Koucynbranus
JMeToJiora

+ |+ |+ |+ |+

Koncynbranus
KMHE3UTEepaneBTa

Koncynbranus
MICUXO0JIOTa

PexomMmenganmu no
JIEKAPCTBEHHOMY
o0ecreueHuIo

buoxnmnueckuii
aHaJIN3 KPOBH

25 OH D3 (B uneane
AJIEK)

Kouncynbranus JIOP

[Ipn HamMunn
IIOJINII03a HOCA
€KEKBAPTaIbHO

Koncynbranus
racTpPOIHTEPOJIOra

I1o nmokazauusm
yarie

Pentrenorpagus
OpraHOB I'PyAHOU
KJIETKH MPSIMO U
IpaBbIM OOKOM
(71eBBIi IO
MOKAa3aHUsIM)

I1o nmokazanusm
qarie

KT opranos rpynHoi
KJIETKH

[Hers crapiue 5
JIeT, 1O
MIOKa3aHUsIM C
1r000Tr0
BO3pacTa, o
MOKa3aHUsIM
qaue
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KT IIITH + JleTsm ¢ 5 et
ITo nokazanusm
yaiie

OKT', 3XO-KI' +

V3U opranos + [To nokazanusim

OPIOLIHOM MOJIOCTH qaie

Jommneporpadus + VY nereti ¢

COCYZIOB [IEYECHU U UPPO30M

CeJIe3EHKH MeYCHU

Dnacraza crynia + VY nereii ¢
HOpPMaJIbHBIMU
MOKa3aTeJsIMU
MaHKpeaTHuecKoi
aJacTasbl.

OcTeoIeHCUTOMETPHU S + C 8 ner, o
MOKa3aHUsM
paHbIie

[ToceB MOKpOTHI Ha + C 10 ner. ITpu

HEeTyOepKyJe3HbIe BeiceBe HTMbBT

MUKOOaKTEpUU qaie

OI'TT, HMI' + C 10 ner +
IPYNIbI pUCKa

I'onoBoii sanukpu3 +

(BbImucka g MCD)

C pPEeKOMEHAAIUSIMU

Y TUTaHOM

HaOJIIOJICHUS HA TOJ

Ilonnucanne +

MH(OPMUPOBAHHOTO

corjacus u

BHECEHHE JIAaHHBIX

00JBHOTO B

HallMOHAJIbHBIN

perucTp +

[Tpu uMermuxcs OCIONKHEHUIX MYKOBUCIIN1032

Koarynorpamma + [Tpu Hanuuu
IAPPO3a MEUYCHH

OO JIC + VY nereii ¢
[IAUPPO30OM

UTI" E oomme, UT" E + V nereit ¢ ABJIA

crienuduyeckue K o

acreprujuiam HE00X0JUMOCTH

Koncynbranus + ['pynmsl pucka

SHIOKPHHOJIOTA
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