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Pe3some

B cTatbe npeacTasneH 0630p MO TAXKENOMY OCIIOKHEHUIO MyKOBUCLMA03a Y AETEN — MYKOBVCLIMAO3-aCCOLMMPOBAHHOMY
(3aBMCMMOMY) CaxapHOMy AMabeTy, KOTOPbIA B MOCNeAHWe TOAbl NPUOOPETAeT BCe HoMblUee 3HAYEHVE 1 PONb B MPOrHO3e
3a00neBaHwA: COBpeMeHHan 1 UCTOpUYeCKan MMAEMMONOTVA, NAaTOPU3NONOTMA, METOABI UATHOCTUKM, OCOBEHHOCTH
TeYeHUA 1 HOBEMLLME acneKTbl BIUAHMA TapreTHOM Tepanun Ha SHAOKPUHHYIO GYHKLIMIO MOAXKEeNy[OUHON Xenesbl. ABTOPb
NPefCcTaBUAN PETPOCNEKTUBHDIV aHaN3 COCTOAHUA YINeBOAHOrO OOMEHa B CPaBHEHMM [ABYX FPYNN feTei C MyKOBUCLW-
A030M 3a 1993 1 2021 rr, KOTOPbIE NPUHLMAMANBHO OTANYANMCL MeXAY COO0I NO Ha3NCHON GepmeHTOTepanK, PaLMoHy
NUTaHUA 1 HYTPUTVBHO NOAAEPXKe (MpremM AONONHUTENbHOTO NeYeOHOrO NUTaHMA). bbiNo NOKa3aHo, YTO COBPEMEHHbIe
NaLMeHTbl Ha QOHE NOMHOLLEHHO Tepanuu UMEIOT MeHbLUMI NPOLEHT HapyLLeHWI yrneBOAHOTO 0bMeHa. ABTOPbI JOKa3any,
4TO Yy COBPEMEHHbIX ieTel, CTPaAatoLMX MyKOBUCLIMA030M, HapyLUeHWA YrneBoAHOro 0bMeHa BCTpeyaeTca B bonee paHHeM
BO3pacTe, Maagwe 10-Tv NeT, 1 YTO MMEHHO B Nepuoge npeamabeTa vx HeoOXOANMO AMArHOCTUPOBATL. ITH U3MEHEHNA
MOXHO BbIABUTH TOMLKO NPY KOMMEKCHOM 00CNe[0BaHNM FINKEMUYECKOro NPOdUIA BOMBHOTO, a HE Kak CUMTanoCh paHee,
AOCTAaTOYHO OPaNbHOrO MOKO30TONEPAHTHOTO TecTa. BbiABNEH NPeAKTOP BO3MOXHOIO Nepexofa npeanabdeTnyeckon
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CTaauy B CTaAmMio MyKOBUCLIMAO03-aCCOUMMPOBAHHOMO (3aBMCMMOTrO) CaxapHOro AnabeTa — UM MOXET CIY>KWTb NMoKa3aTenb
HENpPepPbIBHOrO MOHUTOPUWHIA MTIOKO3bl — 6,42 MMOAL/N. [TonyyeHHble pe3ynbTaThl NOATBEPXAAET NPUBEAEHHbIM aBTOPaMM
KIMHUYECKMIA npuMep.

KntoueBble CoBa: HapyLLIEHMA YrneBoHOr0 06MeHa, NpeanabeT, MyKOBUCLMAO3-aCCOLMMPOBAHHbI (3aBUCUMbIIA) CaXapHbIii
AabeT, HenpepbIBHbIA MOHUTOPVHT FIIOKO3bl, OPaNbHbIFA FIOKO30TONEPAHTHbIM TECT, MyKOBUCUMAO3, AETU

KOHONUKT nHTepecoB. ABTOPbI 3aABNAIOT 00 OTCYTCTBIMM KOHOANKTA MHTEPECOB.
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Summary

The article presents a review on a cystic fibrosis-related diabetes, a severe complication of cystic fibrosis in children, which
has acquired increasing importance and revealed to contribute in prognosis of the disease in recent years. Which include
resent and historical epidemiology, pathophysiology, diagnostic methods, features of the course and the latest aspects of
the targeted therapy effect on endocrine function of the pancreas. The authors presented a retrospective analysis of the
carbohydrate metabolism condition in two groups of children with cystic fibrosis investigated in 1993 and 2021. These
groups differed significantly in baseline enzyme therapy, diet and nutritional support (the intake of supplementary medical
nutrition). The study confirmed that present-day patients have a lower percentage of impaired carbohydrate metabolism on
the background of complete therapy. The authors proved that carbohydrate metabolism disorders occur earlier in nowaday
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children with cystic fibrosis, at the age before 10 years. This finding provides strong evidence that prediabetes is a period
they should be diagnosed. These changes can be identified only by a complete examination of the glycemic profile of the
patient, rather than, as previously thought, an oral glucose tolerance test. The study identified that the indicator of continuous
glucose monitoring — 6.42 mmol/I could be a predictor of the possible transition of prediabetic stage into cystic fibrosis
related diabetes. The obtained results are confirmed by the clinical case given by the authors.

Keywords: carbohydrate metabolism disorders, prediabetes, cystic fibrosis related diabetes, continuous glucose monitoring,

oral glucose tolerance test, cystic fibrosis, children
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BBepeHune

Myxosucuugos (MB) — ogHO M3 caMBbIX 4acTBIX
ayTOCOMHO-pelleCCUBHBIX 3a60/IeBaHMil, KOTOpOe
BBI3BIBAETCA MYTAlMAMU B T€He MYKOBUCIIMTO3HO-
rO TPAaHCMeMOPaHHOTO PeryaATopa IPOBOAVMOCTH
(MBTP). T'en pacnonoxxeH Ha JAIMHHOM IjIede 7 Xpo-
MOCOMBI, BKIII0YaeT 27 9K30HOB U peryimupyer pabory
MOHHBIX KaHAa/IOB ¥ MEMOPaHHOTO TPaHCIOPTA B SIU-
Te/MANbHBIX K/IeTKAX AbIXaTebHBIX IIyTeN U JKemne3
BHENIHEN CeKpelyy, B YaCTHOCTHU MO/ KeNTyL0IHOI
xenessl [1].

JlarHos BBICTAB/IAETCA Ha OCHOBAHMM TOTOXKM-
TeJIbHOTO pe3y/IbTaTa HEeOHATAIbHOTO CKPMHIMHTA Ha
MYKOBUCIMJ03, MOJIEKY/IsIPHO-T€HETUYECKOTO 00-
CNefloBaHMA, HOBBILIIEHHON KOHIIEHTPALNM XTIOPUIOB
BIIOTOBOM TeCTe, a TAK)Ke KIIMHIYECKIX CUMIITOMOB [2].

IIpn MB cekpeT Bcex 3K30KPMHHBIX ejle3 CTa-
HOBUTCSA BA3KUM, 4TO BefieT K IOPaXKeHNI0 OPOHXO0-
JIETOYHOI, NNIeBAPUTENbHBIN U yPOTeHNUTANbHOIN
cucreM [3].

BcrpeuaeMocTh MYKOBUCLINM/I03a BapbUPYET B pas-
HBIX CTpaHax oT 1 coyyad Ha 1800 B Mpnanpgunu mo 1
Ha 26 000 HOBOpOXXAeHHbIX B PuHIsHAUY (2, 4, 5].

B CIIA xonmuecTtBo nrofeit 6onbHbIX MB mocturaer
6omnee 30000, a mo Bcemy Mupy — 80000-100000 yero-
Bek [3]. B Poccmiickom peructpe 2019 ropa npepcras-
7ieHbl faHHble 0 3169 manuentax ¢ MB u3 81 pernona
PO [6].

KauecTBO 1 NpOJO/IKUTENTBHOCTD KM3HU O0JIb-
HBIX ¢ MB 3HauMTe/NbHO yMTy4IIMINCD 33 MOCTENHNE
HEeCKOJIbKO JIeCATUTIETHI B CBA3Y C YCOBEPIIEHCTBO-
BaHJeM TepaIleBTUYECKIX HOJXO0fI0B, Pa3paboTKOIl HO-
BBIX JIEKaPCTB ¥ PaHHEN JUarHOCTUKOM C IOSB/IEHUEM

HEOHATa/NIbHOrO CKpuHMHra. Ho, ¢ pyroi cTopoHsl,
yallje CTaly BBIABIAATHCA pas3lIMyuHbIe TAXKeNble 0C-
JIO’)KHEHN A, ONHUM M3 KOTOPBIX ABAETCA Hapylle-
HUe yI/IeBOJHOro o6MeHa 1, B YaCTHOCTHU, MyKOBMC-
LM03—-aCCOLMMPOBAHHDBII (3aBUCHMBIIT) CaXapHBII
nuabetr (M3CJT). M3CJ] MmoxeT ObITh aCCOLMMPOBAH
C yXypmenueM QyHKIMU TETKUX Y feTelt ¢ MB, Hapy-
IIeHVEeM TeMIOB GU3MUeCKOr0 Pa3BUTHA, YBENNYEHN-
eM KOI14ecTBa 060CTpeH NIt I IOBbILIEHIeM YPOBH
cMmeprtHOCTH [7, 8, 9].

ITpu aTOM TeHeHIIMA K YXYIIE€HUIO 1bIXaTe/IbHOI
YHKIMY ¥ HYTPUTUBHOTO CTATyca MOXeT HabIIo-
maTbcA yKe 3a 2—-4 roga go febrora M3CJ] [10, 11, 12].

3a mocneHMe TObl OTMEYAeTCs TEHIEHIIUS K BO3-
PacTaHMIO BCTPEYaeMOCTY HapyIlleHUI! yTIeBOJHOTO
obmeHa y manmeHToB ¢ MB ¢ 24 10 50%, a M3CJ - ¢ 13,5
1o 43,6% [5, 13, 14].

M3C]I aBnseTcA OYeHb PacIpOCTPaHEHHBIM KO-
MOpPOUIHBIM COCTOSIHVEM 110 OTHOLIEHMIO K MB u mo-
JKeT BOSHUKHYTD B 1060M BO3pacTe, IIPU ITOM €TO0
PacnpoCTpaHEHHOCTDb C BO3PACTOM yBeNM4MBaAETCA.
MB3C]I pasBuBaercs npumepHo y 1-2% feTeit B BO3-
pacre o 10 net, 10-20% pereit B Bospacre oT 10 1o
20 et u 40-50% B3pocnbix ¢ MB [15, 16].

Yr0 KacaeTcs SMUAEMMUOIOr I 3TOTO 3a60/IeBaHM A
Ha Tepputopun P®, HapymeHus yrieBogHoro oome-
Ha IIPU MYKOBUCLUIO3€ BCTpedaroTca y 45% manu-
eHTOoB, u3 Hux M3C]] cocrasnser 20,9%, npu aToM
3a 2019 rog 4ucno 6onbHbIX ¢ M3CJI, nony4amouux
Tepanuio MHCYIMHOM, cocTaBuno 3,3%. Ilo maHHBIM
peructpa 2019 ropa, Ha JOJI0 B3POC/IbIX NAaLlEHTOB
npuxoaurcsa 25,5% cnyvaes M3CJI [6, 17].

naTO(I)I/BI/IOHOFI/Iﬂ MyKoBMcymnaos-accounnpoBaHoro (3aBUCumoro) caxXapHoro AI/IGGETa

HecMmoTps Ha LIMPOKYIO pacIpOCTPaHEHHOCTD, He
Bce acnekTsl aTuonorny M3CJl focTaTo4HO X0po-
uIo usy4deHnl. B uccnepopannsax pereit ¢ MB panne-
ro BO3pacTa ObIJI0 HOKa3aHO, YTO IPY Pa3BUTUH Jie-
30pTaHU3AIMU OCTPOBKOB IOJI>KENMyOUHOI Kee3bl
MOsIB/IsIeTCA HapylleHMe TOIEPaHTHOCTY K ITII0OKO3e
U 3afiepXKKa CeKpeLyy MHCYIMHA [epBoil (aspl, 4TO
MI03BOJISIET IPEATIONIOKNTD, YTO AUCPYHKIUA OCTPOB-
KOB ABJISIETCS paHHel 0c06eHHOCThI0 MB. ITocKOIbKY
B MHCY/INH-TIPOSYLMPYOWNX B-KIeTKaX IO KeTyH04-
Holt xeresbl akcripeccust MBTP ouens Huskas, M3ClI,
BEPOSATHO, B OOIbIIIEI CTENIEHN SIBISAETCS pe3ybTa-
TOM BO3[e/ICTBMS BHEUIHMX (PaKTOPOB Ha B-KieT-
KI. B HemmocpencTBeHHON 61M30CTH C B-KIeTKaMU
MBTP sxcmpeccupyeTcsa Kak B 9K30KPMHHO 4acTH

O KTy FOUHOJ KeJIe3bl, TAK M B KJIETKaX IMMYHHO
CUCTeMBI. B 9K30KPUHHOI YacTH MOJKeTyTOUIHO
xese3pl MyTauuu MBTP npusopar K o6cTpykiun
BBIBOJSAIINX IPOTOKOB, BOCIIAJIEHNIO U NHPUIBTPA-
LMY MMMYHHBIMJ KIeTKaMH, YTO B KOHEYHOM UTOTe
BBI3BIBAeT Pa3pylleHye 9K30KPMHHOI YaCTU IO XKeNy-
JIOYHOVI >Ke/e3bl 1 peMOJieTMpOBaHIe OCTPOBKOB. Kak
BOCIaJIeHNe, TaK U MOBPEX/IeHNe KJIeTOK IPOTOKOB
OKa3BbIBAIOT IPAMOE BO3/IENICTBIE HA CEKPEeINIO MH-
Cy/IMHA ¥ MOTYT y4acTBOBaTb B passuruy M3C]I [18].

Ha doHe fecTpyKUMUY IOKETYLOUHOIN XKeTle3bl
IIPOUCXOAUT HapyILIeH)e COOTHOLICHN A TUIIOB K/IETOK,
¢dopmupyromux ocrposku Jlanreprasca [19]. B Hop-
Me OCTPOBKOBBII allllapaT MO KeTyJOUHOI XKe/le3bl
npepcTapieH B-knerkamu (70%), HpogyLMpy O UMU
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MHCY/UH; A-KIeTKaMu (20%), Bblpa6aTbIBa101uMMM
rmoKarod un A-knerkamu (10%), BbIpabaThIBaOI MU
comaroctatuH. [Ipu ¢pubpose sK30KPUHHOI YaCTU
IO} KeJTyLOYHOVI JKe/le3bl HapyLIaeTCs apXUTEKTOHMKA
OCTPOBKOB, U II0f] BO3/Ie/ICTBYEM MILIEMIU HapyIIaeTCsA
¢dyuknus B-krerox [20]. BersiBieHo, uro npu M3CJ
TaK)Ke IPOUCXONUT CHIDKeHNUe KONMIeCTBa B-K/IeTOK,
a KOMnM4ecTBo A-K/IeToK, Ha060poT, BO3pacTaert, B TO
BpeMs KaK KOJIMYeCTBO A-KJIETOK OCTAEeTCs HeM3MeH-
HBIM U1K cHyKaercsa. COMaToCTaTUH MHIMOMpPYeT
CeKpelMIo MHCY/IVHA U T/II0KaroHa, YTO NMPUBOJUT
K aKTMBAILIUY TTIOKOHEOTEHe3a U TJIMKO/MIN3a U TOBBI-
IIEHNIO YPOBHA IMMKeMun. IIpu craboBbIpaskeHHOI
IUCcHYHKIUY B-KIETOK COMaTOCTATHH MOXET IIPeu-
MYLIeCTBEHHO VMHIMOMPOBATh CeKPEeLIo [II0KaroHa,
YTO MO3BOJISAET OJ/IeP>XKMBATh HOPMa/IbHBI YPOBEHb
I7110K03bI B KpoBu. ITo Mepe mporpeccupoBaHms fuc-
dyHKIINY, IPOUCXOAUT HAapYIIeHMe 9TOr0O HanaHca
u Ha GpOHe MHCYINHOBOI HeJOCTATOYHOCTH PopMu-
PYIOTCS HapylleHMsl YIIeBOfHOTO obMeHa [5, 21].
Takoke mpyu MB moBbInIaeTcss BoClanuTeabHast ak-
TUBHOCTb, OSIB/ISIETCS M30BITOYHAS BBIPAaOOTKA IIUTO-
KVMHOB Pa3/IMYHbIMM MMM YHHBIMY KJIeTKaMH, KOTOpbIe
MIPOHVKAIOT B HOJKETYOYHYIO JKe/Ie3y ¥ OKa3bIBaIOT
HeraTUBHOE BIMAHME Ha CEKPeLI0 NHCY/INHA, BbI-
3bIBasl HApYIUEHME PEryIsLyy roMeocTasa I/IIKO3bl
y B3pocibix ¢ MB. Kpome toro, npu MB mMoxeT 651Th
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HapyuIeHa QYHKIMA MaKpodaros, 3afeliCTBOBAHHBIX
B JIeCTPYKILMM OCTPOBKOB IO/ KTy JOYHOII XKeJIe3bl,
YTO JJOIIOJTHUTE/IBHO CIOCOOCTBYET CTPYKTYPHBIM
HedeKTaM OCTPOBKOB ITO>KETYAOYHON XKele3bl, a TaK-
JKe HapyIIeHMIO CeKpeluy MHCY/IMHA 11epBoil ¢a3bl,
Hab/II07laeMOll Y O4eHb MaJIeHbKUX AeTeit [15].

ITatorenes M3C]I siBnsieTcst MHOrOGaKTOPHBIM
U B IepBYIO OYepe/ib XapaKTepU3yeTcsl MHCYINHO-
BOJI HE[JOCTaTOYHOCTBIO, OIHAKO OIIPefie/IeHHYIO POIb
UTpaeT MHCYIMHOPE3UCTEHTHOCTD, POPMUPYIOIIAACT
Ha OHe TSHKENOro KIMHNYECKOTO COCTOSTHIS, MHGeK-
IIMOHHBIX OC/IO>KHEHU, BBICOKOV BOCIIa/IUTETbHOM
aKTMBHOCTY 1 CONTY TCTBYIOILEI CTEPOM/IHON Tepanny,
aTak)xe 00yC/IOB/IEHHAsI HA TeHETNIECKOM YPOBHE, 4TO
MOATBEP>K/laeT BO3MOXKHA s CBA3b MEXK/Y TeéHaMM BOC-
npurmunBocTy K M3CJ u CII 2 tuna. Takum o6pasom,
M3C]I coueTaeT B cBoeM natorenese ocobennoctu CJJ
1 u 2 Tnna, OFHAKO MMeeT YHUKATbHYIO 3THOIATOre-
HeTMYeCKYIo OCHOBY [8, 15, 22, 23].

HekoTopble aBTOPbI OTMETIUIN, YTO KOPPeIALYA
MEX/y KIMHINYECKVMY NPOSABICHUAMMN U CTEIIEHbIO
TeCTPYKI[NY OCTPOBKOBOTO aIlllapara MO KeTyJOTHOI
>Ke7Ie3bl HM3Kasd, YTO yKa3bIBaeT Ha BO3MOYKHOCTD PO
ayTOMMMYHHBIX dakTopoB passutus M3CI [24].

9Ty runoTesy NOATBEP)KAAET BhIABICHNE aHTHUTE],
xapakTepHbIx i ClI 1-To THIa, y HEKOTOPBIX MaLlK-
entoB ¢ M3CJ] [17].

0co6eHHOCTN MYKOBMCUMA03-aCCOLMMPOBAHHOIO (3aBUCMMOro) caxapHoro agnabera

B oTnmume OT manyeHTOB C APYTUMYU TUIIAMU fuabeTa,
y manueHToB ¢ M3CJ] HeT 3aperucTpMpOBaHHBIX CITy-
YaeB CMEPTHM OT aTePOCKIEPOTUIECKIX 3a00/IeBaHMIT
cocyzpos [15].

Muxkpococynuctoie ocnoxxHeHns M3C]] Bo3HmKa-
10T pexe, YeM IpU APYIUX TUIIAX AradeTa ¥ CBA3aHbI
KaK C [JINTEIbHOCTHIO 3a00/IeBaHMs, TAK U C IJIUKe-
MMYeCKMM KOHTpojieM. B uccnenosanun, BKI0OYaB-
meM 285 mauueHToB ¢ AnurenbHocThio M3C]I 6onee
10 et B 16% maneHTOB 6bl/Ia BHIABIEHA peTuMHoOnaTHA,
y 14% - MuxpoanbbyMmunypus u 'y 50% —nepucdepu-

Jeckas HeBpomaTus. [Ipy 9TOM ZaHHBIE U3MEHEHUS
BBIAB/ISUIUCD TONBKO Y IALIMEHTOB C HapyIIeHeM [/IU-
KeMMM HaTOILIAK [25]. MaKpOCOCY[UCThbIe OCTIOHEHNS
npu M3C]] B nuTepaType He OIIMCAHBI.

Takum o6pasom, ocobenHocThI0 M3C]] ABNACTCA
TO, YTO B OT/IM4Me OT Apyrux Tunos CJI mpu HeM HeT
XapaKTePHBIX KIMHUYECKUX IIPOSIBIEHNUI, IPY KOTO-
PBIX Ha cebst 06palaloT BHUMaHIe MUKPO- ¥ MaKpO-
COCYIMCTBIE OCTIO>KHEHN, B CBA3M C 4YeM HeOOXOfMIMO
IPOBOJUTD PETY/IAPHBI CKDHMHT ¥ PacIlo3HaBaTh
pauuue cumntomst M3CJI [15, 26].

OnarHocTuKa HapyLeH A yrneBogHOro oomeHa npu MyKoBucLnaose

ITo maHHBIM pyKOBOACTBa EBpomeiickoro obie-
crBa mykosucuujosa (ECFS) u ®onna Kucrossoro
®ubposa (CFF) Bcem manuenTam ¢ MB, y KOTOpBIX He
6bUT IVMATHOCTUPOBAH AuabeT, peKOMEHJOBAH CKPH-
HyHT Ha M3CJ] B KIMHMYECKH CTaOV/IBHBII [TePUOf,
C MCIIONIb30BaHNMEM CTAaHAAPTHOI'O OPaJIbHOTO IJII0-
kosoronepanTHoro tecta (OI'TT) [27]. YkasaHo, 4TO
CKPUHUHT C/leffyeT IpoBoAuTh ¢ 10 TeTHero Bospacra
nauuenta ¢ MB. B nturepaType onucaHbl egMHUY-
HbIe C/Ty4Yan BBIABICHNA HAPYIIEHU TOMEePAHTHOCTI
K IVIIOKO3€ y fieTelt faxke Ha 1 romy >xm3Hu (15, 28, 29, 30].

Je6rory M3CJl 06bIMHO IpeAIecTBYIOT Ipeanabe-
Tideckue coctossHus npu nposenenu OI'TT, Takue kak
HapyuieHye raukemun Harourak (HI'T), HeonpenerneH-
Hast rvikemus (INDET) u HapyiueHue To/IepaHTHOCTI
k raokose (HTT). ITIpumeyarenbHoO, 4YTO HapyLIeHNe
IJIMKeMUM HaTOLaK He xapakTepHo gt M3CJI, Ho
BcTpevaeTcs y 16-25% us Hux no ganssiM OI'TT [31].

IToBbILIEHHBIN YPOBEHD ITTIOKO3BI B IIPOMEXYTOY-
Hpix Toukax OT'TT (ua 30, 60, 90-it MUHYTaX) COOT-
BETCTBYIOT HeOIlpefielleHHOM ImKeMun. CyILiecTBYIOT
IAHHBIE O TOM, YTO 9TU [TOKA3ATENN SBIAIOTCA Oomee
HaJle>KHBIMM B OTHOIIEHVY IIPOTHO3a KIMHUYECKOTO

YXYAIIeHNs 3a60/IeBaHNA, YeM 2-4acoBast IINKeMUs
U ABIAIOTCA IPOrHOCTUYECKUM II0Ka3aTesleM IIpo-
rpeccuposanus M3CJ] [32, 33].

B cooTBeTCcTBUM JaHHBIMU KCCIefOBaHUs Marta
Cano Megias et al., mpoBenenHoro B Vicmanun B 2015,
o pesynbrataM ctaHgaptaoro OI'TT y manmenTos
¢ M3CJl nuK cexpenyy MHCyIMHA OTCpOYeH 0 90-120
MMHYT, B TO BpeM:A KaK Y 3T0POBbIX /TI0Jieil OH OTMeda-
ercs yxe Ha 30-60 MuHyTaX TecTa. MakcuManbHasd ce-
Kpenys MHCY/IMHA Tpuxofuaach Ha 120 munyTy 40,6%
6071bHBIX, Ha 90 MUHYT -y 25%, Ha 60 MuHYT -y 10,9%
u Ha 30 MuHyTe - IMb y 3,1% manueHTos [34]. B 1995T.
Ha Teppurtopuu Poccuiickoit Pemepanyu BiepBble ObIT
OIMCaH 0COOBIN TUI MHCY/ITHOBOTO OTBETA HA HATPY3-
KY ITIIOKO3011, TaK HaspiBaeMblil «VIPVI-Hy1b» HaTOIaK.
IIpu sTOM TUIIE OTMEYanuCh HOPMajIbHbIE BETMIMHBI
mHCynuHemuy Ha 60 1 180 MUHYTaX, a KOHIIEHTPaLA
MHCY/IMHA HaTOIAK OblIa 6/113Ka K Hy/TI0. B 0ocHOBHOM
3Ty IPYTIY COCTABAANM JeTU M/Ia/IIIEr0 BO3pacTa J1o
6 et B 40% u B 27% B Bo3pacte 7-14 ner [21]. Takum
06pasoM, B pasBUTUM HapYLIEHNUII YITIEBOJHOTO 06-
MeHa Ipy MB urpaer pomnb He TONMBKO CHYDKEHIE IIPO-
BYKIWY MHCY/IMHA, HO U 3a/[ePKKa €T IPOAYKIIMIA.



CornacHo pekoMeHaanuAM AMepPUKaHCKON Iu-
abeTmyecKoil accouyanum, onpenencHe yPOBHI
C-menrtusa B CIBOPOTKe KPOBY ABJIAETCA Hauboee
TOYHBIM METOJOM OLIEHK) OCTATOYHON QyHKIUM
B-xnerok. Y 6onpubix M3C]I ypoBeHp C-nmenTupa
CHIVDKEH II0 CPaBHEHMIO C mManueHTaMu ¢ MB ¢ nop-
MaJIbHOM TOJIEPaHTHOCTBIO K ITTIOKO3€, YTO aCCOLMU-
POBAHO C BO3PACTAIOIMM PUCKOM Pa3BUTHA OCIOXK-
HeHuit guabera [35]. OgHAKO, 10 HEKOTOPBIM JAHHBIM
canraercs, 9To Ana M3CJI xapakTepeH HOpMaTbHBI
yposeHb C-mientuzia u MHCYIMHA HaTomak [17].

OI'TT nmeet orpannyenns npu ckpuannare M3CJI,
HOCKOJIbKY IIaATOTeHe3 9TOTO TUIIA AMabeTa OTINIaeTCst
ot MexaHusma passutusa CJI 2 Tuna, B paMKax OIleH-
KM PUCKOB ¥ IIPOIPECCHPOBAHMA KOTOPOTO MCXOLHO
VICIIONTBb3YeTCA TTI0KO30TO/IePAaHTHEIN TecT. [ToaTomy,
10 HEKOTOPBIM JJaHHBIM, IJIFOK03a TI/Ta3Mbl KPOBM Ha-
TollaK, Kak 1 faHHble 2-X yacoBoro OI'TT urparor
MeHbIIYIO ponb B AuarHoctuke M3CJl, ueM npu fipy-
I'UX TUIax guabera [36].

B Hacrosuiee BpeMs B KayeCTBe a/IbTePHATUBLI
OI'TT wame cTan MCHONb30BATLCA HENMPEPLIBHBIIN
MOHMTOPUHT rmoKo3sl (HMT) [27].

HenpepbIBHbIII MOHUTOPUHT I/IIOKO3bI 6L OF0OpeH
I JeTell ¥ MOApPOCTKOB ¢ MB, Ho oduunanpabIx
K/IMHMYECKMX peKOMEeH/allyil, KacalomMXCs UCTIONb-
soBanusa HMI pna ckpunmnra M3CJI, He cylecTByeT.
HMT o6najjaer nperMyI1ieCTBOM B M3y YeHNU KOHTPO-
71 TIVKEMUU B PeaIbHBIX YCTOBMAX U IPEJIOCTaB/IALT
IaHHBbIe 06 YpOBHeE I/IIOKO3bI B MHTepcTUMM [37].

ITpu6oper HMI, ncnonbsyrommnecs B HacTosIIee
BpeMsA MOXXHO pa3fieINTh Ha TPU KaTeTOPUM:

1. HMI B «cnenom» pe>xxume, KOTOpble He OTPaXkaloT
TeKYIINI yPOBEHD I/TIOKO3BI, TPV 3TOM Pe3yIbTaThl
M3MepeHNN OLIeHNBAIOTCA PETPOCIIEKTUBHO. ITH
YCTPOMCTBA MICIIOMb3YIOTCSA /1S OLIEHKM CYyTOYHOM
AMHAMUKI IIMKEMUM 32 HeOOIBLION IPOMEXKYTOK
BpeMEeHM ¥ He 3aMEeHAI0T MaLMeHTaM CaMOKOHTPOJIb
IJ1I0KO3BI B KpoBM. K TakuM npuéopaM MO>KHO OT-
HecTu cucteMy Medtronic iPro2 ajis HenpepbIBHOTO
MOHMTOPUHTA yPOBHA TTIOKO3BI.

2. HMT B peanbHOM BpeMeHM, KOTOpbIe 0TOOpaXkaloT
3HAYEHUA ITIOKO3bI Ka)K/ible HECKOTTbKO MMHYT, I10-
Ka3bIBAIOT TEH/IEHLIMY €€ UI3MEHEH N VI OTIOBEIaI0T
3BYKOBBIMY CUTHAJIAMM O IIOPOTOBBIX 3HAYEHMAX
rauKeMyn. IIpy MCIIONb30BaHUY 9TUX IPUOOPOB
MaIMEeHTH MOTYT OPMEHTMPOBATHCA Ha MX TEKYI1e
MOKa3aHMA, OFHAKO JOMKHBI IPOBOAUTH CAMO-
KOHTPOJIb IJIMKeMMM A/ KaIu6poBKM mpubopa.
Hanpumep, K TaKMM YCTPOIICTBAM OTHOCUTCS CH-
crema Guardian REAL-Time CGM.

3. ®neur-moHuTOpuHT rnwoko3sl (PMI) cunrteiBaer
IJIMKEMUIO TOJIbKO IIpM CKAaHUPOBAHUY CEHCOpa
YCTaHOBJIEHHOT'O B ITO/IKO>KHO-)KMPOBYIO K/IeT4aT-
Ky CIeI[MajbHBIM YCTPOICTBOM — pumepom. Kak
un HMI, npefocrapiser nHGOpMALNIO O TeKyILell
IJINKEMUN U ee U3MEHEeHUAX. B nmepuop mucnomnn-
3oBaHust ®MI cucremarndeckas KanubpoBKa He
tpebyercs [38, 39, 40].

ITo maHHBIM MCCTETOBAHMNA, IIPOBEIEHHOTO C yYa-
ctuem 32 getest ¢ M3CJI, OI'TT Borasun HTT y 67,7%
[IAIVIEHTOB, B CBOKO 04epeb 1o ganHbiM HMT 656110
3apUKCUPOBAHO HOMBLUIOE KOTMIECTBO M3MeEPEHMIT
C YPOBHEM IJIIOKO3bl B MHTePCTULIMAIbHOM XUJKO-
¢yt 60/ee 8 MMOJIB/TI, @ TAK>Ke SMM30/0B IOBBIILIEHU S
YPOBHs III0K03bI 6071ee 11,0 MMOJIB/N. DTU AaHHbBIE
KOPPENUPYIOT C HEOIPE/IeIEHHO ITMKeMuell, BbIAB-
nennoit npu nposefernn OI'TT, uto genaer mokasa-
tenu HMI Ba)KHBIMM IIPY MCKTIOYEHNM HaPYyIIEHMIA
yI7IeBOHOTO 06MeHa. B T0 sxe Bpems1, H13Kasi Koppes-
1A MEXY 2-X 4aCOBOJ IVIMKEMMENT Y TIOKa3aTeLAMuI
HCMT He m03BOJsIET KCIONB30BATh MPUOOPHI MO-
HUTOPMHTIA KaK eAMHCTBEHHBIN METOJ, JMarHOCTUKMA
M3C]] B cBsI3U € pHCKaMy MIPOINYCTUTh MaHUpecTa-
nuio 3aboneBanns [41].

Kpurepun ouenknu noxasareneit HMI, B otnmnune
ot OI'TT, He cTaH[apTU3MPOBAHBI, YTO 3aTPYLAHA-
eT UHTepIpeTalyio JaHHBIX. B HacToAIIee BpeMs
IJ1A aHaJIM3a yIJIeBOgHOro obMeHa 1o ganHbIM HMT
y manueHToB ¢ M3CJl ncnonb3yoTcsa peKOMeHaInm,
OCHOBaHHbIe Ha TaKTUKe BefleHNA nauuentos ¢ CJI 1
u 2 tuna. OgHako, B oT/IM4ue oT Auabera 1 u 2 tuna,
y nmanyeHToB ¢ MB yacTo Habmofa0TCs paHHMe Hapy-
IIeHN A YITIeBOJHOTO 0OMeHa, IIPOSB/IAIOLINECH B BIUJe
MOCTIPAHANANbHBIX CKAYKOB ITTIOKO3BI — HEOTIpefie-
JeHHas ruKeMus [42].

Kpome toro, OI'TT u HMI Henb3sd cuurarh B3a-
MMO3aMeHsAEeMBbIMI MeTOflaM!, IOCKOJIbKY YPOBEHb
IJII0KO3BI, M3MEPEHHBII TPNOOPOM MOHUTOPUHTA
B MHTEPCTULINATBHON XXUTAKOCTH, OT/IMYAETCS OT IJIN-
KeMuu Kposu [43].

B cBA3M c 3TUMU Pa3IUINAMIY, a TAKXKe C pasand-
HBIM ITIaTOT€He30M, MHTepIIpeTal M I0Ka3aTenel mpu-
60pOB MOHMTOPMHTIA ITIIOKO3BI y MarueHToB ¢ M3CJI
TpebyeT JOIOMHUTENLHOrO U3yYeHus [42].

YdaursiBas BBIIEN3/I0)KEHHDbIE 0COOCHHOCTH ITINKe-
muu 60nbHbIX M3CJ], Bce MaIeHTsI ¢ HapyLIeHNeM
YIJIEBOZHOTO 0OMeHa NO/KHBI HAaXOUTBCA MO, Pery-
JISAPHBIM Hab/II0IeHIeM SH/IOKPMHOJIOTA [I/Is1 CBOEBpe-
MEHHOJI JMarHOCTUKY TeHAEHLMIT K GOPMMPOBAHUIO
M3CHI [23].

BnusaHue TapreTHo Tepanun Ha SHAOKPUHHYI0 GYHKLMIO MOAXKENYA0UYHO Kene3bl

C nossnenuem mopynaTopos MBTP npousonina na-
CTOsAIast PeBOIONYIA BO MHOTMX acIIeKTaxX JIeueHUs
MB, 1 9T0 IpUBETIO K Yy 4LIEHNIO TErOYHON QyHKIMU
M HYTPUTMBHOIO CTAaTyca y nanueHToB ¢ MB [44].
ViBakadrop (Kanuaeko), ABIAACH HOTEHIIMATOPOM
MBTP, ynyunraeT TpaHCIIOPT X/IOPUJOB Yepe3 Auc-
byHKIMOHAIBHBII 6€/TOK y HALMEeHTOB C MyTalueit
G551D. Ha HacTosAmuit MOMEHT BIUAHNE TEPATINN
Ha ITIMKeMUYeCKNIT KOHTPOJIb He U3Y4YeHO, OJJHAKO
B uIOTHOM uccnefnoBanuy Bellin et al. (2013 1) ¢ yua-
cTueM 5 manueHtoB ¢ MB, repanus nsakadpropom
B TeueHMe 4 HefleNb YIyqIINIa CeKPeINio NHCYNINHA,

XOTA U He TOBNIMATA HA ITMKEeMIIECKUI KOHTPOIb,
YTO NMOATBEPK/IaeT BakHy1o ponb MBTP B cekpenun
4e/I0BEYeCKOr0 MHCY/INHA [45]

B npyrom uccnepmosannmu, nposegennom Gaines
et al. B Okmaxome B 2016 r B rpyIIe 13 69 B3pOC/IbIX
nanueHToB ¢ MB, y 31 13 KOTOPbIX ObII HOATBEPXK-
nenHblit M3CJl, 14 marmeHTOB MOMyYaau TApreTHYIO
Tepanuio uBakapTopom. Briocnencraui, 4 denoBeka
Ha (OHe HOPMa/IN3alyy YPOBHS IIOKO3BI KPOBU I10
TAaHHBIM CAMOKOHTPOJIA ITMKEMUM U TIOKasaTenei
HbAIc mONMHOCTBIO IPEKPATUIN UHCYTNHOTEPAIINIO,
a Of[MH TepelIesl Ha OFHOKPAaTHOE BBefleHVIe MHCYIMHA
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B HeJIe/I0 BMECTO eXXe[JHEBHOI'O TPeXKPAaTHOTO 60III0C-
HOTO BBefleHMA. B To BpeMs Kak NaljMeHThl, He II0/Ty-
YaBllye TaPreTHYI0 Tepaluio, He MI3MEHU/IN PeXUM
IO3MpoBaHMs MHCYNMMHA. TakuM 06pasom, OKOJIO Tpe-
TH [IALIMEHTOB, Oy 4YaBIINX TePAIINIO MOLYIATOpaMMI
MBTP, umenu monoXuTenbHYI0 IMHAMUKY B paMKax
paspemennst M3CJJ [46].

B He6OMBIIOM KOMNYECTBE MCCIENOBAHMIL C UC-
II0Tb30BaHVEM MOHOTepaluy uBakadTopoM 6bLIO
BBIAB/IEHO Y/IyYIeHUe CeKpeLly NHCYINHA, TOJIe-
PaHTHOCTM K IJIIOKO3€ U/M/IM CHUYKeHNe TIOTPeOHOCTI
B nHCynuHe. OHAKO UCCIelOBAHMA Tepaluy TyMa-
kadropom/uBakapropom «OpkamMby» (y TOMOSUTOT
mo myrtayuu F508del) He BBIABU/IN 3HAYUTETBHOTO
ynydmenua M3CJI unm TonepaHTHOCTU K ITIIOKO3€.
IToka HeT MCCIeOBaHUIT OTHOCUTE/IBHO BIUSAHUSA
BBICOK03(}(PeKTUBHOI TPOITHON Tepanuy (3/1ekcakad-
rop/Te3akadrop/usakadrop «ITpukadra») Ha M3CJJ
UM ceKpenuio nacynuHa. Mogynartopst MBTP moryT
BIUATD Ha pa3BUTHe Uan nporpeccuponsanne M3CJJ

MaTepunanbl u meToAbl

B mynbmononorndeckom otaenenun OIrAy «Hammo-
Ha/IbHOTO MEIMLIMHCKOTO MCCIIefIOBAaTe/IbCKOTO LIeHTpa
30poBbs feTeii» Munsapasa Poccun (HMUL 3p0-
pOBbA feTeit) B mepuof ¢ 2019 mo 2022 rT. mpoBeeHO
MCCNIeloBaHye C ydacTueM 78 eTell ¢ MyKOBUCIIU-
Io3oM B Bo3pacte 5-18 nmet (Me=13,37 [10,7; 16,39]).
Cpenu Bcex gereit 6110 29 (37,18%) Manb4ukoB u 49
(62,82%) meBouek. Bee mamyeHTh ObIy 06CI€0BaHBI
BHe 000CTpeHMsI OCHOBHOTO 3ab0/eBaHus, Ha poHe
6a31CHOI Tepanuu: MyKOJMIMTUYECKas, aHTUOAKTepu-
anbHasg, pepMeHTo- ¥ KnHe3nTepanus. Bce yuacTHukn
VIV VX 3aKOHHBbIE IIPeJICTaBUTE/N TOATNCaN nHPOP-
MUPOBAaHHOE COT/Iac)e Ha y4acTye B MICC/IeSOBaHUM.

Y 76 naumnenTos - 6s11 ipoBefen OI'TT, 2 - He
NIPOBOAWIICS, B CBSI3M C IVIMKeMuell HaTouak 6oree
7 mmorb/n. ITpu nposegenun OI'TT 6biu onpeperne-
HbI yPOBEHb ITTIOKO3bI KPOBM M MHCYNNH B 5 TOUKAX:
HaToWaK, Ha 30, 60, 90, 120 MmuHyTax.

Tl OLleHKM MHCY/IMHOPE3UCTEHTHOCTU BCEM Ha-
6/110/1aeMbIM HalyeHTaM ¢ MB 6bI1 mofgcunTal MHAEKC
HOMA [38].

58 mauneHTaM ¢ MB 6bl1 TpOBeieH HelpepLIBHBII
MOHMTOPWHT I/IIOKO3BI B TeUeHMe 72 9aCOB C IOMOII b0
cucrem Guardian REAL-Time CGM - 14 nanueHTam
n iPro2 CGM - 44. VIsmepeHue I1IOKO3bI B MHTEPCTH-
LIMAIbHOI >KMIKOCTU HPONU3BOU/IOCH HEIIPEPhIBHO
C 9aCTOTOJ 5 MMHYT C ITOMOIIbIO YCTaHABIMBAaEMBIX
MMOJIKO>KHO aTunKoB (cencopoB). Kannbposka HMT
MPOBOAM/IACH KaXJble 6—8 4acoB, ITII0KO3a B Kaluj-
JIAPHON KPOBU U3MepP:AJIACh C TOMOIIBIO ITIOKOMeTpa
Accu-Chek Active.

PeTpocmeKTUBHO ObIIM IpOaHANTU3UPOBAHBI
IBe rpynusl fereit ¢ MB, KoTopble HabM0O[aMNCD

Pe3ynbtaTtbl n 06CyXaeHune

KoH1eHTpanuu rnoKo3bl BEHO3HOI KPOBU M MHCY/IN-
Ha HAaTOLIaK IIPOAHa/IM3MPOBAHEI Y 78 meTell ¢ MyKO-
BucHupo3oM. HopmanbHoe 3HaUYeHMe ITTI0OKO3BI OBIIO
y 73 (93,6%) manuentoB Me= 4,95 Mmornb/n [4.6; 5.28],
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IIOCPeCTBOM MHOTMX MeXaHM3MOB, BK/IIOYas yIyd-
HIeHNe CeKpeluy MHCYINHA NTyTeM NPsAMON KOppeK-
uuu gepexra MBTP, ynydieHns yHKIUM IPOTOKOB,
yMeHI)H_IeHI/IH BOCIIa/I€eHU A OCTPOBKOB. 3a c4yer yMeHb-
HIeHM A CUCTEMHOI'O BOCIIA/ICHUA U yBeJII/I‘-IeHI/Iﬂ (1)]/[3]/[-
quKOﬁ[ AKTUBHOCTU CereI_U/IH I/IHCyHI/IHa ley‘{HlaeTCﬂ
13-3a MOBBILIEHNA YyBCTBUTETBHOCTY K MHCYIUHY.
C Bpyroit CTOPOHBI, OHU MOTYT CTUMY/IMPOBATD all-
HEeTUT U YIY4LIATh paboTy >KeTyLOYHO-KUIIEYHOTO
TpaKTa, qToO HpI/IBOIH/IT K yBeHI/I‘{eHI/IIO HOTpe6TI€HI/IH
kanopuit. Ecnu sedext cexpenny mHCynnHa o6parum,
TO BO3MOXXHO BBefieHMe MofynsaTopos MBTP B 6onee
MOJIO[IOM BO3pacTe MOXXET IIOMOYb NPeAOTBPATUTH
M3CJI. HabnroneHne 3a TaKMMM HAlIEHTAMM U U3Y-
4YeHVe BIUAHNA TAPTeHTHOM Tepalnuy MOLYIATOpaMu
Ha SHI[OKPI/IHHYIO d[')yHKLU/IIO HOH)I(CHYI[O‘IHOI?’I JKene3bl
6ynyT npogomxarbcs [47].

Ienp uccneqoBaHusA — BBISIBUTDb HOBbIE IO XOMbI
B IMaTHOCTMKE HapyLICHMUI! yITIeBOGHOTO 0OMeHa Y fie-
Tell C MYKOBUCLIMZ030M

B 1993-95rr 1 B 2019-21 rr. [IpyHIMNIMATIBHO TPYIIIBI
HalMeHTOB OTINYAINCh MEXY co60li momydaeMoit
6a3ucHOI Tepanueit ¥ HyTPUTUBHON IOAEPXKKOIL.
B 1993-95rr 0TCYyTCTBOBA/IM KAIICYIMPOBaHHBIE GOP-
MBI TaHKpeaTu4ecKux GpepMeHTOB B BUJie MUHMU-
Mukpocdep, 3¢pHeKTUBHOCTb KOTOPBIX JOCTOBEPHO
BhIlle TabmeTupoBaHHbIX [48]. [TosTOMY B Te rofsl
JyeTa CTPOMIACh Ha MPMHIIMIAX OTPAaHUYEHN A XKU-
POB, YTO HETaTMBHO OTPA’KAJIOCh Ha PU3NIECKOM
pasButum 3TNX fgerei. [JoMTHOIEHHON HYTPUTHUB-
HOJ Toiiep>KKe He YAEAN0Ch HOMKHOTO BHUMAaHMUA.
B oTnuume oT CBOMX CBEPCTHUKOB T€X JIET, COBPEMEH-
Hble feTu ¢ MB mony4aoT afiekBaTHY0 ¢pepMeHTO-
Tepanuio BEICOK09(eKTUBHBIMYU MTaHKpeaTUuHAMY,
KOTOpas MO3BOJAET YIOTPEONATh B IUINY KM PBI
C BBICOKMM CYTOYHBIM KaJIOpa’keM, a TaKKe oOaBis-
10T JOTIOTHUTENILHO B PAaIjOHE BBICOKOKAIOPUITHbIE
nedebHbIE CMECH.

Bce monmy4eHHble aHHbIe ObIII 06PaOOTAHBI C TI0-
MOILIbIO CTaTUCTUYecKUX nporpamm IBM SPSS 26
n Microsoft Excel 2010. AHanus faHHBIX BK/IHOYal
CTAaHJAapTHBIE METOBI ONMMCATENbHON CTATUCTUKIU:
pacyeT CpeHNX BEeNYMH, CTAH/JAPTHBIX OTK/IOHE-
HUI, 95% HOBepUTENbHBIX UHTEPBA/IOB, MeMaHbI
apaMeTpa, MHTepPKBapTuabHOro orpeska Me [Ql; Q3]
(25-11 u 75-it mepuenTUNN). IIpyu cpaBHEHUY CPeTHIX
3Ha4YeHUI1 BHIOOPOK VICIIONIb30BAJICA t-TeCT /A He3a-
BUCUMBIX BBIOOPOK- TecT CThlofieHTa. [l OLleHKI
MPOTHOCTIMYECKON 3HAYMMOCTH VMCCIe[yeMbIX IIOKa-
3aresneit nposogunca ROC-aHann3 1 pacCYNTHIBANIOCH
MX OTHOILIEHNE IaHCOB. BeposTHOCTH 01im6k 1 p <0,05
paclieHMBanach Kak 3Haunmasd, <0,01 - Kak o4eHb 3Ha-
yuMas, <0,001 - kak MaKCMMaabHO 3HaYMMas.

a runepriankemus — 5 (6,4%) Me = 6,62 mmonb/1 [6.55;
7.3], MHCYIUH B 3aBUCUMOCTH OT I/IMKeMuy Me =
8,95 mxEn/mn [5.54; 13.32] u Me = 10,88 mxExn/mn
[10.48; 11.25] cooTBeTCTBEHHO. Y 2 MAIMEHTOB ObIIO



n=9; [12%]

n=12; [16%)]

n=20; [26%]

[ 5-9 ner

30

7

n=35; [46%)]

0630p | review

Pucynox 1.

KonnuecrBo 601pHbIX MB

B 3aBIICIMOCTH OT pe3ynbTa-
ToB OI'TT.

Figure 1.
The number of patients with
CF depending on the results
of OGTT.

1 rpynna

2rpynna

B 3rpynna

I 4rpynna

Pucynox 2.

YacToTa BCTpe4aeMOCTU Hapy-
LIeHMIt YT/1€BOJHOTO o6MeHa

B 3aBIICMMOCTH OT BO3pacTa

y 60/IBbHBIX MYKOBUCIMTO30M.

10-18 net

Figure 2.

The frequency of occurrence of

carbohydrate metabolism disor-
16 ders depending on age in patients

with cystic fibrosis.

N N s .

be3 HapyweHuin HeonpepeneHHas
yrneBofHoro rnvKkemua
obmeHa

TIOBBIIIEHYe KOHIIEHTPAIMY T/II0KO3BI > 7 MMOJIb//I.
OpHako, KTMHNYECKOV KapTUHBI TUIIepPIINKeMIde-
CKOTO COCTOSIHIS HI Y OXHOTO pebeHKa He OBL/IO BbLAB-
neHo. ['unornukeMun y feteit c MB oTmeueHo He 6bL10.

B npocnexTuBHOM MccnefoBaHUM MOC/E MIPOBE-
J€HN s OPaTbHOTO TIKO30TOIEPATHOTO TeCTa 76
60mbHBIM MB OBLIN TTOTy4eHbI CIef[yIONTyie TPYIIIBI
B COOTBETCTBMY C KOHCEHCYCOM I10 CaXapHOMY AinabeTy
y ZeTeil 1 IOAPOCTKOB [49]:

1 rpymma - 35 (46%) meTeil He MMeIOLIVe HAPYILEHNS
YITIEBOFHOTO OOMeHa;

2 rpynna - 20 (26%) feTy ¢ HapylleHNeM TOePAHT-
HocTu K rmokose (HTT);

10
HapyweHne MykoBncumpos -
TONnepaTHoOCTU aCCOLMMPOBaHHbI
K rII0KO3€e (3aBUCUMBIN)

caxapHblil fuabet

3 rpymnma - 12 (16%) meTu ¢ Heolpefe/IeHHO TIN-
KeMMeﬂ, T.€. UMEI1NNe B HpOMe)KyTO‘IHbIX TOYKaXxX
(30, 60, 90 MMHYTaX) U3MEPEHMS ITITMKEMUN BBILIE
11,1 mmonb/m;

4 rpynna - 9 (12%) meTeil ¢ MYKOBMUCIIUTO03-
acCOLMMPOBAHHBIM (3aBUCUMBIM) CaXapHBIM fuabe-
ToM (puc. I).

HapymeHns yriaeBogHOro o6MeHa BCTpeYannuch
B 13% ciyvaes y mereit mnaptue 10 net (pucyHok 2).

ITo renepHoMy IpusHaKy feTu ¢ MB umeror cre-
AyIolll}ie HapyLIeHUs YIIeBOJHOro o6MeHa. [JeBouKu
60s1ee CKITOHHBI K HAPYIIEHUM yIJIeBOLHOTO 06MeHa
(34%) (mabn. 1).

Manbuuku NeBouku Ta6bnuna 1
KaTteropumn .
a6c. % abc. % Pacnipenenenue pereit mo

Hopma 14 18 21 28 TeH/IePHOMY IIPU3HAKY B CO-
OTBETCTBUM C HAPYIIECHUAMMU

Heomnpepenennas rnmkemnst 5 7 9 yrIeBofHOTO 06MeHa

Hapynienne TonepaHTHOCTH K T/II0KO3€ 8 14 18

MyKOBUCL{UI03-aCCOLUMPOBAHHbIIT Table 1

4 5 5 7 Distribution of children by

(3aBUCUMBIIT) CaxapHbIil fuabet

IIpoBenen aHanu3 cpelHUX IOKa3aTe/el IMIOKO-
3bl B 5- Toukax OI'TT (ma6n. 2). Takum obpasom,

gender in accordance with
disorders of carbohydrate
metabolism

6b110 BBIJ€IE€HO 4 TuNa IMTUKEMUYECKUX KPpUBBIX

(puc. 3).
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Tab6numa 2

CpepHMe TOKa3aTeu IKO-
3bI (MMOJIb/T) GOTIBHBIX MYKO-
BUCHUO30M B 3aBUCUMOCTIU
OT pe3y/IbTaTOB OPa/JbHOTO
[II0KO30TOTIEPAHTHOTO TECTa

Table 2

Mean glucose values (mmol/l)
in patients with cystic fibrosis
depending on the results of the
oral glucose tolerance test

Pucynox 3.
I'nukeMmnyeckue KpuBbie

y 60/TbHBIX MYKOBUCOUTO30M
B 3aBUCMMOCTH OT pe3y/ibTa-
TOB OPa/IbHOTO I'JTIOKO30TOJIE-
PaHTHOTO TecTa

Figure 3.

Glycemic curves in patients

with cystic fibrosis depend-

ing on the results of the oral
glucose tolerance test

Ta6nuna 3

VI3sMeHeHMA KOHLIEHTpalun
MHCY/INHA B XO/1€ Opa/IbHOTO
IJIIOKO30TOIEPATHOTO TeCTa

Table 3

Changes in insulin concentra-
tion during the oral glucose
tolerance test

Pucynox 4.

VIncynuHoBbIe KpUBbIE

¥ 60/IBHBIX MYKOBUCIIMO30M
B 3aBUCUMOCTHU OT pe3y/ibTa-

TOB OPa/bHOTO ITTIOKO30TOJIe-
PAaHTHOTO TecTa

Figure 4.

Insulin curves in patients with
cystic fibrosis depending on
the results of the oral glucose
tolerance test
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Mukemna (Mmmonb/n), M+m

lpynnbi
Py HaTtowak Yepe330MuH Yepe3 60 muH Yepes 90 muH Yepes 120 muH
Hopma 4,98+0,42 8,38+0,91 8,22+1,23 7,21+1,28 6,45+0,76
Heonpenenennas rnmkemMus 4,83+0,32 11,8+0,94 11,06+2,09 7,91+2,02 5,25%1,44
Hapyuutertite TonepanTHOCTII 5,0620,41 9,27+1,33 11,27+1,45 11,38+1,2 9,38+0,68
K ITI0OKO3€
MyKOBUCIIM[[03-aCCOL M-
VMpOBAaHHBII (3aBUCUMBIIT) 5,33+0,64 10,75%2,6 12,23+3,19 13,81+1,78 13,46+1,46
caxapHblit fuaber
16
Hopma
14
12
HeonpeneneHHas
=
E 10 ravkemuns
9]
s
= 8
z e HapylieHve
§ 6 TONepPaHTHOCTN
E K FNII0Ko3€e
4
e MyKOBUCLNAO3-
2 accoLMMPOBaHHbIi
(3aBUCKMbII)
0 caxapHblin anabet
0' 30' 60' 90' 120'

WHcynun (mkEp/mn), Me [Q1; Q3] (25-i1 n 75-1 nepueHTMAN)

lpynnbi

HaTtowak Yepe330MuH Yepe3 60 MmuH Yepes 90 muH Yepes 120 muH
Hopma 11,2 45,61 66,77 57,94 49,12
P [7,25;14,59] [33,53;67,34] [40,45;92,97] [33,07;77,42] [29,97;62,27]
HeonpenenenHas rmmkeMus 8,41 54,76 85,56 67,23 31,1
pen [4,3;13,51] [33,1;152,2] [55,88;202,0] [33,59;97,11] [22,98;113,8]
Hapymenue TonepanTHOCTI 7,37 40,19 58,57 79,99 56,8
K TTIIOKO3€e [4,15;10,74] [23,12;55,48] [36,86;91,23] [53,02;119,6] [46,08;98,06]
f’;‘;‘fﬂ“ﬁf&ii‘;&”ﬂm 7,23 28,67 27,99 34,55 37,59
p N [2,71;9,82] [15,18;43,62] [23,32;94,4] [22,8;104,6] [30,14;117,3]
caxapHblit fuaber
920
Hopma
80
70
60 HeonpepeneHHasa
s rvKemus
=
g 50
2
£ 40 wfe HapylieHve
S 30 TONepaHTHOCTU
I
z K rJ1loKo3e
20
et MyKOBMCLN[O3-
10 accoUMMpPOBaHHbIN
0 (3aBUCKMBIN)
o 30 60" 90’ 120 caxapHbii gruabet

IManuentam npu nposegenuu OI'TT B kaXkj0it TOU-
Ke OBUT B3SIT MHCYNUH (mabzn. 3). Boicokye sHaYeHM S
MHCY/IMHA OTMEYa/IMCh B IPOMEXYTOYHBIX TOYKAX
npeauabeTnueckux coctosanmit. Obpamaer Ha ce6s
BHMMaHMe MHCynuHoBaA Kpusad npu M3C]I, rue

MHCY/IVH INOCTENEHHO MOBbIIIAETCA B KaXK/0il TO4Y-
Ke, OJHAKO VX MeJVIaHbl 3HAUUTEbHO HMKE IPYTUX
KpuBBIX (puc. 4).

¥ 59 nauuenTos ¢ MB 6b1u mpoaHanusupoBa-
HBI U3MeHeHUA KoHIeHTpanuu C-TenTusia B xofe



C-nentug (Hr/mn), Me [Q1; Q3] (25-1 n 75-11 nepueHTUNN)

Ipynnbi
i HaTtowak Yepe330MuH Yepe3 60 MuH Yepe3z 90 muH Yepes 120 muH
Hopa 2,05 5,57 7,61 7,25 7,01
P [1,49; 2,57] [4,29; 7,11] [6,17; 8,95] [5,82;5 9,65] [5,67; 8,61]
Heonpepenennas rnukeMus 2,17 6,69 9,02 9,72 6,46
pen [1,63; 2,48] [5,2; 11,13] [7,55; 14,7] [7,95;12,42] [4,8; 10,3]
Hapymenue TonepanTHoCcTI 1,65 4,46 7,75 9,52 6,46
K T7TI0KO3€e [1,38;2,27] [3,17; 5,59] [6,1; 10,37] [7,93;12,42] [4,79; 10,3]
MMYOI;ZM:SEI&Z;CSHW) 1,39 3,48 5.8 7,99 8,06
P . [0,91; 1,7] [2,74; 5,8] [3,98;9,48] [5,98;12,19] [6,57; 11,09]
caxapHblil fuaber
12
Hopma
10
HeonpepenexHas
s 8 rnKkemua
=
I
g 6
S
'g HapyweHnve
= TONepaHTHOCTU
v 4
K rnoKo3se
2 e MyKOBMCLINAO3 -
aCCcoOLUVIPOBaHHbIV
0 (3aBUCKMbIN)
0 30 60" 90" 120' caxapHblii guabet

OpaJIbHOTO ITII0KO30TO/IEpAaTHOTO TecTa (mabn. 4).
C-nenTtuj ¢ yXyAuleHueM COCTOAHNA YII€BOJHOTO
obMeHa cHMXKaeTcs y feteit ¢ MB. U3 7 gereit, y Ko-
TOpPbIX OTMedeH C- ImenTuj HaTouak MeHee 1,1 Hr/mi,
1 pebeHOK He MIMeTI HApYIIEeHN s YIIEBOLHOTO OOMeHa.
B Teuenunu 2-x yacoB mocne Harpysku y geteii c M3CJI
[IOCTENEHHO MOBBILIAETCS, TOTAA KaK B mpeauade-
TUYECKOM COCTOAHUM K 90 MUHYyTe MMeeT NMMKOBOe
3Ha4YeHMe, a K 120 MUHYTe OTMEYAEeTCH TEHAEHLUSA
K HopMam3auum (puc. 5).

HenpepbIBHBIII MOHUTOPUHT [TI0KO3BI OBII IIPO-
BefleH 58 manueHTam, u3 Hux mo pesynbratam OI'TT
y 11 611 ycranoBieH M3CJl, MHCYIMHOTEpANINIO 3TH
ety He monydanu. Ilpeguaberndyeckoe COCTOAHME
nMennu 23 uccnenyeMbix (11- HapylIeHMe TONEPaHT-
HOCTH K IJIIOKO3e, 12- HeollpeJielIeHHYIO ITTMKEMMUIO).
Bce ocranbuble geTy (n=24) He MMe/NIN HapyILIEHUI
yrneBogHoOro o6mMeHa. HecMoTps Ha TO, YTO IIpu UCCTIe-
JIOBaHNUM KOHIIEHTPALIMY ITTI0KO3bI B BEHO3HOI KPOBI
HATOIIAK Y JieTeil He ObII0 OTMEYEHO I'UITOI/IIKEMNUN,
Ha HMT Hamu 65110 3adUKCHPOBAHO JAHHOE COCTOS-
Huey 12 6ompabIX MB. B rpyImme fereil, He UMEOLINX
HapyILIeHWs yITIeBOZHOro o6MeHa, o gaHuHbiM HMT
HOYTH y OZIOBUHBEI (n=11) GBI/ OTMeYeHBI ITOKa3aTe-
JIY ITIIOKO3BL B MHTepCTULUK = 11,1 MMOTIB/I.

ROC-ananus nokasan xopoluiee KaueCTBO pasfie/in-
Te/bHON Mogenu AnA auarHoctuku M3CJI n oTcyT-
CTBU caxapHoro Anabera mo fanHeiM HMI, a nmMenHO
3HaYeHMA Me[MaHbl TTI0KO3bl MHTEPCTUIMATbHON
KUIKOCTHU 3a 3-e CYTOK, Ife muomazab mog ROC-
kpusoit (AUC) = 0,772 (p=0,007), ypoBenp “cut-oft”
cocTaBuUnI 6,42 MMOB/N (4YBCTBUTENBHOCTD (Sn) —
80,0%, ciennuunocts (Sp) - 68,7%) (puc. 6). lllanc
pasBuTHs AabeTa y 9TUX AeTeil yBenmnuuBaercs s 8,8

pas (95%0M 1,66-46,53). [l1151 BBLABIEHN S ieT€l B IIpe-
IMabeTyecKoM COCTOSAHMM ¢ ToMolbio ROC- anannsa
CTaTUCTUYECKI 3HAYVMMOI MOZE/IN He OBIJIO IOy YeHO.

MBI OLIeHM/IV MEeIMaHBI 32 TPOe CYTOK y JieTelt Oe3
HapyLIeHNIT YITIeBOSHOro 06MeHa 11 B IIpeanaberide-
CKOM COCTOSTHUM, ¥ IOy YN, YTO ¥ 8 1 7 6071bHBIX MB,
COOTBETCTBEHHO, Me > 6,2 MMo7Ib/11. TakuM 06paszom,
6oree yeTBepTI 60MBbHBIX MB (25,4%) BeposiTHee BCero
pasoBbioT B 6ygymem M3CII.

Hamu 6b1111 TpoaHaNM3MPOBaHbI Pe3yIbTAThl UC-
C/Ie[lOBAaHNs COCTOSIHIS YITIEBOLHOTO 0OMeHa y poc-
CUIICKUX JieTell ¢ MyKOBUCIMA030M 3a 1993-95 ropsl,
B YaCTHOCTY, KOHLIEHTPALM ITIIOKO3bl I MHCY/INHA
B BEHO3HOJ KpoBM HaTomak. Hopmoit cunTanach KoH-
LeHTpaLusI TTI0KO3BL: 3,3-5,5 MMonb/n (mabz. 5) [21].

3arem, Hab/mI0JaeMble HAMY COBPEMEHHBbIE MAI[MeH-
T ¢ MB B mynbmononorudeckom oraenenun HMMUII,
OBI/IM OLieHEeHbI He TO/BKO 0 HopmaM BO3 1999-2013,
HO U II0 HOpMaM, KOTOpbI€ MCIIONb30Banuch B 1995
(mabn. 6) [38].

[Ipu cpaBHEHUU C ZAaHHBIMU NIPeNCTaBIEHHBIMU
B Ta0/1. 5 3HAYMMOJI pasHMIIBI Y eTell C TUIIePITMKEeMU-
eif momy4eHo He 6p1710. OFHAKO, TTIOKA3aTe/ MHCY/INHA
IIpM HOPMaJIbHOI IJIIOKO3€ U TUIIEPIIMKEMUN Y Ha-
6/I07IaeMbIX HAMY CETOHSA fieTelt ¢ MB Oblin 3HaUMMO
Boie (p < 0,001). Ho npu ouenke nugekca HOMA
B POCIIEKTUBHOM uccnegoBanun 15 (19,2%) mereit
VIMe/IM MHCYIMHOPE3UCTeHTHOCTD. B 1995 1. y 31% me-
Tell KOHIIEHTPALVs MHCY/INHA HaTOLaK OblIa 6/1113Ka
K Hy/M0. B HameM mccnefoBaHUM CeroHA TUIIONH-
CY/IMHEMMS HAaTOILIaK OTMeYaaoch TOMbKO ¥ 1 (1,3%)
pebenka (< 1,9 mxEn/mn) ¢ M3CJI B BospacrTe 6 n1eT.

[Tpy peTpOCHEKTMBHOM aHajM3€e ObIIO OTMEYEHO,
YTO YPOBEHbD I/TIOKO3BI ¥ MHCY/IVHA B BEHO3HO KPOBI
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Ta6bnuua 4

VI3MeHeHUs KOHIeHTPalun
C-nenrtupa B Xofie OparbHOTO
TJII0KO30TO/IEPATHOTO TeCTa

Table 4

Changes in C-peptide concen-
tration during oral glucose
tolerance test

Pucynox 5.

Kpusbie C-nientupa B 3a-
BUCUMMOCTH OT pesyanaTOB
OpPaJIbHOTO ITIOKO30TONEPAHT-
HOro TecTa

Figure 5.

C-peptide curves depending
on the results of the oral
glucose tolerance test
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PucyHox 6.

ROC-kpuBas pasfgenutenbHoi
mopenu «M3CJI - oTcyTcTBME
nuabetar 10 3HAYEHUIO
MenuaHbl rmukKemun mo HMTI
3a 72 yaca.

Figure 6.

ROC-curve of the separating
model “MDDM - no diabetes”
according to the value of the
median glycemia for LMWH
for 72 hours.

Tabnuna 5

CpepHie II0Ka3aTen III0-
KO3bI (MMOJIB/TT) M MHCYTMHA
(MKEq/mim) B 3aBUCHMOCTH
ot tuna rnukemun (Kamnp-
ckas H.10., 1995)

Table 5

Mean glucose (mmol/l) and
insulin (uU/ml) depending
on the type of glycemia
(Kashirskaya N. Yu., 1995)

Tab6numna 6

CpepnHue oKasaTenn I7o-
KO3bI (MMOJIB/TT) M MHCYIMHA
(MKEq/min) B 3aBUCHMOCTM OT
TUIA [TIUKEMUN

Table 6

Mean glucose (mmol/l) and
insulin (uU/ml) depending on
the type of glycemia

Tabnuna 7

CpaBHeHNe NTAI[MEHTOB C MY-
KOBUCLMA030M, Hab/TI0aeMbIX
B 1993-95 rr m 2019-2021 rr.

Table 7

Comparison of patients with
cystic fibrosis observed in
1993-95 and 2019-2021
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ROC Kpusble
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1 - CneuncbryHOCTD
ﬂMaI’OHaJ’IbeIe CermeHTbl, CreHepipoBaHHbIe CBA3AMMW.
KonunyectBo 60bHbIX KouueHTpame FIOKO3bl
mukemnsa . WHcynuH, MKEQ/mn
(a6c¢.) BEHO3HOW KPOBU, MMOJIb/N
Hopmornukemns 55 4,45+0,12 3,93+0,67
TunornukeMmns 4 3,25+0,03 5,20+4,68
T'unepraukemmns 4 6,11+0,28 1,35+£0,79
KonuyectBo 60ibHbIX KoHueHTpauus rmokosbl
Tmukemnsa . WHcynuH, mkEa/mn
(a6c¢.) BEHO3HOWN KPOBU, MMOJb/N
Hopmornukemnsa 65 4,86+0,33 11,57+6,69
T'mnornmukemus - - -
T'unepraukemns 13 6,25+0,56 13,7+5,85
LaHHble 1995T. Haww gHn
T'unornmukemus Ectp Her
T'unonHCcynmMHeMMA HaTOIAK 31% 1,3%
Hopmornukemndeckuii T KpuBO 47% 46%
«VIPVI-Hynb» HAaTOIIAK (TUII MHCYIMHOBON KPUBOIL) 27% -
Hapyienue T071€paHTHOCTY ITIIOKO3bI Y IEBOYEK 47% 18%
Hapymenue yrnesogHoro o6MeHa y Malb4iKOB 57% 20%

OLIeHMBAJICA HATOLIAK, Yepe3 60 u 180 MunyT, mocie
HarpysKu I7II0K03011. bblny monydensl 4 Tuma riamke-
MUYECKUX U MHCYTMHEMIYeCKUX KpuBbIX [21]. B co-
BPEMEHHOJ NIPAKTUKE 3T KPUBbIe He VICIONb3YIOTCA.
ITpu sTOM B Haluell paboTe HaM yJanoCh CPaBHUTD
HEKOTOpPbI€ XapaKTEePUCTUKY COBPEMEHHbIX Ialu-
eHTOB U 6071bHBIX MB peteit B 1993-95 rr. (mabmn. 7).

KnuHnuecknn npunmep

[Mayguent Q. M., HabmogaeTcss B HMUI 3gopoBbs
JeTeil B Te4eHMe 3-X JIeT C AMarHo3oM MykoBucummos
[renoTum: F508del/G542X], meroyHo-Kuime4Has
dopma, cpefHe-TsKeI0€ TedeHNe, MYKOBUCIIML03-
ACCOMMPOBAHHBIN OMPPO3 IedeHN. B Bo3pacTe
10 steT 6611 IIPOBe/EH OpPaIbHBII ITI0KO30TONEPATHBII

Crnepyer OTMETUTD, 4YTO TUIIOMHCYTMHEMMYECKIIT
TUII TIMKEMUYeCKOJl KpUBOIl UMeeT CXO[CTBO C KpU-
Boit npu M3CJI. IIpu cpaBHUTENbHOM aHaNMU3€e Cpefi-
HUX SHa‘{eHVIﬁI HaTOIllaK HE 6I)IHO Honyquo 3Ha‘iI/IMOI‘/‘I
pasHuiel. OGHAKO Ha COBPEMEHHOM 3Tale HaMy ObI1o
OTMEYEHO, YTO Ha 60 MUHYTe UCCIEeNOBaHNA IIOKa3aTe-
IV TTIMKeMUU 3Ha4uTeNnbHo Boiure (p = 0,037).

TEeCT ¥ JMATHOCTUPOBAHO NpennabeTnyeckoe coCTo-
staue (ma6zn. 8). [To HMT MepnaHa I/I0KO3bI MHTEP-
CTULIMATbHOM XMUAKOCTH 3a 3 cyToK Me =7 MMonb/n
[6,2;8,1] (puc. 7). IIpu ouepeHBIX TOCIUTANNZALMAX
B HMMI] 651710 TpOBefieHO IOBTOPHOE MCCTIEOBAHNE

(puc. 8).



ITpu nposegenun OI'TT B 5-Tu TOUKaX OB B3SAT
uHCYMH (mabn. 9). O6paiaer Ha ce6s1 BHMMAaHIeE, 4TO
MHCYIMHOpesucTeHTHOCTD (nugekc HOMA=5,4) Briep-
BbIe 6blTa 06HapyxeHa pu M3CJl. Peskue noxgbeMsl
B IIPOMEXYTOYHbIX TOYKAX ¥ TUIIOMHCY/IMHEMMA HATO-
IjaK OBUIV YCTAHOBJIEHBI yoKe B CTafuu Ipefuabera, 4To

6bII0 pacLieHeHO KaK IPENIIOChUIKY PasBUTHSI JAHHOTO
cocrostHus (puc. 9).

B jaHHOM K/IMHMYeCKOM IIpYIMepe OKa3aHo, KaK Ipy
KOMIIIEKCHOM 006¢/IeloBaHmy peGeHKa ¢ MyKOBYUCLIUO-
30M MyKOBMCLIVJI03—aCCOLMMPOBaHHbII (3aBICUMBII) ca-
XapHBII fuabet ObIT 3a0f{03peH Ha CTafuy npepuabera.

Mmukemuns (Mmonb/n)

Bospacr Hatowak Yepes 30 MuH Yepes 60 MuH Yepes 90 MuH Yepes 120 muH
(1 Touka) (2 Touka) (3 Touka) (4 Touka) (5 Touka)
10 nmet 4,45 14,49 13,22 4,8 4,85
11 et 5,23 12,06 14,22 10,45 5,3
11 yteT 6 Mec 6,75 15,64 16,47 14,19 13,17

gk
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Harowak Yepes 30 MuH Yepes 60 muH Yepes 90 muH Yepes 120 muH
10 net 9,52 107,3 123,1 33,59 39,16
11 net 1,25 1,46 118 8,27 4,15
11 net 6 mec 17,95 60,66 58,85 40,62 24,11
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Ta6nuua 8

PeSy)’II)TaTbI IMTUKeMUn Hp]/[
OpaJIbHOM ITIIOKO30TOJ/IEPAHT-
HOM TecCTe

y MnmanmueHTa B paSHbIe rocnm-
Tanmi3augumn

Table 8

Glycemic results in an oral
glucose tolerance test in

a patient in different hospital-
izations

Pucynox 7.
HenpepbIBHBIII MOHUTOPUHT
TIMKeMWY B TeYeHMeE 3-X
cyrok y manuenra Q.M.

Figure 7.

Continuous monitoring of gly-
cemia over a period of 3 days
in patient Q.M.

Pucynox 8.
I[I/[HaMI/[Ka TINKEMUYECKUX
KpuBbIX manueHTa mo OI'TT

Figure 8.

Dynamics of the patient’s
glycemic curves according
to OGTT

Ta6nuua 9

ITokasarenu MHCYNIMHa BO
Bpems nposefgerns OI'TT

Yy mani€HTa B pa3HbI€ TOCIIN-
Tann3anun

Table 9

Insulin levels during OGTT in
a patient in different hospital-
izations

Pucynox 9.

JlV[HaMI/[Ka MHCYyIMHEMNYE-
CKMX KPUBbBIX ITIALIVIEHTA II0
OI'TT

Figure 9.

Dynamics of the patient’s
insulinemic curves according
to OGTT
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BbiBogbl

CoBpeMeHHBIe IeT! C MyKOBUCLIM/I030M OTIMYAIOTCA ~ MYKOBMCIM03-aCCOLMMPOBAHHOTO (3aBMCUMOTO)
OT CBOMX CBEPCTHVKOB B JIyYIIYI0 CTOPOHY IIO COCTO-  CaXapHOro auabera. Ba)kHO cBOeBpeMeHHO JjMarHo-
SIHUIO YI/IeBOSHOTO o6MeHa. PepMeHTOTepanus Bbl-  CTUPOBATH HAPYLIEHNS YITIEBOGHOTO OOMeHa Ha IIpe-
COKOAKTUBHBIMU MTaHKPeAaTVHAMI B BUfje MUHU-MU- [UaOETNIeCKOIl CTafuNL.
Kkpocdep, afeKkBaTHas HYTPUTUBHAs MOJHEPIKKa TpapuoHHbI OpaNbHbII ITTIOKO30TOTePaHTHBIN
U fo6aB/IeHMe B PAL[OH JOIIOTHUTEIBHOTO BEICOKO- TECT He JjaeT IIOMHON KapTUHbBI COCTOSAHNUA YITIEBOX-
KaJIOpPUITHOTO /Ie4e6HOrO0 MMTaHMA JAI0T BOSMOXKHOCTb ~ HOTO 06MeHa y 60/IbHBIX MyKOBUCLIMI030M. IToaTomy
CerofjHs;A MalyMeHTaM ¢ MYKOBMCIV/IO30M JUIUTE/IPHO  HeO0OXOAMMO IIPOBOAUTD KOMIIJIEKCHOE 00CTIefjoBaHe,
YHepKMBATh XOPOIINIT HYyTPUTUBHBIN CTATyC M MMHN-  BK/TIOYAOIIee HeIIPEePBHIBHBIN MOHITOPWHT ITTIOKO3BI.
MU3HMPOBATh HAPYLIEHNS YITIEBOFHOTO OOMeHa. 3HaueHMe MeJMAHBI [0 HEIPEPHIBHOMY MOHUTO-
Heo6x08MMO YIUTHIBATh, YTO HAPYLUIEHNU yI/Ie- PHUHIY ITIIOKO3BI BbIlle 6,42 MMOJIb/I SIB/ISIETCS TIpe-
BOJZHOTO OOMeHa y ieTell ¢ MyKOBUCI{MIO30M Ha CO- IMKTOPOM BO3MO>KHOT'O Pa3BUTUs MYKOBUCIL[MIO3 —
BPEMEHHOM 9Talle MOTYT BCTpedaTbCA B 60Jiee paH-  acCOLMMPOBAHHOTO (3aBUCUMOT0) CaXapHOTo AnabeTa
HeM Bo3spacTe, Myajie 10 jieT, BIVIOTH [0 pa3BUTKUA B OyAylieM y pe6eHKa ¢ MyKOBUCIIJ030M.
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