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MykoBMCLUMAO3 N CAaXapHbIX Anaber

B.A. Camosinenxo, I.10. babagxaHoBa,

A.B. Haropubin, C.A. KpacoBckni

B HacTosiLee BpeMs MykoBucumaos (MB) Beilwen 3a npenensl cyrybo neguatpuyeckoi cdepbl U npeepaTuics us dpatanib-
HOro 3a6osieBaHMs AETCKOro BO3pacTa B XPOHNYECKYIO MATONOMMIO y B3POCbiXx. OCOHOEHHOCTLIO BEAEHWSI B3POCIIbIX MALMEH-
TO0B ¢ MB 9iBnsetcs npodunaktnka, CBOEBPEMEHHASA AMArHOCTUKA U NIeYEHME OCNIOXHEHUI MB, Tak Kak ux 4yactoTta y aTux
60/1bHbIX 3HAYNTENILHO BO3pacTaeT. B coBpeMeHHo nuTepaType HefoCTaTo4YHO OCBELLEeHbl BOMPOCH! AMarHOCTUKN U NaTo-
reHesa caxapHoro anabeta y 60nbHbix MB, a Takke He M3yyYeHa ero posib B MPOrHO3e 1 Te4YeHMM OCHOBHOrO 3a60neBaHus.
B cTtatbe paccmartpumBaloTCs BOMPOChI ANAarHOCTMKM, NaTOreHesa, KIMHUYECKOW KapTUHbI 1 TEpanuu MyKOBUCLIMA0303aBu-

CUMOIro caxapHoro nunabeTa.

KnioueBble cnoBa: MykOoBUCLMA03, MyKOB/MCLMA0303aBUCUMBIN CaxapHbIi AnabeT.

MykoBucunpos (MB) npenctaBnseTr coboil cucTeMHoe
MyfbTMOPraHHOe 3ab0neBaHne HACNEeACTBEHHOrO XxapakTepa,
MMelOLLLEe B CBOEN OCHOBE MOPaXKEHUE SK30KPUHHBIX Xene3
opranuama [1-3]. MykoBucLmMa03 (B @HMOA3bIYHOW UTepaTy-
pe - cystic fibrosis) - reHeTn4eckn LETEPMUHMPOBAHHOE ayTO-
COMHO-peLieccuBHoe 3abonesaHue. Cuntaetcs, 4To 2,6-3,6%
B3POC/Oro HaCeNeHUs NaaHeTbl ABASIOTCS reTepO3UroTHLIMU
HocuTenamu reqa MB [4].

B HacToswee Bpems MB npespaTuncs ns datanbHoro 3a-
60eBaHNa LETCKOro BO3pacTa B XPOHWYECKYID MaTONOrMi0
B3POCHbIX. YBENMUMBAIOWANACA MPOLOIKUTENBHOCT XU3HU
3TUX 6ONbHBLIX CTABMT HOBLIE TEPANEBTMYECKNE 3aa4m NePEL,
KNMHMUMCTOM. OCOBEHHOCTBIO BELIEHNSI B3POCbIX NALMEHTOB
¢ MB aBnsieTcst npodunakTmka, CBOEBPEMEHHASA ANArHOCTNKA
1 NleYeHne 0CnoxHeHnn MB, Tak Kak 1x 4acToTa 3Ha4UTENbHO
yBennymeaeTcs [5]. B cOBpeMeHHOM nuTepaType HegocTaTou-
HO OCBeELLEHbl BOMPOCHI AYAarHOCTUKM 1 NAaTOreHesa caxapHo-
ro guabeta (C1) y 60nbHbIx MB, a Takxe He n3y4eHa ero posb
B MPOrHO3€ 1 TEYEHUN OCHOBHOI0 3a00NEeBaHNS.

PacnpocTtpaHeHHocTb CAl npu MB

3a pybexom paseutue CL, y 60nbHbIX MB akTMBHO 13yya-
etca nocnegHue 30 net. Yactotra CL npu MB, no AaHHbIM
pasHbIX aBTOPOB, konednetcs ot 2,5 0o 32%, yBenmunBasch
NponopLMOHanbHO Bo3pacTy 60MbHbIX [6, 7]. Tak, N0 AaHHbIM
B.R. Ali, CL1 pa3emBaetcs y 15% 6onbHbix MB, npryem cpeau
60onbHbIX cTape 30 net ata undpa gocturaet 50% [8].
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Mo JaHHBIM OTEYECTBEHHLIX YYEHbIX, HapyLleHue Tone-
paHTHOCTM K rntoko3e (HTT) BcTpevaetcs y 50-75% 6G0onbHbIX
MB, a knuHnuecku CO manndectupyety 5-15% [9, 10].

B 2006 r. B Poccuiickom LeHTpe MykoBucumaosa HTT Boisie-
neHo y 53% 60onbHbIX (B BO3pacTe oT 2 Mec Ao 18 neT), a nHey-
nnHo3aBucKmbli CL, (MyKOBUCLMA0303aBMCUMBINA TUM) KaK Ma-
HudecTHas Gopma 3HAOKPUHHOMO NOPAXKEHNS NOLKENYN0YHON
xenesbl (IMK) -y 1% [11]. HecmoTpsi Ha xopoLLee BCackiBaHWe
yrneBoaoB y 60/bHbIX MB, MeTabonn3m y HX MOXET ObITb Ha-
PYLLEH BMAOTb A0 Pa3BMTUS B CTapLueM Bo3dpacte C[, [12].

MecTo C[, npu MB

B o0Len knaccudurkauum HapyLeHUi

yrnesogHoro oOmMeHa

MexaHu3Mbl HapyLleHuid yrnesogHoro obmena (HYO) npu
MB CyLLeCTBEHHO OTAMYAIOTCA OT MATOrEHETUYECKUX Mexa-
HnamoB C[] 1-ro n 2-ro Tuna.

Mo knaccudukaumm BO3 ot 1985 . CL npn MB 0603Ha-
yancs kak “apyroii Tun guaderta, CBA3aHHbIV C OnpeeneHHbI-
MU COCTOSIHUAMY 1 cunapomamin” [13]. Mog, “onpeneneHHbIMU
COCTOSIHUSIMWU 1 CMHAPOMaMn” MNOHUMANNCh FEHETUYECKMNE
CVHOPOMbI: HACNEACTBEHHbIE HEPBHO-MbILLIEYHbIE 3ab0neBa-
HUS, cuHapoM Bonbdpama, nunoatpoduryecknii onabeT, CUH-
npom JlopeHca-MyHa-Bbuana, MB v gp.

CornacHo nocnegHen OenCTBYOWER knaccudukaumm
BO3 no CA ot 1999 r. CA npn MB knaccnduumpyetcs kak
“opyrue Tvnbl CL, 06ycnoBneHHble 6ONE3HbI0 3K30KPUHHON
yacTu MX” Hapagy € TakMMK COCTOSIHUSIMU, Kak NaHKpeaTuT,
TpaBMma,/naHKpeaTakToMUs, Heoniasmmn, remoxpomaTos, Gub-
pokanbkynesHasa naHkpearonatums [14].

Pasnunyne atux AByx knaccuurkaLlmnii CocTouT B TOM, YTO B
nepsoit (1985 r.) CZL npu MB paccMaTpuBaeTcst Kak MyNibTU-
dakTopHOe 3a60neBaHNe, BO3MOXHO, C CONPSKEHHLIMYU reHe-
TUYECKMMU HAPYLUEHWSIMU, @ BO BTOPOW — Kak CNefACTBUE Tex
OpraHHbIX MOPaXeHW, KOTOPble BO3HMKAOT Npy MB kak camo-
CTOSITE/IbHOW HO30JI0TUN.

HekoTopsle aBTopbl ans 0603HaveHns HYO npu MB npeg-
nlaralT MCNonb30BaTb TEPMUH “MYKOBUCLMO0303aBUCHMBIN



CL” (M3CL) [12, 15]. B nuTepaType Takxke BCTpe4yaeTcs Tep-
MUH “CL, 3-ro Tvna” ana o6o3HaveHns naHkpeatoreHHoro CA,
B TOM yucne npy MB [16].

Takum 06pa3om, GONLLIMHCTBO aBTOPOB COMMAAPHbLI B
Tom, yTo C[l, passuBatomiica Ha doHe natonorum MX npu
MB, oTHocuTcs K ocobomy Tuny C/.

Ha npaktuke M3CJ, anarHocTupyiot peako [16]. BonbHbim
CTaBAT HenpaBWibHbIN anarHo3 CL 1-ro wnm 2-ro tuna.
B 9TOM OTHOLWEHUM noKa3aTeNlbHbIMU SBASIOTCS PEe3y/bTaThl
ncenepoaHus N. Ewald et al. [17]. ABTopbl o6cnegosanu
1922 60nbHbIX CL1, y 157 (8,2%) 13 HUX BblN yCTAHOBNEH Ana-
rHo3 “C 3-ro tuna”. Cpeau a1unx 60nbHbIX Yy 120 nauneHToB
MMeN MeCTO XPOHWUYECKMIA NaHkpeaTuT, y 12 — remoxpomaTos,
y 14 - pak K, y 7 — MB. Tonbko B 45,8% cnyyaes gnarHo3 C/i
3-ro T1na 6bii NOCTaBMIEH NPABUIILHO ELLLE A0 NOCTYMIEHNS B
KnuHuky. B 43,3% cnydaeB 60nbHeIM CJl, 3-ro Trna nepBoHa-
yanbHo cTasunu guarHo3 C 2-ro Tvna, B 6,7% - anardo3 C/i
1-ro Tvna, a'y 4,2% 60nbHbIX 80 06CcneaoBaHus B KanMHuke CL,
B0OOLLE He OblN AMArHOCTUPOBAH. TO CBUAETENLCTBYET O
TOM, 4TO Gonee Yem y nonoBuHbI nauneHToB ¢ CA 3-ro Tuna,
T.e. ¢ C[l, passuBLuMMCS BCneacTeme natonorum MXX, Bpaym He
obpallany BHAMaHUS Ha OCHOBHOE 3ab0neBaHue, a neyeHne
NPOBOAUAN TONbKO MO MOBOAY rMMAEPTNKEMUN (BO3OENCTBO-
BaM Ha CNEACTBUE, @ HE HA MPUYKHY).

B 3apy6exHoin nuTepaTtype BCTPEYaIoTCS CXOXME AaHHbIE.
K. Mohan et al. 6bi510 Noka3aHo, YTO NepopasibHbIl FMOKO30TO-
nepanTHbI TecT (MITT) n nocnegoBaTenbHOE NOYacoOBOE Ce-
PUIAHOE N3MEPEHNE YPOBHS MI0KO3bl B HECKOJIbKMX TOUKaX /1S
nmarHoctkn HYO mcnonb3oBanmch Tosbko B 30% crnyyvaes y
[laHHOI KaTeropun 60nbHbIX [18]. AHanornyHble JaHHbIE eCTb
1 B 6onee paHHMX MCToYHuKax [19].

leHeTuyeckas ocHoBa passutusa C[ npy MB

S.M. Blackman et al. 66510 NpoBeAeHO UCcnenoBaHne
HacnencTBeHHbIX GakTopoB y 6U3HELOB 1 CMBCOB, KOTOPOE
NOATBEPXAAET BOBJEYEHHOCTb FEHETUYECKMX MEXAHN3MOB B
pa3BuTME AAHHOMO BuAa ocnoxHenuin MB [20]. Ha ocHoBa-
HUn obcnepoBaHnsa 998 6osbHbIX MB ¢ cemeliHbiM aHamHe-
30m C[] 2-ro Tmna aBTOPbI BbISIBUIN FEH NPeapacnoNoXeHHO-
ctn kK passututo CL, 2-ro tuna. Mm okasancs transcription
factor 7-like 2 (TCF7L2). Hannune cemeliHoro aHamHesa C/j
2-ro TMna nosbllwano puck passutus CL, B nocnenyowyx no-
koneHusix 6onbHbIX MB (p = 0,0009). T-annens aToro reHa fo-
CTOBEPHO accoummnpoBancst ¢ puckom passutua CL, B uccne-
[IOBaHMN CEMENHbLIX cnyyaeB (cnyvai—koHTpons; p = 0,0002),
npuvyemM B MCCNegoBaHnn cemenHoro aHamHesa reH TCF7L2
nosebiwan puck passutus CL s 3 pasa (p = 0,0006) n cHuxan
CpeaHuiA BO3pacT ycTaHoBNeHus anardo3a CL oo 7 net. Ta-
KM 006pa3oM, aBTOPbI 3aKOYMM, YTO FreHeTuYeckas npes-
pacnofioXeHHOCTb UrpaeT BaXHYIO pPoJib B ONpeaeneHny pu-
cka pa3suTtna CLl 'y 60nbHbIX MB.

B pabortax gpyrnx aBTOPOB Takke €CTb COO0OLLeHUs O
cBsA3u nonnmopduama reHa TCF7L2 ¢ npeapacnonoxeHHoc-
Thto K passuTmio C, y 6onbHbix MB [21]. D. Bodhini et al.
yTOuHMM BUA nonumopduama reqa TCF7L2, Hanbonee Tec-
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Ho accouunpylowmiica ¢ Cl, — T-annenb nonmmopduamos
rs12255372(G/T) n rs7903146(C/T) [22].

MNaTtorenes CA npu MB

B ocHoBe pa3suTtuss M3CL, nexuT HapyLLueHne CTPYKTYpbI
0CTPOBKOB JlaHrepraHca K, Bo3HukatoLlee 3a cyeT prubposa
1 XXMPOBOr0 NepepoxaeHus xenesol [23]. Kpome Toro, K yxya-
LUEeHUIO yrneBoaHoro obmeHa npu MB MOryT NprMBOAMTL BbICO-
Kve [03bl NPeJHN30JI0Ha, B YAaCTV CNy4aeB UCMONb3yeMbIe AN1S
neyenuns 3abonesaHus. BbiCOkoKanopuiitHoe nuTaHve, peko-
MEeHOyeMOe MauMeHTaM, TakkKe MOXEeT YXyALWaTb COCTOsiHWE
yrneeogHoro obmeHa [20, 24].

MpumeyatenbHo T0, 4To CJZl pa3BMBaeTCA Mo3xe, 4em
BHELUHECEKPETOPHAa HepgocTaTovHocTb K. 3T1oT dakT He
Hallen OKOHYaTenbHOro 06bSCHEHWS. MexaHu3m OTHOCK-
TENbHOW COXPAHHOCTN 3HAOKPUHHBIX KNIETOK MO CPABHEHMIO C
OECTPYKUMER 9K30KPUHHOM napeHxmumMbl npu MB HesiceH, HO
MOXET ObITb CBSI3aH C NPEVMYLLECTBEHHbLIM YBETMYEHNEM VH-
[eKca anonTo3a aumyHapHbIX KIETOK MO CPABHEHMIO C OCTPOB-
KOBbIMU KneTkamu. BeposaTHO, 3TO npoucxoauTt 13-3a Toro,
4TO NocneaHve 061afalT MeXaHN3MOM BIOKMPOBAHUS anon-
To3a [25].

Moxoxwue AaHHbIe eCTb 1 B APYrMX NCTOYHMKAX NUTepaTty-
pbl. B.R. Ali B ocHoBe naTtoreHe3a C npyu MB oTMe4aeT CHu-
XeHne macchl B-knetok MX BCNeacTsre MOBBILLEHHOMO WX
anonTo3sa [8]. 910 CBA3aHO C HapyLIeHneM TpaHcnopTa n3me-
HEHHOI CTPyKTypbl 6enka CFTR, koTopbIii NoaBepraeTcs fe-
rpagaumu B SHAOMNNA3MATUHECKOM PETUKYNTyME KJEeTOK OCT-
POBKOB. BepoaTHO, HopmanbHas cTpykTypa 6enka CFTR sBns-
€TCS BaXHbIM (PAKTOPOM aHTUAMOMNTUYECKON 3aLLmnThl B-Kne-
Tok. CTepuyeckm WU3MEHEeHHbIn 6enok C HEernosHOLEHHO
OYHKLUMOHMPYIOWMMUN  HYKNEOTUACBA3bIBAOLLMMY JOMEHAMU
Ha MeMOpaHe B-KneTkv BIUSET Ha TPAHCASLMIO NpoanonTuye-
CKOro CUrHana, Bbl3biBasi MOBbILLEHHYIO rMbenb (3-KNeTok.

O 3Ha4YeHWn NOCTENEHHOrO Pa3BuTuS gedrunTa MHCYIMHa
N MHCYNIMHOPE3UCTEHTHOCTY Y 60/bHLIX MB 1 C[1, cBraeTens-
cTBYIOT AaHHble L. Dobson et al. [26]. OpHako OTHOCUMTENBHO
WHCY/IMHOPE3UCTEHTHOCTY Y 3TOI KaTeropym 60/bHbIX aHHbIE
nUTEPaTypbl AOCTATOYHO MPOTMBOPEUMBLI. [TOMUMO CHUXEH-
HOIM OMmMcaHbl Cinyyan HOPMasbHOM M Aaxe MOBbLILLEHHON YyB-
CTBUTENILHOCTU K UHCYNUHY [27-29]. 3Tn pe3ynbTaTbl MOryT
ObITb CBSI3aHbI C 1CMOb30BAHMEM Pa3NYHbIX 1abopPaTOPHbIX
METOAOB OMPeAeneHns YyBCTBUTENBHOCTU K MHCYANHY 1 OT-
CYTCTBMEM COMOCTABMMOCTU MALMEHTOB B 3TUX KOFOPTHBIX UC-
cnepoBaHusx [26].

MHorvie aBTopbl yKa3biBalOT Ha Hannyme 6onee BblpaxeH-
HbIX M3MEHEHWI y 60/1bHbIX MB € KMHUYECKUMUN NPOSIBNEHNS -
My CL, 4em y 60nbHbIx 6€3 C/l. Bbino 06HapyxeHo, Y4To npu
XPOHMYECKOM MaHkpeaTuTe y nauneHToB 6e3 MB Takxe nme-
€TCS CHVXEHME KONMYeCTBa OCTPOBKOBLIX 3-kneTok. 310 no3-
BONSIET NPEAnoONOXNTb MOEHTUYHOCTb U3MeHeHuii B MX npu
MB 1 XpOHMYeCcKOM naHkpeaTuTe: GrbpPO3MpPOBaHME OCTPOB-
KOB, VX MPOHW3bIBAHWE CKNEPOTUHECKUMU TKAHAMU MOXET
NPUBOAMTD K IOKASIbHOMY HapyLLIEHWIO LMPKYASumMmn 1 anodoy-
3um rmioko3sl [30, 31].
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Mpennonaraetcs, 4yto M3C/, n3HavanbHO SBNSETCS UHCY-
JIMHOMEHNYECKM COCTOSIHVEM U XapakTepu3yeTcs HapyLue-
H/EeM CeKpeuun MHCYNMHa BCNeACTBME HeOO0CTaTO4HOCTU
B-kneTok, npryem HapyLueHve GYHKLMN B-KNEeTOK BO3HUKAET
3310710 10 NOCTAHOBKM AnarHo3a C, u nporpeccupyoLLe Ha-
pacTaet [32-35].

Y NaumeHToB C KNACCU4ECKUM MHCYNUHO3aBncuMblim CL
rMNEPrNKEMUST HUKOFAA HE Pa3BUBAETCS, NMOKa KOMMYECTBO
HOpMarbHbIX B-KNeTok He cHuanTest MmeHee 10% [36]. OpgHako
OCTaEeTCs HESICHLIM BOMPOC, MOYEMY He y Bcex 60MbHbIX MB
passuBaetcs C 1 noyemy OH MOXET BO3HMKATb Y AETEN PaH-
Hero Bo3pacTa, MNPaKTUYECKM eLle A0 TOro, Kak pa3Buncs Ts-
Xenoii Gpubpos Tkauu MXK. Opyrumun cnosamu, OTCYTCTBYeT
3aBMCMMOCTb CTeneHn Grubposa 0CTPOBKOBLIX kneTok oT HTI
[23, 37]. Bo3MOXHbIM 06BSCHEHMEM MOXET BbiTb coueTaHue
MB v CL, He cBszaHHOro ¢ MB, T.e. camocTosiTENBHOMO 3a00-
nesaHus. Takol cnyyai 6bin onucad B 1986 r. H.M. Rodman
et al.: y peberka passuncs CL, Ha 12 neT paHblue, 4eMm Obln yc-
TaHoBneH amarHo3 MB [38].

Hapsioy ¢ ¢nbposvposaHnem Tkanu MX gpyrum dakto-
pPOM, UrpaioLwyM BaxHyt ponb B natoreHe3e M3C[, moxeT
OblTb YBENMYEHME KONMYECTBa O-KNETOK, BblpabaTbiBaOLLMX
comartocTaTtvH. Ecnn geicTeme nHCynmMHa HanpaBneHo Ha CHU-
XEHME KOHLEHTPALIMN [TIOKO3bl B KPOBW, TO COMATOCTATUH Bbl-
nosiHAeT 00paTHy0 GYHKLMIO, NMOBLILIAS YPOBEHb IMIOKO3bI Ye-
pe3 aKTUBaLIO NPOLLECCOB MIOKOHEOreHe3a 1 IMMKOreHoAm3a.
Taknm 06pa3oM, yBenimyeHne KoM4YecTsa d-kKneTok 0CTPOBKOB,
BbiiBNsieMoe npu MB, MOXeT BANSTb Ha MHCYIMHOBbIN U IOKa-
roHoOBbI GanaHc. Mpu cnaboBbipaxeHHON B-KNeTo4HON auc-
(YHKLMM NOBbILLEHHAs BbIpaboTka COMATOCTaTUHA MOXET WH-
rmérpoBaTh CEKPELMIO rokaroHa 1 NoaaepXmnBaTh HEN3MEH-
HbIM FOMEOCTa3 MI0KO3bl. B mocneayioLem npy nporpeccupo-
BaHWUM B-KNETOYHOM AEeCTPYKLUMM STOT BanaHc HapyLlaeTcs, 1
MHCynuHoneHus npueoaut kK HTT [35, 39].

Y 60nbHbIX MB 6a3anbHas MHCYIMHOBAs CEKPELIMSt MOXET
He N3MEHSTLCS, YTO MOATBEPXKAAETCS HOPMAbHbIM COAEPXA-
Hyem C-nenTraa HaToLlak, Ho MHCYIMHOBBIV OTBET HA PA3NnY-
Hble CTUMYNATOpbl HapylweH [40]. MNMocne nepopanbHOW Ha-
rPy3KU FOKO30/ KOHUEHTpaummn nHcynmHa u C-nentuga oo-
CTUraloT MaKCUMasbHbIX 3HaYEeHW TONbKO Ha 60—120-1 MuHy-
Te, B TO Bpems kak B HOpMme 3To npoucxoput Ha 30-60-i
MuHyTe. BMmecTe ¢ TeM nnowiaib nog, MHCYNMHOBOW KPUBOIA
(MK NOSHBIA UHCYNIMHOBLIV OTBET) TakXe YMeHbLUeHa. Hapy-
LLIEHWE NHCYIMHOBOrO OTBETA HAbMOAAETCS U NPU BHYTPUBEH-
HOM BBE[EHUN [MOKO3bl U APYrMxX CTUMYNsTopoB [36, 39, 41].

basanbHas rnokaroHoBas cekpeLysi 00blHHO HOpMarbHast
VAN CHUXEHHAS, OOHAKO MWK MTI0KArOHOBOMO OTBETA HA UHCY-
JIMHVHAYLIMPOBAHHYIO rMNornukeMuio HapyleH [31, 42]. B Hop-
Me aprHiH CTUMYAMPYET CEKPELMIO MHCYIMHA W [oKaroHa.
Y 6onbHbIX MB 0TMe4aeTcs CHUXeHVe oTBeTa 0601X rOpMOHOB
Ha BBeAeHue apruHuHa [31, 41]. 3Tn HapyLweHUs NHCYMHOBOM
1 TTIIOKarOHOBOW CEeKpPEeLMn TECHO KOPPEMPYIOT C HaNMyYnem
9K30KPWHHOW HELOCTATOYHOCTW, 0BYCNOBNEHHOW NOBBILLEHHOMN
KOHLIeHTpaumen ammnnasael B TkaHu XK, n nogreepxaatoT rmno-
Tesy, 4TO AECTPYKTMBHbIE MpoLecchl BHYTPM MK oTBEYaIOT 3a
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HapyleHne meTabonmama roko3bl [43, 44]. Penko, HO MoryT
BOBNEKaTbCA U Apyrne reHetnyeckne daktopsl. M.E. Geffner
et al. B 1988 r. onvcanu runeprHCynMHEMIIO, TMNEePrioKaroHe-
MUIO U HEYYBCTBUTENIbHOCTb K UHCY/IMHY Y GONIbHOrO C NErkum
TeyeHreM MB 1 oxupeHveMm, y KOTOpOro poauTenun cTpaganv
OXMPEHUEM U rnepuHcynuHemuei [39].

Bonee coBpemeHHble faHHble 3apybexHbIX aBTOPOB Noka-
3anu, 4To kaTeropusa naumeHToB ¢ MB n C/I xapaktepuayeTcs
HapyLUIEHVEM CEKPeLMN WHCYNWHA, MoKaroHa, HOPMasbHOM
YYBCTBUTENbHOCTBIO K MHCY/IMHY Y MOBLILLEHHBIM KIIMPEHCOM
NHCyNunHa [45].

[OuarHocTuka HapyLieHuii

yrneBogHoro oomeHa npu MB

KnuHnyeckne npossnenns M3CLL cxo4Hbl C CMMATOMaMM,
xapaktepuaytowmmn CL 1-ro Trna [46]. Mogo3perne Ha CL
BO3HUKAET Mpu NosiBfeHUn y nauyerta ¢ MB noavguncum un
nosnmypun, a TaKkxe Npv NoTepe Macchl Tena, Ho AMarHo3 cTa-
BMTCS Ha OCHOBaHWW MMMEPINKEMUN. B HEKOTOPBIX Clydasx
CL, MOXET HOCUTb TPAH3UTOPHBIV XapakTep U MPOSIBASTLCS B
nepvof 060CTPeHNsI BOCMAUTENIbHOMO npolecca, Ha GoHe
npuema npesHn3ooHa unm Bo Bpems 6epemeHHocTn [47, 48].

H. White et al. coobLuaioT 0 Tom, 4To Anst 6onbHbIX MB 1 C/L
XapakTepHO YMEHbLLIEHUE OMpPeaeeHHbIX aHTPONOMETPUYEC-
KNX nokasaTenen (macca Tena, MHaekc Maccol Tena). Kak npa-
B0, 3TO LA MOHWUXKEHHOT O MUTAHUS, BHELLHE OONbLLIE NOXO-
Xue Ha 6onbHbix CL, 1-ro Trna [49].

Tak kak No Mepe TeyeHnst 3aboNeBaHNs BEPOSTHOCTL pas-
BuTMa HYO Bo3pacTaeT, BCeM nauyeHTamM B BO3pacTe cTaplie
10 neT pekoMeHayeTcs NPOBOANTL EXEroAHOE NccnenoBaHme
yrneBogHoro oémeHa co ctaHgaptHeiM MITT [15, 50, 51].

O TOM, yTO Mp MB pa3BuBaeTCcs 0cobbLIN TUN AnabeTa,
cBUAETENbCTBYIOT AaHHble A. Godbout et al. [52]. Mpu aHanm-
3€ IMarHoCTUYECKMX NOAXOA0B A5t BbisiBneHust CL, y 60NbHbIX
MB aBTOpbI 06HAPYXMAK, 4TO B OTANYME OT TakoBoro npu C/L
1-ro TMna ypoBeHb MMMKUPOBAHHOrO remornoduHa (HbA1c)
npu MB He KoppenvpyeT ¢ YPOBHEM [I0KO3bl M1a3Mbl, NO3TO-
My HOPMaJbHbIV YypoBeHb HDATC He fBNSETCS MHTErpanbHbIM
nokasaTefieM yPOBHS MUKEMUU, @ 3HAYNT, HE NCKITIOHAET PUCK
pa3BuTua ocnoxHeHuii CLly 6onbHbix MB. MpuynHa aT0ro He-
[LOCTaTO4HO ficHa 1 TPeBYeT AanbHENLLEro N3y4eHus.

Mpu M3CL ypoBeHb MUKEMUM MOXET KonebaTbCst OT HOp-
MOIIMKEMUM HATOLLAK 1 HOPMaJTbHbIX 3HAYEHWIA NOCTNPaHAK-
aNbHOW IMMKeMUM [0 Pa3fIYHOI CTEMNEHM Kak TOLLAKOBOWA, TakK
1 NpaHananbHOM runeprankemunmn [26].

MopyepknBas BaXHOCTb paHHer gmarHoctukm HYO vy
6onbHbiX MB, S. Lanng et al. [53] u C.E. Milla et al. [34] oTme-
4aloT, 4TO AePUUNT MHCYNMHA BOSHUKAET paHblue, 4em MITT
noseonsert anarHoctmposate CA. Xota MNITT asnsetca gna-
FHOCTUYECKMM METOAOM, C MOMOLLBK KOTOPOro ONpeaensioT
HeoOX0AMMOCTb MHCYIMHOTEPANUK, Y JAHHON KaTeropum na-
LMEHTOB TakxXe CNnepyeT yyuTbiBaTb YPOBEHb kaTabonvama
6ENKOB 1 XMPOBOI 0OMEH.

MexayHapoaHbIMM LeHTpaMmn Bbinn 0f00peHbl pasnuy-
Hble cTpaTterun guarHoctnkn CL y 60nbHbIXx MB: n3mepeHve



TOLL,AKOBOW, MOCTNPaHAuanbHON rnukemun, ypoBHs HbA1c,
MITT. B CLUA B ocHoBHOM umcnonbaytotest MITT u nsmepeHve
yposHs HbA1c [54]. B BenukobputaHum npumeHenve MITT
ono6peHo y nauyeHToB ctaplue 12 net [55]. MHorue nceneno-
BaTeNbCKME LeHTPbl BenmkobputaHum ncnonb3yoT noYacoBoe
CepuiHoe N3MepeHve YPOoBHS MIOKO3bl 415 BbISIBIEHVS [EKOM-
NEeHCMPOBAHHON runepravkemun nocne egpl (>11,1 Mmons/n).
B 60nblWINHCTBE UCCNENOBAHWIA BLISBEHO, 4TO Npu MB Hau-
60/1ee BbICOKME 3HAYEHUS IIMKEMUM OTMEYAIOTCS MOCE YXK-
Ha, NO3TOMY U3MEHeHMe NOCTNPaHaVanbHOM MMKeMUN Yepes
1-2 4 nocne Be4epHEro NpuemMa nuLLM MOXET CNYyXUTb XOPO-
UMM AYArHOCTUYECKUM MHCTPYMEHTOM.

Mokasatenn HbA1c yctynatoT no yysctautensHocTn MITT
[33, 35, 50]. 310 MOXET ObITb CBS3@HO C TEM, YTO BPEMS XN3-
HV 3PUTPOLIMTOB (B TOM YMCIE HECYLLUMX MMKMPOBAHHBINA FEMO-
rno6uH) y 60bHbIX MB MeHbLLE 3 MeC, MO3TOMY Npu OAMHAKO-
BbIX 3HaueHusax rnvkemun npu CL 6e3 MB 1 M3C/, ypoBeHb
HbA1c y 6onbHoro M3C/, 6ynet Huxe [56]. HecmoTps Ha OT-
CYTCTBME YETKON KOPPENSLMUM YPOBHS MINKEMUMN U HTErPasib-
Horo ee nokasatens — HbA1c, tect Ha HbA1c no3sonset 3ano-
no3puTb HYO y 6onbHbIX MB.

OcnoxHenus CA4 npu MB

Y nauveHtoB ¢ MB MOryt paseuBaTbCsi Knaccuyeckue
ocnoxHeHus CL1 (anabeTtnyeckas HedponaTus, peTrHonarus,
nonvHeBponaTtus). BcE yalue B iMTepaTtype BCTPeyaloTcs onu-
CaHWs MUKPOCOCYAMCTBLIX OCNOXHEHWIA, Bonee XxapakTepHbIX
ona C[ B otcytctBre MB [26].

Jleyenune CA npu MB

HecmoTps Ha To 4to M3C/, — nonnaTtmnonornyHoe 3abone-
BaHWe, OCHOBHOI Npobnemoit, TpebyioLLel TepaneBTUIecKoin
Koppekuuu, aBnsetcs abConoTHas UM OTHOCUTENbHAS HELO-
CTaTOYHOCTb WHCYNIMHA U WHCYIMHOPE3UCTEHTHOCTb Pasfny-
Hon cteneHn. CnenoBaTenbHO, Ha3HAYEHNE 3aMECTUTENBHON
VHCYNIMHOTEPANM BASIETCS BMNOJIHE IOrMYHbIM. MICnonb3yioT-
€Sl T XX€ CXEMbl UHCYIMHOTEPANWK, Y4TO 1 MPU NIeYeHUN Naum-
EHTOB C kJlaccuyeckumu Bapuantamm CL, [57-59].

[nckyTabenbHbIM 0CTAaeTCS BOMPOC O LienecoobpasHoCTy
Ha3HA4YeHUs NepopasibHbIX CaxapOCHMXAIOWMX NpenaparTos
Kak aTana, NpeALecTBYIOWEro MHCYIMHOTEPAN, 0COOEHHO
y neten [26].

OweTa. MutaHne y gaHHOM kateropyn 605bHbIX 0ObIYHO Ha-
pyLieHo 6onblue 3a cyeT MB, yem 3a cyet CLl, noaTomMy cTpate-
rms OveTbl HanpaeneHa B 6osblUel CTENeHN Ha NoaaepXKaHue
HYTPUTMBHOrO CTaTyCa, YeM Ha KOHTPOJb rvkemun. Bonee To-
ro, OrpaHNYeHNst B MUTAHUN C LENbO PErYNSLMN MKEMIN NPU
MB Henpviemnemsbl. AnekBaTtHOe NUTaHWe BaXHO OJ1S COXpaHe-
HWS1 MacChbl Tena 1 reHepaLm SHeprum aas 06ecneyeHms Mbl-
LLIeYHO paboThl, B TOM YACE AbIXaTENbHbIX MbILULL. QyrnvkeMus
[lOfXHa AOCTUraThCs 3a cHeT noabopa 403 NPaHANANLHOrO UH-
cynuHa. Mpurem ankorons NoBbILLAET pUCK runornmkemun [60].

MepopanbHble caxapocHuWXalowme npenapatbl. B nu-
Tepatype OnNMcaH OMbIT NPUMEHEHUs MpenapaToB Cynbdo-
HUIMOYEBWHBI U IVHUAO0B ANS AOCTUMXKEHNS SYTIMKEMUM NPU
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M3C/ [61, 62]. OTn npenapaTbl (CekpeTaroru) B KpaTko-

CPOYHOM nepuoae MoryT obecneymsaTb OCTATOYHYIO CEKPE-

LMIO MHCYNIHA Ha 3Tane, NPeALecTBYOLLEM CTapTy MHCYIN-

HoTepanuu. MNpuMeHeHne TMa3oNMANHONOHOB U METHOPMU-

Ha npy M3C/], Mano n3y4yeHo 1 B HacTOSILLLEE BPEMS HE PEKO-

MeHayeTcs.

WHcynuH. Hanbonee pacnpocTpaHeHHbIM ABASETCS MHe-
HME O LEenecoobpa3HOCTU Ha3HAYEHUS MHCYNMHOTepanuu
60bHbIM M3C/L. Mpuyem paxe masnble A03bl UHCYMHA MOTYT
BbI3bIBATb 3HAYUTENBHOE YNyULLEHWNE NEero4yHOn GyHkumum [63].
EcTb AaHHbIe 0 BANSHMN UHCYIMHA OIUTENBHOIO AENCTBUS (MH-
CY/IH FMAaPrvH) Ha ynydweHne nokasatenei GyHKUMN BHELLIHE-
ro AbixaHus [64].

Bonpoc 0 BpeMeHu 1 CTapToBbIX 403aX MHCYMHA AOMKEH
peLlaTbCs MHAMBUAYANbHO B K&XA0M KOHKPETHOM ciyyae. Kak
npaBuno, Hanbonee adPeKTUBHLIM ABASETCS MHTEHCUDULM-
POBAHHbIA PEXUM MHCYNMHOTEPaNuK: 6asanbHblii UHCYWH +
+ “NoaKonkn” KOPOTKOAEWCTBYIOLWLErO MHCYMHA NOCne efbl.
TakoW pexvm Ha3Ha4yaeTcs nauMeHTaM C MoBbILLEHHLIMU TO-
LLAKOBbIM U NpaHauanbHbIM YPOBHSAIMU [OKO3bI. [py HOp-
MasibHOM YPOBHE MIMKEMMM HATOLAK BO3MOXHO Ha3Ha4YeHue
npaHavanbHoro uHeynmHa 6e3 6asansHoro. Onpenenexue on-
TUMasbHbIX 003 WMHCY/IMHA — CNOXHbIA BOMPOC, TPEOYoLWumiA
TECHOro B3aMMOJEeNCTBUA Bpayel pasnnyHbix crneuuanbHoc-
Teir. CneflyeT NOMHUTB, 4TO 060CTPEHNE BPOHXONErOYHbIX UH-
eKLMOHHBIX 3a60NeBaHWi, XapakTepHbIx o5 6onbHbIX MB, a
Talkke COMyTCTBYIOLAs Tepanua cTepougamu TpebyioT Kop-
pexummn f03bl MHCyAnHa [26].

B nutepatype Takxe ecTb coobOLLEHNS 06 OMnbITe UCMOSb-
30BaHVS MHCYIMHOBOW oMbl y 60nbHbIX M3CL, [65].

ExerogHblii ocmoTp. Crnncok o6cnenoBaHuii, KOTopblie
OO/MKHbI BbINOAHATECS nauneHTy ¢ M3C/L, exerogHo ysenmyn-
BaeTcs 1 TpebyeT BCE Oonee TeCHOro B3aMMOAEeCcTBIS Bpa-
yel pasnnyHbIX cneumanbHocTen. CornacHo PYKOBOACTBY
NICE no BegeHuio naumeHtoB ¢ M3C/l, eXerogHo O0MKHbI
MPOBOAMTLCS CNEeAyoLWMe NCCNefoBaHNs:

e cHOP aHAMHECTUYECKMX JAHHBIX: KOIMYECTBO KOHCYNbTALMIA
1 rocnuTann3aumnii No OCHOBHOMY 3ab0feBaHuUto, MHPEK-
umm, nonosast AnuchyHKUMs, Gusmyeckas akTMBHOCTb, 3MK-
30.1bl 060CTPEHUS BPOHXONEroYHbLIX 3a00/1EBaAHNIA;

e Macca Tena: NPOrHoCTUYeCKnii nokasaTtens TedeHns MB;

® [TIMKEMUYECKMIA KOHTPOSb: MNKEMUSI HATOLLaK, Nocne efbl,
MMKMPOBaHHBIN reMornobuH (Lenesoe 3HaveHve <7%);

o QYHKUYMS NOYeK: aHanM3 MOYU Ha anbOYMUH 1N KPEATUHWH;

e apTepuanbHoe  AaB/IEHUE: uenesble 3Ha4YeHus
140/80 MM pT. CT.;

® NIMNUIHLIV CNekTp: obwwmii xonectepuH <5,0 Mmonb/n, Tpu-
ranuepnabl <2,0 MMonb/n;

® COCTOSIHME CTOM: KOXa, KDOBOCHAOXEHWE, HaNnyme npr3Ha-
KOB Nepudepnyeckoin HeeponaTuu;

o QyHOOCKONUS: OLEHKA COCTOSIHWSI TMAa3HOro AHa — o6si3a-
TenbHas CKPUHWHIOBAsS NpoLeaypa ANis AaHHOW KaTeropuu
B0JbHbIX;

e MecTa MHbeKUMIA: ANt OOMbHbIX, MOSTyHatOLLMX MHCYIMHOTE-
panuio.
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3aknioyeHue

MykoBMCLMA03 BbILLIEN 3a npesensl cyrybo neguaTpuyec-
KO cdepbl M B HACTOSILLEE BPEMS SABASETCS aKTyaNlbHOW Npo-
6nemMoil 1 B apyrux 061acTax MeaULUMHLI. YBeNn4MBatoLascs
NPOLOIKUTENBHOCTb XM3HM 60/bHLIX MB CTaBUT HOBbIE TEpa-
neBTMYECKME 3a4adv nepen, KIMHUUMCTOM. B yacTHoCTW, Ha
MOBECTKY OHS1 BbIXOOWT HE TONIbKO KOMMEHCAUWsl COCTOSHUS
0GONbLHOr0, HO WM MOBBILLEHNE KA4YeCcTBa ero Xu3Hu. OpHako
MHOr1e BOMPOChI 10 CUX MOP OCTAOTCS HesicHbIMU. HepocTa-
TOYHO M3Y4eHbl NYTV KOPPEKLMM aHTPONOMETPUYECKUX MOKa-
3arenen y naupmeHtos ¢ M3C/L. Bonpocol anarHoctuku CL, y
Takunx 6OMbHbIX MO YPOBHIO rnkeMun 1 HbA1c Takke HegocTa-
TOYHO OCBeLLeHbl. HecMoTpsa Ha TO 4TO B NUTepaType ecTb
YNOMVHAHUA O MPUMEHEHUN WHCYAMHOTEepanun y GoNbHbIX
M3C/, ons koppekumm aHTPONOMETPUYECKOrO cTaTyca, AaH-
Hble 0 BO3MOXHOCTM Tepanuu 6onbHbix MB 6e3 auaberta ma-
NbIMY [,03aMU UHCYAIMHA C LENbio YCUNEHNs aHabonmn4eckmx
NPOLLECCOB KparHe ManoYnCAEHHbI.
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