Bunnukosa B.E.X, Cuonsixosa U. B.?
MoJiekyJasipHO-0M0JIOTHYECKAA TUATHOCTHKA M MPOTHO3MPOBaHHe
TedeHUs] XPOHMYECKOT0 MAaHKpeaTuTa
MesxtyHapoaHbIi roCy1apCTBEHHBIN SKOJIOTHYECKUH HHCTUTYT
uM. A.Jl. CaxapoBa benopycckoro rocy1apcTBEHHOTO YHUBEPCUTETA,

r. MuHck, benapycs
2V O «benopyccKuii roCy1apCTBEHHBIM MEMIIMHCKUN YHUBEPCHTET,

r. Munck, benapyce
Kak wm3BecTHO, XpOHWYECKHH TMAaHKPEATHT SABISETCS MPOTPECCHPYIOIIUM
BOCTIAJIUTENEHO-AUCTPO(PHIECKUM MOPAKEHUEM ITO/KEITYTOYHOM IKeNe3bl
C JeCTpyKLHeH napeHXuMbl, ee aTpodueil u Gpudbpo3oM, CONPOBOKIAIOIIH-
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MUCSI OOJIEBBIM M IUCIIENTUYECKUM CHHAPOMAaMH, a TaKXKe HapylIeHHEM ee
9K30KPUHHOM M SHIAOKPUHHON (yHKITMH. YacToTa 3a0071€Ba€MOCTH XPOHH-
YECKUM MaHKPEATUTOM CPEIH HACEICHUS Pa3IUMYHBIX CTPAH KOJEOIETCS OT
0,4 no 5%, npuueM OHa UMEET OTYCTIMBYIO TECHICHIIMIO K HAapacTaHHIO.
[Tomumo 1a00paTOPHBIX METOAOB THATHOCTHKH XPOHUYECKOTO MMaHKpPeaTH-
Ta, B MPAKTUKE UMEIOT OOJIBINOEC 3HAYCHUE METOJBI MOJICKYIISIPHO-OMOJIO-
THYECKOU JHArHOCTUKU naHHOro 3abonesanus ([TIL[P-anamu3 ompeeneH-
HBIX T€HOB), KOTOPBIC TOMOTAIOT OIICHUTh PUCK PA3BUTHS HJIH )K€ YKa3aTh
Ha HACJEICTBEHHYIO MPEIPAacIIONIOKEHHOCTh K Pa3BUTHI0 XPOHHYECKOTO
MaHKpPeaTuTa y HOCUTEJICH ONpeNeICHHBIX MOIMMOP(U3MOB TCHOB, UTpa-
IONIHX OOJIBITYIO POJIb B PYHKITHOHHUPOBAHUY TTOKETYOIHON JKEIe3hl.
Tax, pyu MONEKyISIPHO-ONOIOTUIECKON AMArHOCTUKE XPOHUYECKOTO TaH-
KpeaTuTa OJHUMH U3 OCHOBHBIX IOKa3aTeJeH SBISIFOTCS MYTAIlUH B TCHAX:
KaTHOHHOTO TPUIICHHOTEHA, WK ke cepuH-nipoteassl 1 (PRSS1)parutu-
Topa cepuHOBOM mporeassl Tuna Kazal-1, mmm SPINKL, rema Tpancmem-
OpanHoro perymstopa mykoBucuuno3a (CFTR), xumorpuncuna C, kajib-
nuii-uyBctButTenpHoro perentopa (CASR) m nmp. renax (Claudin-2,
Carboxypeptidase A1, AOXd .1.).

Karuonusrit tpuncunored (PRSS1yBisieTcst 0MHUM U3 TIIaBHBIX (hepMeH-
TOB, CHHTE3UPYEMBIX IMOJKEITyIOYHON Kelle30i. MyTaluu B JaHHOM T'eHE
(PRSS1)MoryT mpuBecTH K YBEIUYEHHIO COAEPIKAHMS KaTHOHHOIO TPHII-
CHHOTEHA, YTO MHUIIMUPYET KacKaj aKTUBAIIUH JAPYTUX MPOTEOIUTHIECKAX
U TUIIEBAPUTEIBHBIX (DEPMEHTOB, YTO MOXKET MIPUBECTH K caMoIIepeBapH-
BaHUIO MAPCHXHMMBI, a 3aT€M — K BOCTHAJICHUIO M MTOBPEKACHUSAM, KOTOPEIC
KITMHIYECKH TIPOSBIISIIOTCS KaKk MaHKpeaTuT. VI3BeCTHHI clenyromme MyTa-
mun ganHoro rena: R122H, N291, A16V, D22G, K23R, 28delTC@py-
roii He MEHEE BaKHBIN OCIIOK, PEeryIUPYIOIUNA paboTy TPUIICHHA — MHTH-
outop cepunoBoii poreassl Tuna Kazal-1,umu SPINK1.On npencrasiser
000 MaHKpeaTHUECKU CEKPETOPHBI WHTHOWTOP TpHIICHHA. B ciydae
noBpexkaeHus rena SPINK1 unrubupyromas akTHBHOCTb JAaHHOTO Oelka
CHIDKAETCS, YTO MPHUBOAUT K HAPYIICHUIO HHAKTUBALIMK TPHUIICHHA B TKaHH
TIOJIKEITyTOYHOM JKENe3bl, YTO BEAeT K aKTHBAIMM IPYTHUX ITaHKpeaThde-
CKUX (PEPMEHTOB C MPOTCOIUTHUSCKUM HEKPO30M TKaHHM kele3bl. Hanbomnee
YaCTBIMU MYTaIusiMu 3Toro reHa cuntarotess N34S, P55S1 myramus 1VS3
+ 2TC. T'er TpancMeMOpaHHOro perynsropa mykosuciumosa (CFTR) —
TPETHH MO YacTOTE Cpely TeHOB, MYTAIlMM B KOTOPBIX acCOIMHPOBAHBI
C pa3BHTHEM IaHKpPEATUTA. DTOT T€H TAaKXKE KOHTPOJIUPYET XJIOPHUIHEIC
1 OMKapOOHATHBIE KAHAIBI, OTKPBITHE U 3aKPHITHE KOTOPBIX KOHTPOIUPYET
OOJBIIYI0 YacTb CEKPEIMH JKUIAKOCTH W3 TOIKEITYIOYHON IKEeJe3bl.
B nacrosmee Bpems u3BectHo Oonee 1200myrammii CFTR, xoTopsie pas-
neneHsl Ha 5 kimaccoB. Hawmbonee u3BectHole mytarmm: F508, pL997F,
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A349V, R75Qu T.1. JIpyroii BaxHbii Oenok xumotpuricud C — dhepMeHT
MOJKEITYIOUHON JKele3bl, CHelH(MUIeCKd PacUICIUISIONUA TEeNTHIHYIO
cs3b Leu81-Glu82 monekyie KaTHOHHOTO TPHIICHHOTE€HA, OCYIIECTBIISS
TaKuM 00pa3oM ero jerpajaanuio. MyTaluyd B 3TOM T€He MOTYT pacroiia-
rath K pa3BUTHIO TTAHKPEATUTA B Pe3yJIbTaTe CHIDKCHHS JeTpajaliii n30bl-
TouHOTrO Tpuncuna. Haubonee nzpectueie mytammu: A73T, V2351, R253W
n K247_R254del Kanpiuii-uysctButenbheiii penentop (CASR), urpato-
IIMH KJTIOYEBYIO POJIb B TOMEOCTA3e KANBIHUS U 3KCIPECCUPYIOIIUICS BO
MHOTHX TKaHSX, BOBJICYCHHBIX B €r0 MEeTabOIM3M, B TOM YHCJIE B KIIETKaX
allMHyCOB M TPOTOKOB MOJDKEITyAOYHON kemnes3bl. Ilpenmomnaraercsi, 4To
myTtaiud CASRMoryT ObITh IpeapaciojiaraloliM IT'eHETHUeCKHM (DaKkTo-
pPOM, KOTOPBI MOMKET YBEIHUYUTh BOCIPHUUMYHBOCTh K XPOHHUECKOMY
MAHKPEaTHTY.

MyTanuy B BRILICONUCAHHBIX T€HAX CBUAETENBCTBYIOT O PUCKE BO3HHKHO-
BEHHsI XPOHUYECKOTO HACIIEJCTBEHHOTO MaHKpeaTHTa W, COOTBETCTBEHHO,
YKa3bIBaIOT Ha ()EPMEHTHI M COCTUHEHUS, U30BITOK MM HEJIOCTATOK KOTO-
PBIX OyAyT crIOCOOCTBOBATH Pa3BUTHIO XPOHUYECKOTO maHkpeatuta. CooT-
BETCTBEHHO, UJICHTU(OUKAIWS JTAHHBIX TOTUMOP(HU3MOB C IMMOMOIILIO MOJIe-
KYJISIPHO-OMOJIOTHYECKUX METOOB JUArHOCTUKHA MOXKET ITOMOYb B MPOTHO-
3UPOBAHNH TeUCHHS 3a00JIeBaHMs U HA3HAYECHUH JICUCHHS.



