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Poccuncknin HaumoHanbHbIA UccreaoBaTenbCKuii
MeauLMHCKUn yHusepeuteT nmenn H.W. Muporosa
MwuH3zgpasa Poccumn, Mockea, Poccus

KnroueBble cnoBa: kinuHu4eckul cryqal; demu;
naHkpeamum, duazHocmuka

AkTyanbHocTh. Hacnencreennsiii nankpearur (HIT) — pen-
Kasi TeHeTUUeCKH 00yCIIOBICHHAs popMa MaHKpeaTHTa, IPOSBIIS-
FOIIAsCS B BUJIE TOBTOPSIONINXCS SMHM30/J0B OCTPOI0O MaHKPEeaTHTa,
MaHU(ECTUPYIOMNX B pAHHEM BO3PACTE U MPUBOIALIUX TIPH IIPO-
IPECCUPOBAHUH K HEOOPATUMOMY NMOBPEXKACHHIO MOHKETYJOUHON
xenesbl (IDK). OcHoBHBIE FeHbI, MyTalli B KOTOPLIX IPUBOIST
k passuruto HIT: PRSSI, SPINK1, CFTR, CTRC u CPA1. Knu-
HUYECKHE MPOSBICHUS Hecnenn(UUHBL: TOBTOpAOLIecs Ooe-
BOM M MCIIENICHYECKUI CHHAPOMBI, IPU MPOrPECCUPOBAHUH pa3-
BHBAIOTCsI DK30KpUHHAS M SHIOKpUHHAsA HenocraroyHocTs 1DK.
ITpu MHCTpYMEHTAIBHOM O0CIIEIOBAHMH PAHO MOSBIISIOTCS BbI-
pakeHHsle puOposHble u3MeHenus Tkanu [DK u mpusnaku o0-
CTPYKTHBHOTO ITAHKPEaTUTa.

Onucanue kaunuueckoz2o cayuas. Jlepouka O., 15 iner,
oT 2-i1 6epeMeHHOCTH, IPOTEeKaBIIel Ha (POHE YTPO3BI MPEpPhI-
BaHMsI OEPEMEHHOCTH, HACIEICTBEHHOCTh HE OTATOIICHA, paH-
Hee pa3BUTHE 110 Bo3pacTy. 13 aHaMHe3a N3BECTHO, YTO PeOEHOK
¢ 3 10 9 netr ObUT MHOTOKPATHO TOCIIUTATIU3UPOBAH B XUPYPrH-
YEeCKoe OTJeNICHHE 10 MECTY JKUTEJIbCTBA C KanobaMu Ha 0oJu
B )KMBOTE, TOIIHOTY C AUAarHO30M: ME3a/IeHUT, PEaKTUBHbIH MaH-
KpeaTuT, HEOTHOKPATHO TOJTydaia aHTHOAaKTepHaIbHYIO Tepa-
nuto. B Bo3pacre 10 et BrepBbie ObLIa HCCICIOBaHA aMUiIa3a
kpoBu — 569 ME/n (7 N). IIpu Y3U opranoB OproiiHo#i moso-
cru BeiBieHO: [K yBenuuena, nug¢y3HO HEOAHOPOIHAS, C He-
POBHBIMU HEYETKMMH KpasMu, BHpPCYHIoB MpOTOK paciimpeH a0
6,5 mm. ['ocriuranusuposana B II'’Kb umenn H.®. ®unarosa, pe-
KOMEHJIOBaHO MPOBEAEHHE IIJIAHOBOTO OIIEPATHBHOTO BMEIIATEIb-
CTBa — IAHKpeaTodHTepoaHacTomo3a. [locne omepannu Oblia
HEOJIHOKPATHO TOCIUTAIM3UPOBaHA B ATy OOJIBHUILY ¢ 000CTpe-
HUAMU OoneBoro cunapoma. bonsHas B Bospacte 10 et o6cneno-
BaHa C UCIOJIb30BaHUEM TaHenn «HacnencrBeHHbIe 3a00eBaHus
JKKT» — peneBaHTHBIX BApUAHTOB HE 00Hapy»x)eHo. OHAKO, y4uH-
ThIBasl JaHHbIE aHAMHE3a, pAaHHUI BO3pacT Havyaja, pelIuBUPYIO-
LIMH XapaKTep MaHKpeaTuTa, peOEHKY OBLIO PEKOMEHI0BAHO MPO-
BeJICHUE TeHETUIECKOTO 00CIeJOBaHUs C TOMCKOM MYyTAIUi B Te-
nax CFTR, CTRC, SPINK1, CPAI n PRSSI nns nckmouenns HIT.

3axumouenune. Knnauueckue nposisinenust HII B pannem Bo3-
pacre HecnieuuduuHsl. [Ipu noBTOpsAIOIIMECs SMHU30/1aX MTaHKpe-
aTuTa Cc runeppepMeHTeMHUEH U CTOMKUME TSDKENBIMH CTPYKTYP-
HeiMH U3MeHeHusiMu [1DK HeoOXomumo npoBeieHre reHETHIeCKOi
JIMarHOCTUKY ¢ 1enblo BoisiBnenus HII.
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