POCCHCKI BECTHUK [ETCKOM Xvpypran,
IX ®apym aeTcKmx x1pypros Poccin Tom 13, Cneubinycx, 2023 aHEeCTe3MOMON N V1 PEaHUMATONOM M

NANAPOCKONMWUYECKAA NMPOAOJIbHAA NMAHKPEATMKOEHOHOCTOMUA
NMPU XPOHWHECKOM NMAHKPEATUTE ¥ OETEWU

Cokosos 10.10.", Edpemenkos A.M."2, ConopuunHa E.H.2, 3bikun AM."2,
LLlysanos M.3.%, Bunecos A.3.°

" PoccuitcKas MeIMLIMHCKas aKafleMna HerpepbIBHOTo NpoheccuoHanbHoro obpasosaHns, Mocksa, Poccus;
2 |leHTpanbHas KIMHUYECKan 60MbHULLA C MONMKNMHUKON, MockBa, Poccus;
3 leTckan ropo/ckas KMHU4ecKan 6onbHuua ceatoro Bnagummupa, Mocksa, Poccus

AktyanbHocTb. XpoHuyeckuit naHkpeatut (XI) — pnutenbHoe BocnanuTeNnbHoe 3aboneBaHue noj-
xenynoyHou xenesbl (M), npuBoasLiee K HeobpaTMMbIM MOPHONOrMYECKUM U3MEHEHMAM NapeHXUMbI
W CTOWMKOM 3K30- M(Mnm) 3HAOKpUHHOM HepocTtaTtouHocTu. XIT ABnseTca peakuM 3aboneBaHueM B neaua-
Tpuyeckon nonynaumm ¢ yactoton 0,5 Ha 100 000 peten v monopbix ntogen B Bospacte go 20 ner.
XM — 3710 nonuatuonornyeckoe 3aboneBaHue, BO3HUKHOBEHME KOTOPOrO Yalle CBA3bIBAKOT C reHeTU-
yeckumu ¢aktopamu (HacneactBeHHbii X[ n XI B cocTaBe reHeTUHECKMX CMHAPOMOB), aHOManMAMK
NaHKpeaTU4YecKUX MPOTOKOB, MOCIEACTBMAMM TPAaBM W MEPEHECEHHOro OCTPOro naHkpeatuta. WHCTpy-
MeHTanbHasa auarHocTuka BruovaeT Y3W, CKT c koHTpactupoBanueM, MP-XIT, 3nnoY3W. XapakTepHble
K/IMHUYECKWE NPOSBNEHUSA, AuUNaTaLma raBHOro naHkpeatudeckoro npotoka (IMIM), ¢ naHKpeaTyecku-
MU KOHKpeMeHTaMmn uimn 6es, uctoHueHune napeHxuMbl K aBnsetca nokasaHueM ans GopMupoBaHuA
NPoAoNbHOro MaHKkpeaTukoetoHoaHactomo3a ([MMEA) no Py. B MupoBoii niuTepatype HEMHOTOYMC/IEHHDI
nybAMKauuu NpUMEHeHUs NanapoCKOMMYEeCKOro A0CTyna ANsA BbiNOSHEHUS NOJOOHbLIX BMeLLATeNbCTB
y peten. [peactaenseM CBOK cepuio HabnoLeHUN.

Matepuanbl n Metoabl. Ha KnnHnyeckux basax Kadenpbl aeTckoi xupyprum uM. akaa. C.A. Honeu-
Koro ¢ 2018 roga BbinonHeHo 12 nanapockonuyeckux onepauuii dopmuposanus MNMNEA petam B BospacTe
oT 5 fo 16 net (8 peBouek, 4 ManbumKa). HacnepnctBeHHbIi reHes XM noaTteepxaeH B 9 HabnogeHusx:
PRSST1 (n = 6), SPINK1 (n = 2), CFTR (n = 1). 3k30KkpuHHas HepocTaToyHocTb (13K noatBepxaeHa Bo Bcex
HabnogeHnsx: cpefnHeit cteneln Tsectu (n = 5), Taxenas (n = 7). [laBHocTb 3aboneBaHus bonee ropa
C YacTbiMu boneBbIMKU NpUCTyNaMu UMenia Mecto y 7 6osbHbIX, Y ABYX AeTel AMarHo3 BbICTaBMIEH nocse
nepBoro eanHuyHoro npuctyna. [unatauums [N ¢ pacwupenreM bpaHLL nepBoro nopsaKa uMena Mecto
y BCEX MaLMEHTOB, HanM4yMe NPOTEMHOBbLIX KOHKPEMEHTOB AWarHocTMpoBaHo B 9 Habnwopenusx. MNpo-
[0NbHAA NaHKpeaTuKoetoHocToMusa (Puestow) npuMeHeHa y 9 aeteid. [lyoaeHyMCOXpaHAOLLAn pe3eKums
FONIOBKM C NPOAONbHBIM NaHKpeaTUKoeloHoaHacTomo3oM (Frey) — y 3 peTen.

Pe3ynbtathl. CpegHee BpeMs onepauumu coctasuno 195 MuH. B 6onblunHCTBE ClyyaeB Mbl He CTOSIK-
HYUCb € 0C0BbIMM MHTPAONEPALIMOHHBIM CII0XHOCTAMU. KpoBoTeUYeH e U3 BETBM CENe3eHOYHON apTepuu
MOCNYXXMNO NOBOLOM A1 KOHBEPCUM B OAHOM Habnwopenuu. MNocneonepaunoHHbin nepuog B 6onb-
LUMHCTBE CNy4yaeB rnagkui. lNaHkpeaTtuyeckas ¢uctyna knacca A uMena MecTo y 2 naumeHToB. PaHHsAS
CnaeyHas KuweyHas HenpoxoauMocTb — Yy 1 pebeHKa, 4to notpeboBano flanapoToMuUM, YCTPaHEHUS
HenpoxoauMocTu. lpu KaTaMHecTMYeCcKOM HabnopeHnn y 8 nNauMeHTOB B TeueHWe rofa OTCYTCTBOBA-
am npuctynbl XM, y 3 YacToTa MX BO3HUKHOBEHWUS! W MHTEHCMBHOCTb 60/1EBOM0 CMHAPOMA 3HAYUTENIBHO
yMeHbLUIUCh. KonnyecTBo BONbHBIX C TAXENOMN CTENEHbI 3K30KPUHHOM HeaocTaTouHocTH MK cHuamnoch
¢ 7 0o 4, 4yTo NO3BOAMMO YMEHBLUMTL J03Y 3aMecTUTENbHON GepMeHTHOW Tepanuu.

3akntoyeHue. TakuM obpasoM, ans dopmuposanus MMNEA no Py y geteit ¢ XI1 MoxeT bbiTb NpuMeHeH
nanapocKonuyeckuid goctyn. [aHHbIA TUN feveHns No3BoNseT 3HAUUTENIbHO YMEHbLWUTb KONIMYeCcTBO
W WHTEHCUBHOCTb MPUCTYMOB, a TaKXKe B OTAANIEHHOM MEPUOLE YMEHbLUMTb 3K30KPUHHYIO HeAoCTaTou-
HocTb [H.

Kniouesole cnoea: XpoOHUYECKWA NAHKPEATUT; HACNeACTBEHHbIN MaHKpeaTwuT; AeTH; JJanapoCKONus; NpOAObHbIN
NaHKpeaTUKOeHoaHacToMo3; onepauus lMyactoy (Puestow); onepauus ®pas; petu.
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