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Pe3tome. B cTaTbe PacCMaTpnBaETCA KINNHNYECKNI crlyqa|7| CNOXKHOCTEWN AMArHOCTUKM U BeAeHMA NaumneHTa PaH-
Hero Bo3pacrta, KOToOpomy 6bin YCTaHOBNEH AMNArHO3 HENPEPbIBHO peLnanBUPYOLLEro NMaHKpeaTnTa Ha (I)OHe
OCHOBHOro gnarHo3a «MArkoro te4yeHma» MykKkoBmcUumnaosa 6e3 KIMHNYECKMX ﬂpOFIBJ'IEHVIVI nopaxeHnAa OblXa-
TeIbHOM CUCTEMDbI. npOBe,D,EHVIe O6LIJI/IpHOI'O ANAarHOCTNYeCKOro noncKka Nno3BosINII0 NUCKITIOYNTb I/IH(I)EKLI,I/IOHHbIVI,
HacneACTBEHHbIN, TOKCUYECKIIA, ayTOVIMMyHHbIVI reHes 3aboneBaHuA I'IO}J)KEJ'IWJ,OLIHOVI xenesbl. [lnarHos MYKO-
BUCUMAO3a noaTBepPXKAEH reHeETUYECKMMI NcaneqoBaHNAMN pE6EHKa n ponMTeneVl, NOTOBbIMU npo6aM|/|. Cucre-
MaTU31POBaH MaTepKrai Nno KpUTepmAamM ANarHOCTUKN CMHAPOMa YKITOHEHUA d)epMEHTOB B KPOBb, COBPEMEHHbIM
noaxonam K ie4YeHuto NaHKpeaTnTa n MyKoB/rcUMao3a.

Knroyeesbie cioea: paHHuli 803pacm; naHKkpeamum; MyKkos8ucyuoos.
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Summary. The article considers a clinical case of difficulties in the diagnosis and management of an early-age
patient who was diagnosed with continuously recurrent pancreatitis against the background of the main diagnosis
a «mild course» of cystic fibrosis without clinical manifestations of respiratory system damage. Conducting an
extensive diagnostic search made it possible to exclude the infectious, hereditary, toxic, autoimmune genesis
of pancreatic disease. The diagnosis of cystic fibrosis was confirmed by genetic studies of the child and parents,
sweat samples. The article systematizes the material on the criteria for diagnosing the syndrome of enzyme
evasion in the blood, modern approaches to the treatment of pancreatitis and cystic fibrosis.
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I'Io,umenyp,quaﬂ xenesa «npekKpacHa, Kak aHren
HebecCHbIN, KaK AEMOH, KOBapHa " 3n1a».

Xupype, npogeccop A.A. lony6es. 1948

BBEAEHUE

«llpekpacHa, Kkak aHzen HebecHsbil»: OGnaropaps
BHELUHeCeKpeTopHoOW GyHKLUMN pancreas obecneyrBa-
eTca 66nbluas JonA NuleBapeHuns, NpeacTaBnAoLas
o060l CNOXHbIN npouecc depMeHTaTUBHBbIX U GU3N-
KO-XMMMYECKMX MPOLEeCcCOB ycBOeHUA nuwm. Cekpe-
LA NaHKpeaTUYeCcKoro coka obecneyrBaeT rmaponns
XMPOB 3a CYeT NpoAyKuuW Nivnasbl, yrneBoaos (amu-
nasbl) 1 6eNKOB (TPUNCUHA), CNefoBaTeNbHO, MULLEBbIE
BELLeCTBA, MOCTYNUBLUME B XENYAOUYHO-KULIEYHbIN

TPaKT, pacLlennaTCca 4O NPOCTbIX BOAOPACTBOPUMbIX
coelHeHW, BCACbIBAOTCA B KPOBb M MepeHOoCAT-
CA B KNETKM U TKaHu, obecneyrBasa pocT 1 pa3BuUTUE
pactyuiero opraHusma [1-3]. 3ameTnm, npakTUyeckn
Kaxgoe 3aboneBaHue eyJoUYHO-KMILEYHOrO TPAKTa
y B3pOC/bIX U JeTeil conpoBoxaeTca GpepmMeHTHOMN
HefOoCTaTOUYHOCTbIO 1 HapyLUeHeM NPOoLEeCcCoB NnuLle-
BapeHus [4, 5].

Ho «kak 0emMoH, kosapHa u 31a» — NopXKeny[oYHas
Kenesa CYMTaeTCA «TaMHCTBEHHOW HEe3HAKOMKOM», No-
CKONbKY npaktuyeckn B 45% cnydyaeB 3aboneBaHus
OVarHo3s He yTouHeH [1, 2, 5, 6]. OcTpbiln naHKpeaTuT —
acenTuyeckoe BoCManeHne NoKeNnyAoYHON Xenesbl,
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B OCHOBE KOTOPOrO fiexaT rmbenb NnaHKpeaToumToB ”
bepmeHTHanA ayToarpeccus C nocsieyoLnm HeKPoO30oMm
1 ouctpoduren xenesbl U NpucoeanHeHEM BTOPUYHOW
rHoviHom nHekumu [1]. Ecnyu nocnegHue gecatunetma
O3HaMeHOBaNNCb NPOrPeccoM B AETCKOWN racTpoOsHTe-
ponoruy, To 3aboneBaHUs MOMXKENYOOYHON Kene3bl
OCTalOTCA OAHOW N3 Hambonee CIOXKHbIX MaTONOrNi B
njaHe AMarHoCTUKN 1 BeAEeHUA NaLnNeHTOoB.

LEJIb PABOTbI

MpencraBuTb KAMHUYECKNN MPUMEP CIOXHOCTEN
AVarHOCTUKM M NleYeHMA NaHKpeaTuTa Yy KOHKPETHOro
pebeHKa paHHero Bo3pacTa.

MATEPUAJ N METObI

MNpepcTaBneH KNMHUYECKUN cnyyva. Manbumk MHO-
rOKpaTHO NPOXOAUN CTauMoHapHOe neveHne B Mo-
PO30BCKOW AETCKOW KAUHUKE, KIUHUYECKMX AEeTCKUX
6onbHMLax N2 9 um. I'H. Cnepaxckoro n N2 13 H.®. Ou-
NaToBa, HAauMHas C 2 NeT 2 MecAUeB XU3HK (C Mas
2021 r.). Do aTOro Bo3pacTa pebeHoK poc 1 pa3BrBanca
B COOTBETCTBMM C BO3PaCToOM, Habnoganca so Il rpyn-
ne NpakTUyecKkn 3opoBbix geTen [7]. B aHamHese aky-
LepcKo-6uonornyecknii aHamHes — 6e3 natonoruu;
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Ha MyKOBMCUMAO3, flanee — oTpuuaTenbHas; B 3 me-
CALA — OAHOKPATHO reMOKOJINT; 13 NepeHeCceHHbIX 3a-
6oneBaHWI: aTOMMYECKUA AepMaTUT NIErKOWM CTeneHwu,
pecnupaTtopHasa UHdeKLMA, OPOHXUT, NTAPUHTOTPAXENT.
CeMeliHbI aHaMHe3: y oTua 6one3Hb KpoHa, y MaTepu
XPOHMYECKUI NenoHedpuT, CTapluas cecTpa 340poBa.

Ha npepgcraBneHHyto dpotorpaduio, BbINONHEHHYIO
no npocbbe aBTOpa CTaTbu, MeeTcA NHGOPMUPOBaAH-
Hoe cornacve poautenen pebeHka, KoTopas npefHa-
3HaueHa anda 2-ro n3gaHua KHUrM «Jletckasa guertetu-
Ka» (MockBa: 'SOTAP-Mepgua, 2022).

PE3YJIbTATbI

B Bo3pacTe pebeHka 2 rofa 2 mecsua AebloT naH-
KpeaTuTa NpOsABUICA NHTEHCUBHBIMY 6ONAMU U PBO-
TOWN, a TakXKe CUHAPOMOM YK/IOHEeHUA GepMeHTOB B
KPOBb Ha pOHE NepeHOCMON OCTPOI KULLEYHOW WH-
dekunn. lanee yepes 1 mecAl — ovarosas NMHeBMO-
HUA, nHdeKUna moueBbiBoaAwmux nyten, OPBU c Heop-
HOKPATHbIMU Kypcamu aHTUOMoTuKOB. 3aboneBaHus
COMPOBOXJanucb BblpaXKeHHbIM 60NeBbIM CUHAPO-
MOM, HEOLHOKPATHOWN PBOTOW, runepdepmMeHTeEMUEN.
MocnepHaa BbipucoBbiBanacb 9-10-KpaTHbIM yBenuye-
HMeM a-amunasbl Y NaHKpPeaTUYeCKkom ammnasbl; YpOBEHb

nepuHaTanbHbI CKPUHUHT — COMHMUTeNbHAA npoba  nmnasbl cocTaBnAn noytn 6700 Ea/n (1) npu Hopme
Ell/n A
7000 | 6692 HopMa ——
6000 2290 Jiunaza —
MaHkpeaTnyeckas
1100 ®amoTHanH 1095 -
Omenpazon ammnasa
1000 ®us. pacTBop AMmunasa ——
[aHkpeaTuH

900+ I 111096

800 OkTpeotuna

700 — Omenpazon 330Menpason

[poTasepuH ®docdantorenb
| ®u3. pactBop ALLLL
600
DNexcrposa MaHKpeaTuH
500 MaHkpeaTnH
380
400
damoTnanH
300 330Menpason
MaHkpeaTuH
200 —
100+ 494
50
23 24 25 5 12 29 21126 8 192 3 15 26
Hos6pb Hexkabpb SlHBapb ®deBpanb Mapt
2021 rop, 2022 rop,

Puc. 1. YpoBeHb pepMeHTOB KpOBM Ha HOHE NPOBOAMMOW IeKAPCTBEHHOM Tepanuu y nauueHTa
Fig. 1.  The level of blood enzymes against the background of drug therapy in the patient
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B 5-31 En/n. Mpu 3Tom He obGHapyKeHbl CcTeaTopes,
N3MEHeHMA COopeprKaHnA MaHKpeaTU4YeCcKoW 3nacTa-
3bl (6onee 500 MKr/n) n rnoko3bl B Nnasme Kposu, TO
eCTb He 6bl10 HapyLweHna GYyHKLUUIA NOoaKeny[oUHON
»enesbl — 3K30KPVHHOW 1 SHOOKPWHHON NaHKpeaTu-
YecKkol HefOCTaTOUYHOCTU, a TaKKe He Habnoganocb
yBenuyeHus C-peakTuBHoro benka.

MoBTOpHbIN GoneBol CMHAPOM Ha ¢oHe runep-
bepmeHTEMUM (32 3 MecALa OT Havyana 6onesHu 6110
CEMb MPUCTYNOB) TpeboBan HEOQHOKPATHbIX FOCnu-
Tanusauuin, BKIKYaA XMpypruyeckoe m peaHmmaum-
OHHOe oTAeneHnsa, C Ha3HayeHUAMU WHOY3NOHHON
Tepanuu, MHrMbUTopa CoMaToCTaTNHA, aHTUCEKPeTopP-
HbIX 1 APYrUX NpenapaToB, HYTPUTUBHYIO NOALEPXKKY.
CnepyeT 3aMeTUTb, UTO Y 06C/IelyeMoro naLlmeHTa He
6blSI0 HOPMaJibHbIX MOKa3aTene akTUBHOCTY NMasbl
3a BCe BpemsA ero 3aboneBaHus, 1 TONbKO [BaXKAabl OT-
MeUeHbl Ha rpaHyLie BepxXHel HOPMbl YpOBeHb 06Lel
1 NaHKpeaTnyeckom amunassbl (puc. 1).

Ha npepncraBneHHon guarpamme nogbem | pepmen-
TOB Obl/1 00YCNOBMIEH HE3HAUUTENIbHbIM HapylleHUem
oveTbl (pebeHOK cben KyKypy3Hblln xnebeu), Il — Ha
dOHe nepeHeceHHOW KOPOHaBMPYCHOW MHpeKLUn ner-
KOW cTeneHW. Y nauveHTa Habnoaanucb BblpakeHHble
601 B XMBOTE, CONPOBOXKAaeMble MHOMOKPaTHOW PBO-
TOW. B faHHbIX ciyyasx noTpeboBanach rocnutanvsaumsa
C nposepeHnem uHby3snoHHon Tepanun. OepmeHTe-
mus lll, conpoBokgaemas BblpaXeHHbIM, HO KpaTKoBpe-
MEHHbIM 60NEeBbIM CMHAPOMOM 6€e3 PBOTbI, MPOU30LLIA
CMOHTAHHO, NPUYMHA HEe BbIACHEHA, IeYeHNA He noTpe-
60Bana, Takke CMOHTAHHO CHM3WNACh B leHb POXAEHMWsA
pebeHKa — eMy McnonHMNock 3 roga (cm. puc. 1).

MaymneHTy BbINOJIHEH OOLINPHDIN AVATHOCTUYECKIIA
MOUCK, BK/IOYAKLWMIA JTabOPATOPHO-NHCTPYMEHTASb-
Hble, UMMYHONOTNYECKIMe N reHeTnYecKne nccnenoBa-
HUA, HAa OOHOM M3 NOC/IeAHMX 3TanoB NCKYEH reHes
ayTOMMMYHHOW naTtosiornu. [luarHo3 ayToOMMMYHHOrO
naHKpeaTuTa BbICTaBAANCA B CTaLMOHape ABaxAbl Ha
OCHOBaHWM OQHOKPATHOro yBennyeHusa lgG4, yposeHb
KOTOPOro npuiien B HOPMy B NepUo peMUCCUN.

Annepronpo6bl Ha ANYHbBIA GENOK 1 XKEenToK, niue-
HUYHYIO MYKY MOKa3anu OTpuuaTeNibHbI pe3ynbTar;
0,10-0,11 ME/mn (He3HauMTeNbHOE MOBbILLIEHNE) — Ha
roBAAVHY, KOPOBbe MOJIOKO, KNEeNKOBUHY, MACO Libl-
nneHka. O6wwin IgE coctasun 69,8 ME/mn (Hopma fo
60). ViccnegoBaHnA Ha LeNnakmio: aHTUTena K geamu-
AVPOBaHHbIM NenTuaam rnvaguHa IgG — 9,9, IgA —
1,6 (Hopma go 10).

BbinonHeHa KomnbloTepHasa Tomorpadusa C BHyTpU-
6OJIIOCHBIM KOHTPACTUPOBaHNEM — MPU3HaKK OTeuy-
HOro MaHKpeaTuTa; MarHNTHO-Pe30HaHCHaA TOMorpa-
¢dua-xonaHrnorpadpuma — HeT CTPYKTYPHOW NaTonornm
BHEMEeUEHOYHbIX XeJTYHbIX MPOTOKOB; 330daroractpo-
LyoaeHocKonua — numdonaHaa runepniasna camsu-
cTo 060N0YKM ABEHAALATMNEPCTHON KULWKK, Ayoae-
HWUT, KOJIOHOCKONKWA — 6e3 NaToNornun.
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B 2 ropa 5 mecsiLeB 06cnieioBaH No NoBoAy MHbEK-
UMM MOYEBbIBOAALLMX MyTEN, NO pesynbTaTtaM LUCTO-
rpadvy BbiABNEH MNY3blPHO-MOYETOYHUKOBbIN ped-
ntokc lI-1ll cteneHw, BbiCTaBneH gnarHo3 BTOPUYHOIO
nuenoHeppunTa, exXeJHEBHO NonyyaeTt GyparuH.

OKoHuYaTenbHbIM AMarHO3 YCTaHOBNEH reHeTuye-
ckn. Mpn npoBefeHNN CEKBEHMPOBAHWA NMOJIHOMO 3K30-
Ma naumeHTa obHapy»eHbl ABa MNAaTOreHHbIX BapuaHTa
B reTepo3nroTHom coctoAHun reHa CFTR B 4 (E92K) n 27
(4428insGA) 3Kk30Hax 13 27, KOTOPbIV NPUBEN K CABUTY
PaMKM CUMTbIBAHUA U MpPeXAeBPEMEHHON TepMUHa-
unm TpaHcnauum 6enka (p.Ser1435GlyfsTer14, mytauus
Tuna ¢penmwndT). N'en CF kognpyeT MembpaHHbIn be-
NOK, KOTopbln GYHKLMOHMPYeT Kak aion-kaHan-CFTR
UNY TPaHCMeMOpPaHHbI 6eNIoK-perynsTop MyKoBMCLU-
[o3a. MNaTtoreHHble 6uannenbHble BapUaHTbl MyTaLum B
reHe CFTR y pebeHKa NpuBenu K pa3BUTUIO KMATKOro»
MYKOBMCLIMAO3a, a MPOABMEHNEM pPeaKon MyTauum
E92K aBmnnocb pa3BuTtne XpOHNYECKOro NnaHKpeaTuTa.

MepBble ABe NOTOBble MPOObLI Ha annapate «HAHO-
JAKT» 06Hapy»Xunm COMHUTENbHBIN pe3ynbTaT — 61 1
75 mmonb/n, TpeTbA nonoxutenbsHaa — 104 mmonb/n.
AHann3 MOKpPOTbl — HEMATOreHHbIE LUTaMMbl CTPENTOKOK-
Ka, reModunbHoM nanouku n Heccepun (103-10° KOE).

leHeTnuyeckoe o0OCNenoBaHMe poauTenen Bbl-
ABWNO HOCWTENbCTBO MYKOBMCLMAO3a Y MaTepu B
27 (4428insGA), otua — B 4 (E92K) sk3oHax. CTtapasn
cecTpa naumeHTa NoJIHOCTbIO 340POBa.

Ha ocHOBaHMK BbllleyKa3aHHbIX UCCNefoBaHUI Y
pebeHKa OCHOBHOWN AMAarHo3 — MyKOBMCLUAO3, XPO-
HUYeCKMn naHkpeaTut. B gaHHOM cnyvyae vmenacb
cnoxkHaa anddepeHumnanbHas AMarHoCTUKa, nauneH-
Ty TpeboBanoCb WUCKMUYEHMNE AYTOMMMYHHOIO MaH-
KpeaTnTa, a TakKe HacneACcTBEHHOro, TOKCUMYeCKoro,
NH)EKLMOHHOIO reHesa 3aboneBaHus.

Mo cen geHb NaumMeHT HaXO[UTCA Ha CTPOron Au-
eTe — cton 51 no lNeB3Hepy, N3 NUTaHUA MNONHOCTbIO
NCKITIOYEHbI MOJIOYHbIE MPOAYKTbI, CBEXUE OBOLWMW U
bpykThl, roTeH (puc. 2). MimeeTca HYTpUTMBHAA Nog-
JeprKKa KanmopUMHbIMU CUMMUHIOBBbIMW HanMTKamu, Ha
KOTOpble Mepuopnuyeckn BO3HUKAET ansiepruyeckas
peakuua (annepruyeckas cbifb Habnoganacb ABaX-
[bl), MO3TOMY MPUXOAMUTCA MEHATb OAUH HAMWUTOK Ha
apyron. IneTty TONbKO NiaHUpPyeTca NoCTeneHHo pac-
WNPUTb BBMUAY TOrO, YTO MMUTaHWe MO BO3pacTy pe-
6eHKa MpaKTUYeCKM HEBO3MOXKHO MO MPUYMHE JaXke
CMOHTAHHOIO BO3HWKHOBEHMUA CUHAPOMA YKJIOHEHMA
bepmeHTOB B KPOBb (CM. puc. 1). PebeHoK ocTaeTcs, co
CJI0B MaTepu, MOCTOAHHO FONTIOAHbBIM, <MOVMaH» Ha TOM,
YTO CMaxmBas 1 Cbefan KPoLKK Xieba ¢ obLero ctona.

HyTpuTuBHbBIN CTaTyC, dUnyeckoe 1 HePBHO-NCU-
XrUecKoe pa3BuTre pebeHKka He cTpagaeT. OH nosyyan
MUKPOKANCynMpoBaHHble ¢epMeHTbl BHauane B o3e
1000 ME/kr, panee Bo Bpemsa 060CTpeHUs [03a yBenu-
ymBanacb Ao 6,5 Toic. ME/CyTKn 1 B HacTosALLee Bpema —
3,0 Toic. ME/cyTKuW; AnutenbHoO TpebyeTca HasHauyeHue
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9.30: HeokenT 90+Kalla
rpeyHesasn/pucosas/oBcAHas 40
180+ maco (6aHKa)
KPONIMK/NHAEWNKa/TENATUHE UK
dpukagensku 80-100

12.30: HeokelT 90+Kalua
rpeuHesasn/pucosas/oscaHasn 4o
180+ msco (6aHKa)
KpoNnK/uHaenKka/TenatmHa nam
dpukagenbkmn 80-100

15.00:cyn-ntope
(kapTodenb+kabayok) + msco
(6aHka) nnun dppurkagenskmu 80-100

17-18.00: HeokenT 90+Kalua
rpeyHesasn/pucosasn/oBcsaHan 4o
180+ mAco (6aHKa)
KpONnK/vHaenKa/TenatmHa uam
dpukagenokmn 80-100. MNeyeHoe
A610Kk0 100 T.

21-22.00: Kalla uaun Kaptodenb nnm
puc +baHka maAca, cmecb Heokent

Puc. 2.
Fig. 2.

(dakTnyeckoe nNUTaHue naumeHTa
Actual nutrition of the patient

WHIMOUTOPOB MPOTOHHON nomnbl 1 H,-6nokatopos
Ha GOHe KOHTPONA aKTUBHOCTU GepMEHTOB KpoBMu. o
cel feHb Y nauMeHTa coxpaHAeTca yMepeHHOoe yBenu-
YyeHue nunasbl KPOBU W HE3HAUUTENbHOE — 06Len n
naHKpeaTMyeckom amunasbl, MPOAO/KAETCA MNpUem
330Mmenpa3sona. JleueHne cornacoBaHo ¢ Bpayamu M3-
pauns, lrepmannn, CLUA. B coctaBe KomnneKkcHom Tepa-
NN MyKOBMUCLMAO3a Ha3HaYeHbl HranAunm c runep-
TOHNYECKNM PacTBOPOM C FManypoOHOBOWN KUCIOTON r
ZLOpHa3on anbda, KUHe3noTepanus.

MNauneHTty BbinonHeHo B MIHL wm. boukoBa wnc-
CflefoBaHMe Ha KuUlleyHble opraHomabl ana nogbopa
TapreTHOM Tepanuu, Bpemsa NonyyeHns pesynbrata —
HEeCKONbKO MecALeB.

MatoreHeTnyeckas (TapreTHas) Tepanus, KoTopas
LeNcTBYeT HanpAMY Ha «MOJIOMaHHbIV» FeH Uin ge-
bekTHbIN 6enok, ABnAeTCA NPOAYKTOM 3TOro reHa [8].
3apeructpupoBatsbl B CLUA Kannpeko, Opkam6u, Cum-
aeko n TpukadTa. B Poccun nmeetca tonbko OpKam-
6u. JTabopaTopHbIN TECT ASIA OLEHKN SPEKTUBHOCTH
TapreTHbIX NpenapaTos, B TOM YMCe C peaKuMu 1 ean-
HUYHBbIMU reHeTnYecknmn sapmaHTamm CFTR, ocHoBaH
Ha MOJIyYeHUN OPraHoOUAOB U3 COBCTBEHHbIX KNETOK
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nayueHTa. KnweuHble opraHougbl — 3TO TPEXMEPHbIe
KyNbTypbl KNeTOK, BblpalleHHble B TabopaToOpHbIX yC-
NOBMAX M3 B3ATOrO y nauueHTa obpasua KULeyHbIX
TKaHeln. OHU HecyT B cebe YHMKaNbHYIO FeHETUYECKYIO
MHOpMaLMIo NaLMeHTa, B TOM YNCIE €0 KOHKPETHYI0
Bapurauuio reHa CFTR. KiweyHble opraHonabl obpaba-
TbIBAIOT NMpenapaTomM TapreTHomM Tepanum 1 ganee oue-
HUBAIT 3P PEKTUBHOCTD.
Mpy paccCMOTPEHUM JAHHOO Cllyyas OCTalTCA cre-
[ytoLire BOnpochl:
1. MpaBunbHa N1 Ha3HauyeHHasA Tepanus?
2. MNMomoxeT nu TapreTHbili npenapaT Opkambu
npu mytaumm E92K/4428insGA?
3. Kak pacwmputb AUETY U UCKIIOYNTD MPUCTYbI
naHkpeartumrta?

OBCYXAEHUE

OcCTpblii  MaHKpeaTUT CTan pPacnpOCTPaHEHHbIM
o6WUM NeanaTpuUYecKnM 3abosieBaHEM C PACTYyLLEN
yacTtoTon 3a nocnegHue paBa pecatuneTtua [9]. OH
NposABAAETCA OCTPbIMK 6ONIAMM B XKUBOTE, PBOTON 1
TOLWHOTOMW, BCE Yalle BbiABNAETCA y AeTei bnarogapa
OOCTVXKEHMAM B 06nacTyi 1abopaTopHOM U UHCTPY-
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Ta6nuua 1. CUHAPOM YKNOHEHUA $pepMEHTOB B KPOBb (runepdepmeHTHbI NaHKpeaTunT)

Table 1. Enzyme evasion syndrome in the blood (hyperfermatic pancreatitis)

MexaHunsm BO3MOXHble MpUYnHbI

brnoxummnueckne nccnegoBaHusa

[HecTpyKuna aunHapHom
TKaHW U/Wnv NoBbilleHne

XpOoHMYeCcKnin naHkpeaTnt
(TOKCMKO-annepruyeckni,

MoBblweHVe B KpOBW YPOBHA aMuna3bl, innasbl, snacTasbl-1
B CbIBOPOTKE KpPOBU

BHYTPUMNPOTOKOBOTIO fiaB-
neHus (Npu o6CTPyKUMM
NPOTOKOB)

HacneACTBEHHbIN, ay TOUM-
MYHHbIA, 0O6CTPYKTVBHbIN,
nanonaTuyecKunin)

lMoBbliLeHVEe B CbIBOPOTKE KPOBU TPUMCKHA U CHUXKEHWE ero
MHIrMbruTOopa — 0,-aHTUTPUNCHHA

YBenuueHne B MoYe aKTUBHOCTH FlI/IaCTa3bI/aMVIJ133bI

Ta6nuua 2. DyHKLUMOHaNbHaA ANArHOCTNKA SK30KPUHHON GYHKLUN NOAKENyA0UHOI XKeesbl

Table 2. Functional diagnostics of exocrine pancreatic function

[MokasaTenb

PedepeHcHble 3HaueHun

Anbda-amunnasa Kposu

0-100 Ea/n (12-32 mr/(uxmn) no Kapaseto)

MaHKpeaTnyecKkan amunasa Kposn 13-53 Ea/n

Jlnnasa Kposu

5-31 Ea/n (meHee 160 MKr/n npo6oii ¢ Tpmeby TUHOM)

TpuncuH Kposu

1-60 MKr/n (pagUOUMMYHONIOrMYECKMM METOAOM)

0,-AHTUTPUMNCKH KPOBU

170-490 mEg/mn (0,9-2,0 r/n)

a-Ammnasa mouu (CyTouHow)

0-480 Eg/n (7-1110 Eg/cyT no H.Y. Tuuy, 1986)

MEHTasNIbHON ANarHocTKK. [lnarHo3 naHkpeaTuTa Bbl-
CTaBAETCA Ha OCHOBAHMWM HaNNYMA BbIABIEHHOIO CYH-
APOMa YKINOHeHVA GepMeHTOB B KPOBb (Tabn. 1) nmbo
BV3yanu3npyoLwmx Npnu3Hakos naHkpeaTtuta [9, 10] no
LaHHbIM YNbTPA3BYKOBOrO WCCAef0BaHNA, KOMMbiO-
TEPHOW UM MarHUTHO-PEe30HaHCHOW ToMorpadun.

PedepeHcHble 3HaueHMA B AMArHOCTUMKE BHeLU-
HeceKpeTopHON OYHKLUMW MOIKeNYy[OUYHOW >Kenesbl
npepcTaseHbl B Tabn. 2 [11, 12].

B coueTaHun C He[OCTaTOUHbLIMW OCBELOMIIEHHO-
CTbi0 O YacToTe Y MIHGOPMUPOBAHHOCTHIO O BO3MOXHO-
CTn 3aboneBaHnA No-NpexXHemMy OTCYyTCTBYeT MOHMMa-
HUEe OONTOCPOYHbIX NMOCNEACTBUI TAXKEIOro OCTPOro
naHkpeatuta [6, 9]. lNaHKpeaTUT y geTen onucbiBaeT
CMeKTp, OXBaTbIBAKLWNIN OCTPLIA NAHKPeaTUT, OCTPbIN
peunamBIpPYOLWNA NaHKPeaTUT 1N XPOHUYECKUI NaH-
KpeaTuT, KaXKAblll N3 KOTOPbIX MMEET pasfinyHble Kiu-
HUYeckue NposBneHnsA 1 GaKToOpPbl PUCKa, TpebdyoLne
WHAMBUAYaANbHOIO AMArHOCTUYecKoro nogxopa [5, 6,
10]. HecmoTps Ha pa3HuULy B BO3pacTe Havana 3abone-
BaHVA, NaHKPeaTuT y feTell JeMOHCTPUPYEeT HEKOTO-
poe CxXoACTBO C B3POC/IbIMM C TOUYKM 3PEHMA Nporpec-
cupoBaHus 3abonesaHusa (puc. 3) [5, 6].

OcTpbln peunanBupyOLWNN NaHKpeaTUT onpepge-
nAeTcA Kak ABa OTAeNbHbIX 3M1304a OCTPOro naHkpe-
aTuTa, Torga Kak XpPOHMYEeCKW MaHKpeaTuT Bbi3BaH
MOCTOAHHbIM BOCMaNEeHUEM MOLXKEeNyAOUYHON Kene-
3bl [1, 12, 14]. Y peTein oHW Bbi3BaHbl Yalle reHeTuye-
CKMM  MyTauuMAMU, ayTOUMMYHHbIM MaHKPeaTUTOM,
BPOXAEHHbIMU aHOMANMAMU NOLMKENYLOYHON Kene3bl
1 Apyrummn coctoaHmamm [2, 5, 6]. Octpbin peunansun-

pYOLWNA NaHKpeaTUT YacTo ABNAETCA NpefllecTBeH-
HUKOM XPOHMYECKOTro, U cumMTaeTcsa, yto oba oHW OT-
HOCATCA K O[HOMY 1 TOMY e 3aboneBaHuto. lnarHos
XPOHUYECKOro MaHKpeaTuTa, Kak U Npu OCTPOM Mpo-
Llecce, OCHOBBIBAETCA Ha KIMHUYECKMX AaHHbIX, 61o-
XVIMUYECKMX aHanusax v Bu3yanusauumu. PesynbTaTbl
3K30KPUHHOM ANCOYHKUUW NOIXKeNy[oYHON xene3bl
TaKXKe BaXHbl AN1A AMArHOCTUKUA XPOHUYECKOro MaH-
KpeatuTa [4, 5,13, 15].

3aboneBaHue, cBsazaHHoe ¢ IgG4 (IgG4-RD), asna-
€TCA HefjaBHO Mpu3HaHHbIM GubpoBOCNANUTENBHBIM
3aboneBaHMeM, KOTOPOE MOXET NoparkaTb NpaKkTuye-
CKu noboi opraH [16, 17]. Obwwme NpoABReHUA BKtO-
YAIOT 3HAUUTESIbHOE YBENMUEHMNE CIIIOHHbBIX U ClIe3HbIX
Xenes, opbuTtanbHble 3aboneBaHWA, ayTOUMMYHHbIN
naHKpeaTuT, 3a0poLWKHHBIA GnbPO3 1 TyGYynonHTep-
cTuumanbHbIi HedpuT [17, 18]. JlTabopaTopHas gnarHo-
CTVIKa ayTOMIMMYHHbIX 3aboneBaHuUI BKoYaeT obule-
KNMHUYECKMEe, OMOXMMMYECKE U UMMYHOSIOFYecKne
TecTbl (Tabn. 3) [11, 18, 19].

Crpaterva nosbiweHna 3GPeKTUBHOCTN neyeHus
naHKpeaTunTa, COrNacHO COBPEMEHHbIM NpeaCcTaBleHU-
AM, MOXXET HAaUMHATbCA C SHAOCKOMNYECKOTO JIeUeHMs,
TAKOro Kak COUHKTEPOTOMMA MOAXKENYAOUHON Xefe-
3bl I CTEHTUPOBAHWeE, 1 fanee TpebyeT Xnpypruyecko-
ro BMelLaTenbCTBa, eC/IM SHAOCKONMYECKasa Tepanus
He [aeT pe3ynbTaTOB WM OKa3blBAaETCA TEXHUYECKNU
HeBO3MOXHOW [10, 14]. [Toka3aHWA ona Xmpypruyecko-
ro neyeHnsa CUCTeMaTM3NPOBaHbI B Tabn. 4.

YTO6bl CHM3UTb PUCK Pa3BUTUA SK3OKPUHHOWM He-
[OCTaTOYHOCTM NOAXKENYAOYHOW >Kefesbl, caxapHOro
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— MaHkpeaTut y peteit
e OcTpblit
135-75%
¢ Peunansupyrowmii
120-40%
o XpOHUYECKU
Puc. 3. TpoueHT nepexona OCTPOro B PeLMAMBUPYIOLLMIA U XPOHUYECKUIA MAHKPeaTUT
Fig. 3. The percentage of transition from acute to recurrent and chronic pancreatitis
Ta6nuua 3. JlabopaTopHasa AuarHoCTMKa ayTOMMMYHHbIX 3ab6oneBaHui
Table 3. Laboratory diagnostics of autoimmune diseases
O6LWeKnMHNYecKme MmmyHonornyeckue tTecTbl
1 Groxnmmyeckme abconioTHble KOCBEHHble

[lns OLEeHKM akTUBHOCTM NpoLecca:
« Hentpodunbl;
. CO3;
« C-peaKkTuBHbIN 6en0K;
+ peBmonpobbl 1 Ap.

« HLA-aHTUreHbl.

+ Cneynduryeckune aytoaHTuTENa.

« CeHcMbUNM3MpoBaHHble T-TMMbOLUTbI.

+ IMMyHHble KOMMNNeKCbl.

» lnmboumnTtapHaa uHPunbTpauua nopa-
YKEHHbIX TKaHel (MeToaom 6uoncum)

« CD4*-kneTtku, B-numdpounToi.

+ famma-rno6ynuHbl n/vnm lgG.

« C3 1 C4 KOMMOHEHTbI KOMI-
nemeHTa.

« AyToaHTUTena pasHon cne-
unduYHOCTH

Ta6nuua 4. MokasaHUA K XMpypruyeckon Koppekumum

Table 4. Indications for surgical correction

CprKTyprIe N3MeHeHNA
nonx(eny,qquoﬁ xenesbl

KnuHuko-nabopartopHble
N3MeHeHuns

BTOpI/IHHbIe N3MeHEHNA

+ Tpom603 cene3eHOUYHOM BEHDI.

+ Bupcynrogunatauus.
+ BupcyHnronntmnas

+ Peungunsupytowwmn 6oneson
CUHAPOM.

- CoyeTaHue Noboro KNMHUYECKOro Npur3Ha-

« MpuncTyn ocTporo naHKkpeaTnTa
B aHamHe3e.

« MopTanbHasA rMnepTeH3us.
+ HapyweHne gyogeHanbHom

Ka, CTPYKTYPHbIX U3MEHEHUI MOAXKeNy[0Y-
HOW ene3bl NN BTOPUYHBIX MOPAXKEHNIA.

« Tpy 1 6onee KNMHNYECKNX MPU3HAKa Npur
HeapEeKTUBHOCTY NeYeHnA

+ DHAOKPVIHHAA HEAOCTAaTOYHOCTb
(caxapHblii grabeT).

+ DK30KPUHHAA HeJOCTaTOYHOCTb.

- lnnepdepmeHTeMus

npoxoanmMmocCTu

OvabeTa 1 paka MogKeny[ouHoN »Kenesbl B byayLiem,
KIIMHULMCTbI JOMKHbI ObITb OCBEAOMIEHbI O COBPEMEH-
HbIX MeTofax AMArHOCTUKM U NeYeHnA NaHKpeaTuTa u
CBOEBPEMEHHO HaMpPaBfATb X K eTCKOMY FracTPO3HTe-
ponory [2, 6, 10]. imeHHO NO3TOMY KpaiHe Ba>KHO MOM-
HUTb O NaHKpeaTuTe Npu anddepeHUmanbHOM gnarHo-
CTVIKe, NMOCKOJIbKY OH TpebyeT HeMeasIeHHOro NleyeHnA
BBMAY MOTEHUMaNbHOM OMacHOCTU ANA »KU3HW. XOoTA
«XOJ0f, FONof 1 MOKOW» NOMXKeNyA0OYHOW »eJe3bl, Npo-
TUBOPBOTHbIE CPeCTBa, 06e360nMBaHMe 1 rngpaTauma
OCTaloTCA OCHOBOW NleYeHUs, NOABUICA HOBbIN B3rNAg
Ha ynpaBneHune KUOKOCTbIo, paHHee 3HTepanbHoe nu-
TaHve u ynoTpebneHue onvongos [9, 10, 12].

MopxenynouHas >kenesa sABAAETCA OfHUM K3 OC-
HOBHbIX OpPraHoOB, MOPaKeHHbIX AncyHKumnen 6Gen-
Ka TpaHCMeMbOpaHHOro perynatopa NPOBOAMMOCTHU
mykosucumngosa — CFTR [8, 19]. B 1o BpemsA, Kak 3k-
30KpVHHaA ee HeJoCTaTOYHOCTb ABAAETCA XOPOLUO
N3BECTHbIM OCJIOXHEHUEeM MYKOBUCLMNAO3a, CUMMTO-
MaTMYECKUI MaHKPeaTUT YacTo HeJOOLEHNBAETCS.

CMmnTOMaTMUeCKUiA MaHKpeaTUT BCTpeyvaeTca Yy
20% naumeHTOB C MyKoBucumgosom [8]. AnAa oueHkun
KoppenAunn reHotun-geHoTmun O6bin paspaboTaH u
NOATBEP)KAEH MOKasaTeNb PacnpoCTPaHeHHOCTU He-
[JOCTaTOUYHOCTM nogxenygouHon xenesbl (PIP) ana
onpefenieHNs CTeneHn TAKeCTU npu 6onblIoM Ko-

3AMETKU U3 NMPAKTUKN
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nuyectee mytauuii CFTR. Cneunduryeckre reHOTUMNbI
CFTR B 3HaunTeNbHOWN CTEMeHN CBA3aHbl C MaHKpeaTu-
TOM. [alyreHTbl, HOCUTENN FeHOTUMNOB C YMEPEHHbIMMU
deHoTUNNYECKUMN dDdEKTaMU, UMELOT OONbLUNIA PUCK
pa3BUTUA NaHKpeaTUTa, Yem NMaumeHTbl, HOCUTEeNN re-
HOTUMOB CO CPeAHETAXKeNbIMM GEHOTUMNYECKMMM NO-
CneacTBMAMM B N06ON MOMEHT BpeMeHu. lMNosiBneHne
CFTR-BCcnomoraTtenbHbiX MEeTOJ0B leYeHnss NoTeHLu-
aNnbHO MOXET Cbirpatb OyayLLYI0 POSib B IeYEHWN NaH-
KpeaTtnTa, cBazaHHoro ¢ CFTR-myTayven [8].
MocKoNbKy MPOAONKUTENBHOCTb XMU3HW MaUVeH-
TOB C MYKOBUCLIM[I030M B HAaCTOALLee Bpems yBennuun-
nacb, B CcTpaTerny 34paBoOOXPaHEHNA YUYacCTBYIOT Kak
nefuaTpbl, Tak U TepaneBTbl NO yXoAy 3a B3pOC/bIMU.
PecnupaTopHble NpoABneHna BO3HMKAOT U3-3a pac-
WMPEHMA OPOHXOB U XPOHUYECKON OPOHXMaNbHOW
MHbEKLMM, B OCHOBHOM M3-3a 30/I0TUCTOrO cTadu-
JIOKOKKa M CUHErHOWHOWM Manoyku. dnusonbl HU-
LUMpPOBaHMA B3POC/bIX ABAAIOTCA YacCTbiMK, U CMEPTb
0ObIYHO HACTyrnaeT B pe3y/bTaTe AblXaTeSlbHON Hefo-
CTAaTOYHOCTMW. XapaKTepHO, UTO NMPOrHO3 TaKXe CBA3aH
C 3K30KPMHHOW N 3HAOKPUHHOWN HEefOoCTaTOYHOCTbIO
noaKenynoyYyHon »kenesbl. [pyrue nposABneHua cO
CTOPOHbI »KeNYJOYHO-KMLIEYHOro TpaKTa BKJOYAOT
MEKOHWMAJIbHYI0 HEMPOXOAMMOCTb KMLWEYHMKa U 3a-
60n1eBaHNA NeYeHn, KoTopble MOTyT fIOCTUraTb CTafuu
6unmnapHoro umpposa [2]. OCHOBHble METOAbI leYeHunA
NOCTPOEHbI Ha AblxaTefibHOW du3noTepannn, aHTU-
6MOTUKAX N SKCTPAKTaxX MaHKpeasbl, 3alULLEHHbIX OT
racTponpoTeKumnu, a TakxKe TapreTHom Tepanun [8, 20].

BbIBOAbl

B pononHeHWe K KIMHWYECKOW KapTUHE MOBTOP-
HbIX PeLMAuBOB MaHKpeaTUTa U HanMums CUHAPOMA
YKIOHeHnA GepMeHTOB B KpoBb 6e3 AncdyHKUUmn noa-
Xeny[oYHON ene3bl, OCHOBOW [N NMOCTaHOBKY KNn-
HWUYECKOro AnarHosa v nocneayioLlero BeAeHuns npea-
CTaBJIEHHOIO KJIMHWYECKOTO Cilyyasi MaHKpeaTuta y
pebeHKa paHHero Bo3pacTa MOCIYXWUI0 CEKBEHUPO-
BaHVe MOJIHOro 3K30Ma y NauueHTa u ero pogutenei.
Y nayueHTa obHapy<eHbl 1Ba NaTOreHHbIX BapuaHTa
B reTepo3nroTHoM coctoAaHun reHa CFTR, npuBegLwe-
ro K «MATKOMY» TEUEHUI0 ayTOCOMHO-PELLeCCUBHOTO
MYKOBUCLML03a; Hanuuve npeumyLiecTBEHHOro Mo-
paXeHUs nopKenyfgoyHon enesbl, 00yCnoBNeHHOro
MyTauuen 4 sk3oHa (e95k).

Ncxopn naHkpeaTuTa 3aBUCUT B JAHHOW CUTyaLuu
OT COMyTCTBYIOLWMX 3a6051eBaHNN. XPOHNYECKNI NaH-
KpeaTuT — NpU3HaHHbIN GaKTop prcKa pa3BuUTUSA aje-
HOKapLMHOMbI MOJXeNnyJouYHOW >xene3bl. [ayneHTy
odopmneHa NHBaNNAHOCTb MOXM3HEHHO W MOCTOAH-
HO. Y Hero BO3MOXKHO pPa3BUTKE MOSIHOTO OTCYTCTBUSA
bYHKLMY NofKenyaoYHON Xefne3bl, CUHAPOM Manbab-
copbuun, nporpeccupytollee ymeHblueHre GyHKLMO-
HaNbHOW NEeroYyHom TKaHW 3a cYeT NOCTENEeHHOro pas-
BUTUSI MTHEBMOCKIIEpO3a.

ISSN 2221-2582

JINTEPATYPA

1. MeaHos [.0., HoBukosa B.IN., AnewnHa E.N. n gp. Py-
KOBOACTBO NO neguatpun. lactposHTeponorua get-
ckoro Bo3pacta. C[16.: 2022; 6.

2. benbmep C.B., Pazymosckuin A.lO., XaBknH A.W. n gp.
bone3Hun nogxenygouHon xenesbl y geten. IsgaHune
BTOPOE, JoNoSIHeHHOe 1 nepepaboTaHHoe. M.; 2019.

3. Kunbguaposa PP, JlobaHos t0.0. HarnagHaa pet-
CKaA racTPoO3HTEpONorna 1 renatonorua. YuebHoe
noco6ue. M.: T'0TAP-Mepana; 2014: 65-71.

4. benbmep C.B., lMpuBopotckni B.®., PbiukoBa C.B.
n ap. NMpriMeHeHne BbICOKOAKTUBHbIX GOPM NaHKpe-
aTMHa B negmuaTpuyeckon npaktuke. MNocobue ana
Bpayen. 2-e usgaHue, nepepabotaHHoe 1 AOMOI-
HeHHoe. M.; 2021.

5. KopHueHko E.A., ArynoBa A.A. CoBpemeHHble
npegctaBneHna o6 3TUONOTMM  XPOHWYECKOro
naHKpeaTTa U Koppekunn GpyHKLNOHANIbHON He-
[OCTAaTOYHOCTU NOOKENYAOYHON »Kenesbl. Bonpo-
Cbl coBpemeHHoWn neguatpumn. 2012; 11(4): 134-8.
https://doi.org/10.15690/vsp.v11i4.372.

6. MwnHuHa C.H., KopHuenko E.A., CycnuupiH E.H., Uma-
HuToB E.H. Tronornyeckasa cTpyktypa, gmarHoctu-
yeckme Kputepum 1 NpUHUMMbI JlIeYeHnA NaHKpea-
TUTOB Yy feTen. Bonpocbl getckom guetonoruu. 2020;
18(3): 54-64. DOI: 10.20953/1727-5784-2020-3-54-64.

7. Kunbguaposa P.P. lucnaHcepn3aumna 300poBbIxX Ae-
Tell. Bonpocbl coBpemeHHol neguatpum. 2018; 17(3):
254-8.DOI: 10.15690/vsp.v17i3.1896.

8. Ooi CY., Durie P.R. Cystic fibrosis transmembrane
conductance regulator (CFTR) gene mutations in
pancreatitis. J Cyst Fibros. 2012; 11(5): 355-62. DOI:

10.1016/j.jcf.2012.05.001.
9. Afzal S., Kleinhenz J. Acute Pancreatitis in Chil-
dren. Pediatr Ann. 2021; 50(8): e330-5. DOI:

10.3928/19382359-20210713-01.

10. Cohen R.Z., Freeman A.J. Pancreatitis in Children.
Pediatr Clin North Am. 2021; 68(6): 1273-91. DOI:
10.1016/j.pcl.2021.07.012.

11. KunbgusipoBa P.P. CnpaBoYHUK MO 1labopaTopHbIM
1 GYHKLMOHaNbHbIM UCCNIeJOBaHNAM B NegnaTpumn.
M.: TS0TAP-Mepgna; 2009.

12. HosukoBa B.I1., MenbHukoa W.H0. MeTtoapl nccne-
[IOBaHVA KULLEYHMKa Y feTei n nogpoctkos. Cr6.;
2006.

13. Suzuki M., Minowa K., Isayama H., Shimizu T. Acute
recurrent and chronic pancreatitis in children. Pedi-
atr Int. 2021; 63(2): 137-49. DOI: 10.1111/ped.14415.

14. Vidal E., Alberici I., Verrina E. Acute pancreatitis in
children on chronic maintenance dialysis. Italian
Registry of Pediatric Chronic Dialysis. Pediatr Neph-
rol. 2019; 34(9): 1501-12. DOI: 10.1007/s00467-018-
4043-y.

15. Werlin S.L., Kugathasan S., Frautschy B.C. Pancreatitis
in children. J Pediatr Gastroenterol Nutr. 2003; 37(5):
591-5. DOI: 10.1097/00005176-200311000-00017.

PRACTICAL NOTES



ISSN 2221-2582

16.

17.

18.

19.

20.

KopHueHnko E.A., Airynosa A.A., Jloboga T.b., ®agn-
Ha C.A. AyTOMMMYHHbIV NaHKpeaTuT B negmatpuye-
ckon npakTuke. ®apmateka. 2011; 1: 43-9.

Maritati F., Peyronel F., Vaglio A.1gG4-related disease:
a clinical perspective. Rheumatology (Oxford). 2020;
59(Suppl 3): iii123-31. DOI: 10.1093/rheumatology/
kez667.

KysHeuosa [J.A., JTannH C.B., Ma3sunr A.B. n gp. MeTto-
[MyecKkoe pyKOBOACTBO MO 1abopaTOPHON AnarHo-
CTUKE CUHAPOMa XpoHudeckon auapewn. Cr6.; 2021.

Scheers I., Palermo J.J., Freedman S. et al. Autoim-
mune Pancreatitis in Children: Characteristic Fea-
tures, Diagnosis, and Management Am J Gastroen-
terol.2017; 112(10): 1604-11.DOI: 10.1038/ajg.2017.85.
Hubert D., Foucaud P. Mucoviscidosis: in children
and adults. Rev Pneumol Clin. 1995; 51(3): 137-44.
PMID: 7569575.

REFERENCES

1.

Ivanov D.O., Novikova V.P., Aleshina Ye.l. i dr. Ruko-
vodstvo po pediatrii. Gastroenterologiya detskogo
vozrasta. [Guide to Pediatrics. Gastroenterology of
childhood]. Sankt-Peterburg: 2022; 6. (in Russian)
Bel'mer SV., Razumovskiy AYu., Khavkin A.l i dr.
Bolezni podzheludochnoy zhelezy u detey. [Di-
seases of the pancreas in children]. Izdaniye vtoroye,
dopolnennoye i pererabotannoye. Moskva; 2019. (in
Russian)

Kil'diyarova R.R., Lobanov Yu.F. Naglyadnaya det-
skaya gastroenterologiya i gepatologiya. Ucheb-
noye posobiye. [Visual pediatric gastroenterology
and hepatology]. Moskva: GEOTAR-Media Publ,;
2014: 65-71. (in Russian)

Bel'mer SV., Privorotskiy V.F., Rychkova SV. i dr.
Primeneniye vysokoaktivnykh form pankreatina v
pediatricheskoy praktike. [The use of highly active
forms of pancreatin in pediatric practice]. Posobiye
dlya vrachey. 2-ye izdaniye, pererabotannoye i do-
polnennoye. Moskva; 2021. (in Russian)

Korniyenko Ye.A., Yagupova A.A. Sovremennyye
predstavleniya ob etiologii khronicheskogo pank-
reatita i korrektsii funktsional’'noy nedostatochnos-
ti podzheludochnoy zhelezy. [Modern ideas about
the etiology of chronic pancreatitis and the correc-
tion of functional pancreatic insufficiencyl. Voprosy
sovremennoy pediatrii. 2012; 11(4): 134-8. https://
doi.org/10.15690/vsp.v11i4.372. (in Russian)

Minina S.N., Korniyenko Ye.A., Suspitsyn Ye.N., Im-
yanitov Ye.N. Etiologicheskaya struktura, diagnos-
ticheskiye kriterii i printsipy lecheniya pankreatitov
u detey. [Etiological structure, diagnostic criteria and
principles of treatment of pancreatitis in children].
Voprosy detskoy diyetologii. 2020; 18(3): 54-64. DOI:
10.20953/1727-5784-2020-3-54-64. (in Russian)

10.

11.

12.

13.

14.

15.

16.

17.

18.

19.

20.

Children’s medicine of the North-West
2022/ T.10N23

Kil'diyarova R.R. Dispanserizatsiya zdorovykh detey.
[Clinical examination of healthy children]. Voprosy
sovremennoy pediatrii. 2018; 17(3): 254-8. DOI:
10.15690/vsp.v17i3.1896. (in Russian)

Ooi CV., Durie PR. Cystic fibrosis transmembrane
conductance regulator (CFTR) gene mutations in
pancreatitis. J Cyst Fibros. 2012; 11(5): 355-62. DOI:

10.1016/j.jcf.2012.05.001.
Afzal S., Kleinhenz J. Acute Pancreatitis in Chil-
dren. Pediatr Ann. 2021; 50(8): e330-5. DOI:

10.3928/19382359-20210713-01.

Cohen R.Z., Freeman A.J. Pancreatitis in Children.
Pediatr Clin North Am. 2021; 68(6): 1273-91. DOI:
10.1016/j.pcl.2021.07.012.

Kil'diyarova R.R. Spravochnik po laboratornym i
funktsional’nym issledovaniyam v pediatrii. [Hand-
book of Laboratory and Functional Research in Pedi-
atrics]. Moskva: GEOTAR-Media Publ.; 2009. (in Rus-
sian)

Novikova V.P,, Mel'nikova L.Yu. Metody issledovani-
ya kishechnika u detey i podrostkov. [Methods of
examination of the intestine in children and adoles-
cents]. Sankt-Peterburg; 2006. (in Russian)

Suzuki M., Minowa K., Isayama H., Shimizu T. Acute
recurrent and chronic pancreatitis in children. Pedi-
atr Int. 2021; 63(2): 137-49. DOI: 10.1111/ped.14415.
Vidal E., Alberici I., Verrina E. Acute pancreatitis in
children on chronic maintenance dialysis. Italian
Registry of Pediatric Chronic Dialysis. Pediatr Neph-
rol. 2019; 34(9): 1501-12. DOI: 10.1007/s00467-018-
4043-y.

Werlin S.L., Kugathasan S., Frautschy B.C. Pancreatitis
in children. J Pediatr Gastroenterol Nutr. 2003; 37(5):
591-5. DOI: 10.1097/00005176-200311000-00017.
Korniyenko Ye.A., Yagupova A.A., Loboda T.B., Fadi-
na S.A. Autoimmunnyy pankreatit v pediatricheskoy
praktike. [Autoimmune pancreatitis in pediatric
practice]. Farmateka. 2011; 1: 43-9. (in Russian)
Maritati F., Peyronel F., Vaglio A. |gG4-related disease:
a clinical perspective. Rheumatology (Oxford). 2020;
59(Suppl 3): iii123-31. DOI: 10.1093/rheumatology/
kez667.

Kuznetsova D.A., Lapin SV,, Mazing A.V. i dr. Metodi-
cheskoye rukovodstvo po laboratornoy diagnostike
sindroma khronicheskoy diarei. [Methodological
guide for laboratory diagnosis of chronic diarrhea
syndrome]. Sankt-Peterburg; 2021. (in Russian)
Scheers 1., Palermo J.J., Freedman S. et al. Autoim-
mune Pancreatitis in Children: Characteristic Fea-
tures, Diagnosis, and Management Am J Gastroen-
terol.2017; 112(10): 1604-11.DOI: 10.1038/ajg.2017.85.
Hubert D., Foucaud P. Mucoviscidosis: in children
and adults. Rev Pneumol Clin. 1995; 51(3): 137-44.
PMID: 7569575.



