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Pesiome
* VILIIOCTpaly K CTaTbe — XPOHWYECKMIA MaHKPeaTHT ABNAETCA OAHOM 13 Haubonee akTyanbHbIX NPobiem AETCKON racTPO3HTEPONOTMN 1 XMPYPTIN
Ha I{BETHON BKTeltKe OpraHoB renatonaHkpeatobunuapHoi 0bnacTv ABnAeTcA. [InarHoCTuKa v neyeHmne 3ToM KaTeropum nauneHTos Tpebyet

B XXypHal.
P KOMMNNEKCHOro O6C}'I€}J,OBaHI/IF| CNCNoNb30BaHNEM COBPEMEHHbIX BbICOKOUYBCTBUTEIbHbIX METOAOB MCCNIE[0BAHNA N KOMNEe-

TManbHOrO yYacTUA XUPYpra, raCTPO3HTEPONOra U SHAOKPYHONOrA. B CBA3N C TeM, UTO anropuT™ BefieHA STUX NaLyeHToB
He pernameHTUPOBaH, NaUMEHTbI HEPEAKO ANMTENIbHO MOMYYaIOT 3aMECTUTENbHYI0 GEPMEHTHYIO TEpanmio, UMesA NoKasaHua
K onepaTuBHOMY fnieueHuio. Kpome Toro, HecneunduUHOCTb %anob 1 KNMHUYECKUX MPOABNEHN XPOHNUYECKOTO NaHKPeaTnTa,
0eccMMNTOMHOE TeUeHe 1 NepBNYHOE BbIABNEHNE 3K30- 1 SHAOKPWUHHOM HEeOCTAaTOYHOCTU NPUBOAAT K Bonee no3aHemy
BbIOOPY ONTUMANbHOTO METOAA NeYEHNA 1 MOBbILIAIOT PUCK PAa3BUTUA OCTIOXKHEHNIA. 3anor 3GdeKTUBHOM NOMOLLM AeTAM
C XPOHMYECKUM NaHKPeaTUTOM — 3TanHOCTb U NPeeMCTBEHHOCTb B MCCNEAOBaHMN U neyeHnn. B LieHTpe neyerns aHoma-
N pa3BNTUA 1 3a00NeBaHUIA renatonaHkpeaTobunMapHoi cucTembl y AeTelt Ha 6aze OrnaToBCKo 60NbHULBI MPOBOAATCA
BbICOKOIHEKTUBHbIE BMELIATENbCTBA NPU XPOHMUECKOM NaHKpeaTuTe y ieTeld, Lenb KOTopbiX — obecneyeHne afeksat-
HOrO OTTOKa MaHKPEeaTUYECKOro COKa C MOMOLLbIO MPOAOMBHOM MaHKPEATUKOEIOHOCTOMIY, KOTOPasA KPOME PEHUPOBaHNA
MoZXenyAoUYHOM enesbl, NO3BONAET JOCTMUb KNMHNYECKOH PEMUCCUM 1 OCTAHOBUTb MPOrPeCCMPOBaHME NATONOrYeCcKoro
MPOLeCca, BKNoUas caxapHblid AnabeT. B cTaTbe 0TpaxeH onbIT AMArHOCTVKM 1 IeYEHNA XPOHNUYECKOr0 NaHKpeaTvTa y AeTeil.

Kniouesble cnoBa: XpOHl/IHECKI/M MaHKPeaTunT, HacNeCTBEHHbIN NaHKPeaTnT, AETN, MyKOBNCUMAO3, XNPYypPruyeckoe neveHne
XPOHUYECKOro NaHKpeaTnTa n aHoOManum Pa3BnTKA I'IOJJ}KGﬂyﬂ,OQHOIZ Kenesbl, NaHKPeaTnkoetoHOCTOMMUA

KOH®NUKT nHTepecoB. ABTOPbI 3aABNAIOT 00 OTCYTCTBIUM KOHONNKTA NHTEPECOB.
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Ssummary

Chronic pancreatitis is one of the most pressing problems of pediatric gastroenterology and surgery of hepatopancreatobiliary ~ * Tllustrations to the article
organs. Diagnosis and treatment of this category of patients requires a comprehensive examination using modern highly sensitive are on the colored inset
research methods and the collegial participation of a surgeon, gastroenterologist and endocrinologist. Due to the fact that the of the Journal.
algorithm for managing these patients is not requlated, patients often receive enzyme replacement therapy for a long time, with

indications for surgical treatment. In addition, the non-specificity of complaints and clinical manifestations of chronic pancreatitis,

the asymptomatic course and the initial detection of exo- and endocrine insufficiency lead to a later choice of the optimal treatment

method and increase the risk of complications. The key to effective care for children with chronic pancreatitis is the staging and

continuity in research and treatment. At the Center for the Treatment of Developmental Anomalies and Diseases of the Hepato-

pancreatobiliary System in Children on the basis of the Filatov Hospital, highly effective interventions are carried out for chronic

pancreatitis in children, the purpose of which is to ensure an adequate outflow of pancreatic juice using longitudinal pancreatico-

jejunostomy, which, in addition to draining the pancreas, allows to achieve clinical remission and stop the progression pathological

process, including diabetes mellitus. The article reflects the experience of diagnosis and treatment of chronic pancreatitis in children.

Keywords: chronic pancreatitis, hereditary pancreatitis, children, cystic fibrosis, surgical treatment of chronic pancreatitis and
pancreatic anomalies, pancreaticojejunostomy
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BsepeHune

OpHOJI M3 aKTya/IbHBIX IIPO6/IEM [IeTCKO racTposHTe- JacToTa BCTpeYyaeMOCTH AaHHOI HaTOMIOTUM CPeRn
POJIOTMY M XMPYPIUM OPTaHOB IeIIaTOIIAHKPeaTOOWIN-  HeTCKOTrO Hace/IeHN A BO3PacTaeT U cOCTaBsAeT o 10%
apHOIT 00/1aCTM ABJIAETCS XPOHMYECKNII TAHKPeATUT. OT 3abomeBaHuil OpraHoB OpioiIHoOI momoctx (1, 2].
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Tabnumna 1.

3abomeBaHNA TOKENYTOU-
HOIT JKenesnl, IIPpU KOTOPBIX
BBITIO/THEHbI XI/IprI‘I/I‘{eCKI/[OC
BMelIaTe/IbCTBA.

Table 1.

Diseases of the pancreas
for which surgery has been
performed

30

JIMarHocTiKa ¥ NedeHye 9TO KaTeropuy malneH-
TOB TpeOyeT KOMIUIEKCHOTO 00C/IeIOBaHMA C UCIIOIb-
30BaHJeM COBPEMEHHBIX BBICOKOUYBCTBUTETbHBIX
MeTOJIOB MICCTIE/JOBAHNA VM KOJJIETMAIbHOTO yIaCTIA
pAfa CriennaancToB: AeTCKOTO XMPYypra, TaCTPOIHTe-
porora u SHAOKPUHOJIOTA. B HacTosAmIee BpeMs anro-
PUTM BefleHNsI STUX TALVIeHTOB He perlaMeHTHPOBAH,
II03TOMY 3a4aCTYIO HALMEHThI IJIUTENbHO MOMYYaioT
3aMeCTUTETbHYI0 GePMEHTHYIO TePaluIo, MMes I10-
Ka3aHMA K ollepaTuBHOMY sedeHnio. Kpome Toro, He-
crenUIHOCTD XKan06 M KIMHUIECKUX IPOSBICHNI
XPOHMYECKOTO TAHKPEATNTA, HePeFKO 6eCCHMITOMHOE
TedeHue I IIepBUYHOE BbIABICHUE 9K30- I SHTOKPIH-
HOI1 HeJOCTATOYHOCTY IIPUBOJAT K O0JIee O3THEMY
BBIOOPY ONITMMA/ILHOTO METO/IA JIEYEHN A V1 TIOBBIIIAIOT
PUCK pa3BUTHSA OCTIOKHEHUI. [I09TOMY, 9TallHOCTD
U IIPeeMCTBEHHOCTD B VICCIEIOBAHNY 1 JIEYEHNH JleTel

MaTepman bl 1 MeTOAbl

[IpoBeneH peTPOCIEKTUBHBIN ¥ NPOCIEKTUBHBIN
aHANN3 pe3yNbTAaTOB JIeUeHNA JeTeil C AMarHO-
30M «XpOHMYECKUI MAHKPEATUT» B KIMHUKE VM.
H. ®. ®unarosa ¢ 2010 roga mo 2021 rr. B ccnemoBanmm
JMCII0/Ib30BAHbI JAHHbIE Tab0PaTOPHOI (KIMHIYECKMIT
aHa/M3 KPOBY U MOUY, OMOXMMIYECKIIT aHa/IN3 KPOBYI
u Moun) u nHCTpyMeHTanbHoit (Y3V, MPT, MCKT)
TVIATHOCTVKMY, M3yYeHbI TeHeTHYeCKIe MapKEPhI Xpo-
HUYECKOTO MaHKPEATUTa, XKaI00bl, KIMHNYECKAs! Kap-
THUHA JIO 1 TTOCTIe OIIePaTUBHOTO JIeYeHN s, OCTIOKHEHM
B [IOC/I€ONIepallIOHHOM IIepUOJie Y Iy TV UX KOPPEKIIMN.

K HacrosieMy BpeMeHM B LIeHTpe BbIIIOJTHEHO 60-
nee 1200 onepaTUBHBIX BMEIIATEIbCTB Ha OPTaHaXx
O6M/IMONIaHKPeaTOyO/ieHaIbHOI 30HBI, M3 KOTOPbIX
232 (mabn. 1) peKOHCTPYKTUBHBIX BMeIIATeIbCTBA Ha
IO/IKeTyJOYHOM JKe/ese, B TOM 4ucie 41 onepauus
T10 IOBOZ1Y XPOHMYECKOTO TAHKpeaTUTa 1 4 — 0CTPOro
TaHKpeaTuTa. Bo3pacT malueHToB cOCTaBuUI OT 1 rofja
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C XPOHMYECKMM ITAHKPEaTUTOM, a TaK>Ke HACTOPO>KEH-
HOCTD CII€I[Ma/IMNCTOB IEPBUYHOTO 3BEHA, CBOEBPE-
MEHHas JUArHOCTMKA U PasyMHasd TaKTUKa JIEYEHNU S
SBIIAIOTCA 3a/I0TOM YCIIEUTHOTO MCXOfia 3a00/IeBaHNA.

C 1epio OKa3aHM A CIINMATN3NPOBAHHO BBICOKO-
KBaIM(ULMPOBaHHOI KOHCY/TbTaTUBHOI, JMaTHOCTH-
4eCKOit, aMOy/IaTOPHOI 1 CTALMIOHAPHOI MeAMUIIHCKOI
oMoy B 2016 ropy mo mHuIMaTuBe npodeccopa
PasymoBckoro A.IO. Ha 6a3e PumaToBcKot 60IbHNLLBI
6611 oprannsoBaH nepsbiit B Poccun LlenTp nevenus
aHOMaJuil pa3BUTKA U 3a00/IeBaHMII TellaTOIaHKpe-
aTOONM/IMAPHO CUCTEMBI Y fieTel.

B cTarbe oTpa)keH ONBIT AMATHOCTUKY U JI€UEHNA
XPOHMYECKOTO MaHKpeaTuTa y fieTeil B LlenTpe neve-
HJSl aHOMaJIuii pa3BUTUA U 3a60/IeBaHMIA IellaTONaH-
KpeaToOu/InapHoOIt CUCTEeMBI y fieTelt Ha 6a3e KIMHUKI
H. ®. Odunarosa.

no 18 yeT, pacupejeneHNs MaTOMOIUM II0 ITOJIOBO
IPVHAJIEKHOCTY He BBIAB/ICHO.

IIpoBeseH aHaIN3 Pe3y/IbTATOB 1a60PATOPHOIL
(kMHMYIeCKMIT aHAMN3 KPOBY, OMOXMMIYECKUIT aHa-
713 KpoBU (aMutasa, I/ioKo3a, C-IeNTI])) ¥ MHCTPY-
MeHTanbHOI (Y31 (yn1bTpasByKoBOe UCCIIENOBaHMeE),
MPT (MarHuTHO-pe3oHaHcHas ToMorpadus), MCKT
(MynpTHCIIMpabHAS KOMIBIOTEPHAs TOMOrpadus),
MPXIIT (MarHUTHO-pe30HaHCHAA XO/NaHTMONAHKpe-
arorpadus), FUaTHOCTUKY MALVEHTOB C aTONIOTHeIl
nomxenynRouHoit sxenessl (IDK), mpoxoauBIuux nede-
Hue B II'KDB um. H. ®. ®unarosa. Kpome Toro B psage
ciy4aeB OBUIM MCCIEeOBAaHBI TeHETUYEeCKIe MapKe-
pol mankpeatuta (SPINK - serine protease inhibitor
Kazal type 1, CFTR - cystic fibrosis transmembrane
conductance regulator, PRSS1- cationic trypsinogen)
u onkoMapképsl (CA - Carbohydrate antigen u CEA -
Carcinoembryonic antigen).

Xupypruueckue 3a6oneBaHuns NoAXeNyA0UHON Kene3bl

KonnyecTBo nauneHToB

Bpoxpennsie nopoku passutusa IIDK - konbuesupgnas IDK 51
OCTpbIli TAaHKPeaTUT 4
XpoHMYECKMI TAHKPEATUT 41
Tunepuncynuumusm 3
BreopranHsie sxTonuu IDK (xopucromsl xxenypnka u 12-nepcrHoit kumku, sxronnyu IDK 45
npu ygBoennsax JKKT u gusepTuxyne Mexkerns)

Kucrpi/onyxonu IDK 87/36
Ocrpas TpaBma — paspriB IIDK, mocTTpaBMaTnyecknii naHKpeaTnT 3
Bcero onepannit Ha IDK 232
Omnepanuy Ha )XeTYHBIX Ty TAX 875
Onepanuy Ha Ie4eHn 53
Omnepanuu Ha 12-IepCTHOM KUILIKe 65

Pe3yn bTaTbl ncciefoBaHnA

Bce et ¢ XpOHMYECKMM MaHKPEATUTOM ObLIN yc-
JIOBHO IIOfIe/IEHBI HA 2 TPYIIbl B 3aBUCUMOCTH OT
9THOJIOTUI: TeHeTMYeCKU 00YCTIOB/ICHHBII TaHKpea-
TUT U OOCTPYKTUBHBIIL. ITO [ie/leHNe CBA3AHO C TeM,
YTO HACIeCTBEHHBI MAaHKpeaTUT MaHudecTupyer
paHbllle, NMEET TAXKeN0e TeYeHNe U MOBbIIIAeT PUCK

Ppa3sBUTHA OCTIOXHEHMI 1O U MIOC/I€ ONlePaTUBHOIO
nedenus [3, 4]. Beero ¢ 2010 roga no 2020 npoomnepu-
poBaH 41 nanuenT ¢ XII, u3 KOTOpbIX 16 ManueHTOB
C HacJIeICTBEHHBIM IIAaHKPeaTUTOM U 18 — ¢ 06CTpyK-
TUBHBIM. OT/IeTbHYIO TPYIITY COCTABIAIOT HaI[EHTEI
C MOCTPABMATUYECKNM HAHKPEATUTOM (9 6OBHBIX).



ITpu pasBUTUYM XPOHMYECKOTO ITAHKPEATUTa BaX-
HYIO POJIb UTPAIOT reHeTn4eckye GakTopsl. OfHUM
3 Ha4a/IbHBIX MHUIMMPYIOIIX COOBITUI B PA3BUTUN
MaHKpeaTUTa y leTeil ABNAETCS IpeXAeBpeMeHHasn
BHYTPMKJ/IETOYHAS aKTUBAL[MA TpUICcHHOreHa. OKomno
20% npex/IeBpeMEHHO aKTUBMPOBAHHOTO TPUIICKMHA
MHIU6UpyeTCcs 6enKoM, KogupyembiM renom SPINK1
(serine peptidase inhibitor Kazal Type 1 - mankpearu-
YeCKMil CeKPETOPHBII MHIMOMTOP TPUIICHHA), @ OCTaB-
LINIICS TPUIICUH pacIlelifAeTcsa APYrUM 6eIKOM, KO-
TOpBIIT KopupyeTcs reHoM PRSSI (cationic trypsinogen
gene - reH KaTVOHHOTO TpUICHHOreHa). [ToABnenne
myranuy B PRSS1 cBsi3aH0 c IOBbIILIEHHOI BOCIPUUM-
YMBOCTBIO K aKTUBALVM TPUIICHHA VU YCTONYMBOIL
aKTUBHOCTBIO epMeHTa B MOMKeTyO4HOI JKere3e,
U 9TV MYTAal|MM 4allle BHI3BIBAIOT HACTEACTBEHHBIN
MaHKpeaTuT. PasnuyHble BADMAHTBI MyTal Uil FeHa
PRSS1, mHAYLUPYIOT HE TONbKO HEMPAaBUIbHOE CBEp-
TBIBaHME ¥ CTPECC SHIOIIA3MATIYeCKOI0 PETUKYIyMa,
HO TaK)Xe UTPAIOT NATOTeHHYIO PO/Ib B Pa3BUTUM Ha-
crepcTBeHHOrO mankpearuta y gereii [5]. CFTR (cystic
fibrosis transmembrane conductance regulator — ren
peryiaTop TpaHCMeMOpPaHHOI IPOBOJUMOCTI HPU
KUCTO3HOM (ubpO3e) — reH, yIacTBYIOUIMIL B Peryis-
LMY TPAHCIIOPTUPOBKE aHMOHOB: TIOJTHA S IOTEPS €T
GYHKLMY IPUBOAUT K CTYIIEHUIO CEKPETa, 00CTPYK-
LMY IIPOTOKOB M PAa3pyLIEHNUIO NTOJKENTyJOYHOI XKe-
ne3pl Ipu MykoBucuugose [6]. Myraunun CFTR moryT
BBI3bIBaTh HapymeHne skcrnpeccun CFTR B mankpe-
aTMYeCKMX IPOTOKAX M MOBBILIATb PUCK Pa3BUTHA
pPeuuIMBUPYIOLIETO ¥ XPOHNYECKOTO ITAHKPeaTnTa
C HOMOIIBIO CTIE[YIOIIIX MEXaHU3MOB: CHIKEHME BHY-
TpukieroyHoro pH, CHM)KeHMe BLIMBIBaHNU A TTaHK-
peatndeckux pepMeHTOB, 6oee BA3KOI U 6oraToi
6erKaMy IPOTOKOBOJ KMAKOCTY, KaMHeoOpa3oBaHue
n arpodus xenessl [7]. Hetu ¢ Bapuantamu PRSS1 60-
Jiee CKJIOHHBI K Pa3BUTUIO XPOHIYECKOTO ITAHKPEeaTnTa,
4eM K pellMANBUPYIOLIeMY, ¢ 60/Iee paHHMM Ha4a/IoM
U OBICTPHIM IPOIPECCHPOBAHMEM 0 XPOHIYECKOTO
MaHKpeaTNTa, YeM y feTeit 6e3 myTanuii (8, 9, 10].

B HameMm MCCHIeOBAHUM CPENy JleTell ¢ Hacen-
CTBEHHBIM IIAHKPEATUTOM ObIIO 6 IIAI[EHTOB C MyTa-
nueit reno PRSS1 (Cationic trypsinogen), 4 ¢ CFTR
(cystic fibrosis transmembrane conductance regulator)
u 6 mauentoB SPINK1 (Pancreatic secretory trypsin
inhibitor).

Pacnpenenenye HO30/IOT I, IPUBOAALINX K 00-
CTPYKTMBHOMY HaHKPEATUTY ObIIO ClefyIoliee:
Pancreatobiliary malunion (crenos BJJA, kucra

KonbuesugHasa MK

KonbieBnpHas mojxenysodHas skees3a B IIOaBIA-
foleM OO/IBIIMHCTBE C/Ty4YaeB BCTPeYaeTcs Y HOBOPO-
JKTIEHHBIX ¥ He TIPefICTaBAsAeT TPYAHOCTEN B [MarHo-
CTUKe ellle Ha aHTeHaTabHOM aTarne. OJHAKO OKO/IO
6% cy4aeB 9TOro IIOPOKa B BIJie IIOAKOBOOOPA3HOI
JKeJIe3bl, OXBAThIBAIOLIEl IBEHA/ILIATUIIEPCTHY O KIII-
Ky (JITK), mposiBiseTCs B TPYAHOM U paHHEM BO3pacTe
pBOTOI U runoTpodueil. Yuurteipasa Hecrenupude-
CKUIT XapaKTep KIMHMYECKOI KapTHHbI Hanbosbliee
3HaueHMe IPUJAETCA MHCTPYMEHTATbHOM AMAaTHOCTH-
ke: Y3U, KT un suHaMn4eckoit KOHTPaCcTHOM [yOfeHO-
rpadu. IIpu peHTreHOrpaduy YeTKO ONpenenaeTcs
nedexT 3amonHeHMA HucxopAuero otaena AIIK, ye-
Pe3 KOTOPBIil KOHTPACT TOHKOI CTPYENi MOCTYIIaeT U3
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xonepoxa) — 4, Pancreas divisum - 3, Annular pancreas—
5, )KKB, xona"arnonuruas — 3, B T.4. cOueTaHHas OU-
JIMO-, 1yOLleHO0-, ITAHKPeaTONaTA C IOPTAIbHOM I'i-
neprensueii - 3. Kpome Toro, y ieTei mepBonpuImnHoi
PasBUTUA HaHKpPEATUTa MOTYT OBITh M TOKCUKO-
MeTabonnyeckue pakTopbl. OHAKO OHU PELKO BCTpe-
Yal0TCA Y AeTell TOMbKO C XPOHNYECKUM IaHKPEaTUTOM
[11]. B HabarogaeMoit HAMM TPYIINE JETHU C TAKMMU
¢dbopMaMy maHKpeaTHTa He BCTPEYaCh.

brnaromaps mccnenoBaHNMIO MeXAYHApPOLHOM
TPYIIIBI IO M3y4eHNo maHKpeaTntos — INSPPIRE
(INternational Study Group of Pediatric Pancreatitis: In
Search for a CuRE Cohort Study) y sieTeit paspaboTaHbt
IAMArHOCTMYEeCKMe KPUTEPUM BCeX BUJIOB IIAHKpeaTu-
ToB. Tak, HanpuMep, AMATHOCTMKA OCTPOrO IaHKpea-
TYUTa BKJIIOYAET [iBa II0ObIX IPU3HAKA U3 TpUajblL: 601n
B )KMBOTE, MU3MEHEHU CTPYKTY PbI MOJKENTYOYHON
JKeJIe3bl, COOTBETCTBYIOI[YIO 3a00/IeBaHUIO U IIOJ-
TBEP)KIEHHYI0 MHCTPYMEHTAIbHBIMU METOIAMM MC-
C/Ie[IOBAHMU S, M CBIBOPOTOYHYIO aMUJIa3y MM JINTIA3Y,
B 3 1 6071ee pasa IpeBBIIIAILYI0 HOPMY [12].

B LlenTpe neyeHusA aHOMaAuil pa3BUTUA U 3a-
60/IeBaHMIT TeNaTONAaHKPeaToOOUINapHO CUCTEMBI
y meteit Ha 6a3e xupyprudeckoit knnuukn JTKDB um.
H. ®. dunatoBa pa3paboTaHbl TOKa3aHMs A/ XUPYP-
IMYeCKOi KOppeKLUu:

1. crpykrypHble nsmeHenus IDK - Bupcyrrogumara-
I¥s1, BUPCYHTOINTHA3;

2. KIIMHUKO-1a60paTOpHble U3MEHEHMs: PeLU-
BUPYIOIUIT 60/I€BOIT CUHAPOM, IIPUCTYII OCTPOTO
[IAHKpeaTUTa B aHAMHe3e, SHAOKPMHHAsI HeJJOCTa-
TOYHOCTD (CaXapHbIil AnaberT), 9K30KPUHHAS HEeO-
CTAaTOYHOCTD, ruIepdepMeHTeMus;

3. BTOpUYHBIE IIOPA>KEHNS — TPOMOO3 Cee3eHOTHOI
BeHBI, IOPTA/IbHAsI TUIIEPTEH3N s, HAPYLIEeHe 1yO-
JIeHaJIbHOI TPOXOMIMOCTHL.

CoueraHye MTIO6OTO0 KIMHUYECKOTO IIPM3HaKa,
CTPYKTYPHBIX M3MEHEHMII VI BTOPMYHBIX IOpaXe-
H]/[ﬁ[, aTakxe 3 u 60Hee KIVMHNYECKUX IPU3HAKA ITIPpU
He3(pPeKTUBHOCTY KOHCEPBATUBHOTO JIeYE€HNS SIB-
JISIIOTCS MMOKA3aHUSIMM K XUPYPIIUIECKO KOPPeK U
XPOHMYECKOT0 MaHKpeaTUTa. Bropuunsie nsmeHe-
HUA CBSI3aHBI ¢ 60JIee MTO3[HUM OOpalleH1eM maly-
€HTOB BBUJY OTCYTCTBYA KIMHUYECKUX IPOSABICHNI
VI BBIABJ/ICHBI B HAallleM LIEHTpE y 7 IIAaMEHTOB: Yale
BcTpevancs pubpos IDK (puc. 1 Ha ysemnoti exneiixe
6 JiypHAan) ¥ TPOMOO3 Cele3eHOYHOI BeHbI (puc. 2) Ha
¢done nepunankpearnyeckoro ¢pubposa.

pacmmperHbIx kenyaka v nykosuisl JIIK. Cumnrom
ABJIAETCSA MATOTHOMOHMYHBIM JIJIS 3TOI MaTONOTHIA.
Y3/ u KT n03BONAIOT 4€TKO BU3yaaN3NpPOBaTh IOJ-
KoBoo6pasHyo popmy IDK, oxBaTeiBamoIyIo ¢ 60KO-
BBbIX 11 MeIMa/IbHOI CTOPOH HucxopAmuit otaen JIIK.
OcobeHHOCTBIO aHHOTO Topoka passutus IDK saBns-
€TCs 4acToe Ham4ye f06aBOYHOIO IAHKPEATNIeCKOTO
IIPOTOKA U M3MEHeHNe HOPMa/IbHOI KOHPUTypanun
npoTtokoBoii cuctembl IDK, BrIsbIBatoliee HapyLieHne
OTTOKa MIAHKPEaTMYEeCKOTO COKa ¥ pa3BUTHE XPOHIYe-
CKOTO NMaHKpeaTuTa.

B xupypruyeckoit knunuke JI'Kb um. H. ®. ®una-
TOBa IIPOOTIEPMPOBAHEI 5 [leTell C XpOHMYeCKIM ITaHK-
peaTnToM Ha pOHE JAHHOTO IIOPOKa PasBUTHA: 2 ieTell
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¢ KonbLeBrgHOI IDK 6bI1M IEPBUYIHO OlIEpUPOBAHBI
10 TIOBOZLY OCTPOI1 1yOofieHaIbHOI HEIPOXOAMMOCTH
B IIEPMOJie HOBOPOXXAEHHOCTH (BBIIIO/IHEHA OlIepaliys
Kumypa). B nocnenymoueM maHkpeaTut MaHugecTu-
posan B Bodpacte 3 u 10 et cooTBeTCTBEHHO. Tpoe fie-
Teﬁ BHepBbIe I‘OCHI/ITaHI/I3I/IpOBaHbI B IIeHTp B B03paCTe
3,4 1 6 1eT ¢ KTMHUYECKUMY IIPOABIEHNAMY XPOHU-
YeCKOro IMaHKpeaTUTa B COYeTAaHUMU C XPOHMYECKO
IyOJ,eHa/IbHO HeIIPOXOMMOCTbI0. DTUM MALlYIEeHTaM
6bl1a BBIITOJIHEHA TIOMepeYHas MaHKPeaTOeIHOaHa-
CTOMUA ¥ OBHOMY PeOEHKY BBINIOTHEHA TAHKPEaTOyO-
TeHa/lbHadA pe3ekud. B mocneonepannonHoM nepuogpe
OCJIOKHEH I He HabII0anoCh.

Pancreas Divisum npegncraBisier co60it aHOMa-
o passutus [1DK, 06ycioBneHHy0 HapylieHeM
CINAHNA nopcaanoro n BeHTpaIII)HOI‘O HaHera-
TUYECKNX 3a9aTKOB. Pe3yJII)TaTOM 3TOTO ABNIAETCA
paspgenpHOe ApeHupoBaHue AByx yacren IIDK: Ben-
TpasibHasA 4acTh TONMOBKM IP€HMPYETCA TUIIONIA3UPO-
BaHHBIM BMpPCYHTOBBIM IPOTOKOM, OTKPbIBAIOIMMCSA

XpoHun4yeckuin naHKpeaTuT
Iuarnoctnka xpoundeckoro mankpearuta (XII) mpo-
BOAMTCA B COOTBETCTBUY CO C/IEAYIOLIVIM a/ITOPUTMOM:

1. JIabopaTopHas fuarHocTrka (ammusiasa, IIoKo3a,
uHcynuH, C-nentuj, 6unupyoun, AJIT, ACT, I'TT,
X9 uanacrasa 1 kana)

2. T'eneTuueckoe uccnegosanme (PRSS1, SPINKI,
CFTR)

3. VInctpymeHTanpHas auarsocruka (Y3, MPXIIT,
OIrac)

4. Onkomapkeps (CA19)

5. KoHcynbranum crnenmanucToB — 3HAOKPMHOIIOLA,
racTpO3HTEpOIora

6. Mopdonoruyeckoe uccnegosanne IDK

IOnsa xnuandeckux nposasnennit XII y gerein
(mab6n. 2) xapaKTepHBI ABe IPYIIIBI CUMITOMOB: pe-
LMAMBUpYIOLee TedeHue (060CTpeH ) TaHKpeaTuUTa,
TIPU3HAKY 3H/[O- ¥ 9K30KPWHHOI HeJOCTATOYHOCTI.
3agactyro XII mpoTekaeT moj MackaMu APYrux 6o-
nesueit. Hanpumep, febiot caxaproro guatera (CIT)
B IIOZIPOCTKOBOM BO3PACTe He CBA3bIBAETCA C TEUEHUEM
MIaHKpeaTNTa, TOrfa KaK OH ABJIAETCA NPU3HAKOM
HeoOpaTMMOTO MIN YaCTUIHO 0OPATUMOTO OBPEXK-
IeHM IIOI>KeTYLOYHO JKesle3bl Ha (POHe 06CTPYKTUB-
Holt popMmbl naHKpearurta. Kpome toro, y psapna gereit
¢ CJI nmpu reHeTH4ecKOM 00C/IeOBAHUY BbLABICHME
reHa CFTR TpakTyercs B 0Nb3y MyKOBUCILI/I034,
Torga Kak coderanue ¢ CJ] MOXKeT CBU/IeTeTbCTBOBATh
B nonb3y XII. V 33% mccmeyeMbIX COrTTacCHO HAIIMM
OAHHBIM ObIIO 6€CCMMITOMHOE TedeHMe MaHKpea-
TUTA, a AMATHO3 YCTAHOBJIEH HA OCHOBAHNM MHCTPY-
MEHTa/IbHBIX METOJIOB UCC/IeJOBAHNA Y BBIABIICHN A
OCTOXKHeHMIT. B 68% cnydaeB mereit 6ecIIOKONT pe-
uupnBKpyomuit (0T 3 Ko 6 pas B rof) 60/1eBOI CUH-
IPOM B SIIUTACTPAIbHOI 00/1acTU Pa3HOIl CTeNeHU
MHTEHCUBHOCTY B COYETAHUY C IUnIepdepMeHTeMueN
(moBbIIIeHMe aMMIa3bl B feCATKY pas). 11% marnueHToB
[epBUYHO HAGIIONANINUCh ¥ 9HAOKPUHONIOTOB U TIOTY-
yanu Tepanuio no nosopy ClI.

CII BcTpeuasncs yalle y fieTeil C Hac/le,CTBEHHBIM
NMaHKPeaTUTOM, a MYKOBUCIM/I03 He BBIABIIANCS
BooO1Ie y feTell ¢ 0OCTPYKTMBHBIM IIaKPEaTUTOM.
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Ha 0OJIbLIOM JYOffeHa/IbHOM COCKe, a CEeKpeT OT Jop-
CaJIbHOJ YaCTV TOJIOBKM, Te/la M XBOCTA OTTEKAeT Je-
pes CaHTOpUHNMEB IPOTOK ¥ MasIblil AyO/ieHaTbHbI
COCOK. BUpCYHTOB IPOTOK IIPY IaHHOM IIOPOKE MOYKET
6BLITH TMIIONIA3MPOBAH MM OTCYTCTBOBATh BOOOIITE.
Pancreas divisum BcTpeuaercs y 5-10% B momynanumu
U B 6O/IBIIMHCTBE CTy4aeB He IIPOSBIAETCS KIMHIYe-
ckn. OffHaKo, B pAfie CIydaeB BC/IENCTBYE U3MEHEH-
Horo BupcyHrosa npoToka ¥ HeaZleKBaTHOTO OTTOKa
cekpeta oT 6ombureit yacTu IDK uepes CaHTOpMHUEB
IPOTOK IOBBIINAETCSA BHYTPUIIPOTOKOBOE JlaB/leHMe
B )KeJIe3€, YTO ¥ IPUBOJUT K Pa3BUTHUIO TAHKPEaTHUTa.

B xupyprudeckoii K1MHIKe IPOOIEPUPOBAHDI 3
feTell ¢ XpPOHUYECKUM MaHKPeaTUTOM Ha QoHe faH-
HOTO ITOPOKA PAa3BUTUA B paHHEM JETCKOM BO3pacTe
C KIMHUYECKMMU IIPOABIEHUAMNU OCTPOTO NaHKpea-
TUTa. DTUM HAIMEHTaM BBIIIOTHAIACH IPONOIbHAA
naHKpeaTOeloHOaHacTOMMA. B nocneonepanuonHom
Iepuozie y JaHHOM KaTeTOpyY NMalMeHTOB OC/IOXKHe-
HUIT He ObITIO.

Pacnpepenenne couerannbix natonoruit ¢ XII B 3aBu-
CHMOCTY OT 3THOJIOTUM NAaHKPeaTUTa MpefCTaBIeHO
8 mabnuuye 3.

BupcyHronutuas BeisiBieH y 94,4% (17/18) meteit
C OOCTPYKTMBHBIM ITaHKpeaTUTOM 1 'y 87,5% (14/16)
C TeHeTMYeCKM O0OyC/IOB/IEHHBIM MaHKpPeaTUTOM
(puc. 1). CoueTaHue BUPCYHTOAMIATALIMN Y KAMHEN
Bupcysrosa (puc. 2) IpoTOKa yallie BCTPe4anoch cpe-
I fieTelf ¢ 0OOCTPYKTUBHBIM TAaHKPEATUTOM (COOTBET-
cTBeHHO 17/18 (94,4%) k 12/18 (66,7%).

B IT'KB um. H. ®. ®unmaTtoBa BBIITOTHAIOTCS BCe
BUJIBI OTIEPATMBHBIX BMemaTenbcTB Ha IIDK, MHOTTIE
U3 HUX OBUIM YCOBEPIIEHCTBOBAHBI U BIIEPBbIE IIPU-
MEHEHBI B IeTCKOJ IIpakTuKe. Bce onepanum MOXHO
pasfenuThb Ha 2 TPYIIILI — pe3eKIMOHHbIe (C mepece-
yeHMeM BupcyHrosa mpoToka i 6e3) 1 ApeHupyiouye,
BK/IIOYAOIIJe BHYTPEHHEE U Hapy>XHOEe IPEHNPOBa-
Hue mpoTokoBoii cuctemsl IDK. Cpenu gppennpyromux
4alle BHITIOMHAMNCH IPOAO/IbHAS 1 IIONepedHas MaH-
KpPeaTOeHOCTOMM A, ITAHKPEeATOIIMCTOCIOHOCTOMU .
Cpeny pe3eKIIMOHHbBIX — CEKTOpalbHasA U AUCTaTbHASA
peseKIuA NOfKeTyJOYHOI JKe/e3bl, TaHKPeaTOmyoe-
Ha/IbHas Pe3eKIuA.

OnruManbHBIM CIOCOOOM XMPYPIUUECKOil KOp-
pexuuu XII ABnseTcsa npomonbHasd MAHKPEATOEH0-
HOCTOMI 1, TIO3BOJIAIOIAS yATUTD BCe KOHKPEMEHTHI
U obecHednTh HaMIy4lle BO3SMOXHOCTHU A/ Je-
KOMIIPeCCUM MO KeNy/0uHOIi ene3bl. [lokasanuem
K JaHHOMY TUIIy ONlepaljiy ABAAETCA paclIMpeHMe
BupcyHnrosa npoToxa (0T 5 MM) IIpy OTCYTCTBUM BOC-
Ma/INTE/TBHOTO IpOoljecca B TOMOBKe MOMKETy[OUHOI
>keste3pl. [IokasaHMeM K IOIEPEYHOI MaHKpPeaToel-
HOCTOMMUM ONepalMU ABJIAETCA HaNMyue y MalueHTa
KJIMHUYECKO KapTUHbBI XPOHMYECKOTO TAaHKPEeaTnTa,
He MOJJa0Ilerocss KOHCEPBATUBHONM Tepanuy Npu
OTCYTCTBMM JOCTOBEPHOII BM3yann3aIui ITaBHOTO
MaHKPeaTN4eCKOTo IIPOTOKA.

Bcero BrimonHeHO 28 IPOMONBHBIX MIAHKpEaTOe-
JI0HOaHacTOMO030B nanuedTam ¢ XII: momepedynsiit
MTaHKPeaTOEI0HOAHACTOMO3 JICIIONb30BANCA B /lede-
HUJ HAIJMeHTOB C IepPBUYHO-alMHAPHO GpOopMOIt
MAaHKpPeaTNTa, Ipy KOTOPOI BU3yanu3anus IIaBHO-
ro NPOTOKa (BBUJY HEBBIPAXKEHHOI I'MIIePTEH3MN)
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Kateropus 1

runepdepmeHTeMNA
M nosbiwenve [-pnumepa

M onu nepuToHUT

| | 60K B XunBOTE
[ | pBOTa

. caxapHblii frnabeT2

1rpynna 2rpynna P Ta6muna 3
(reHeTnyeckn 06yCnoBNeHHbIN NAaHKPeaTnT) (06CTPYKTUBHBII)
CaxapHbii guaber
3/16 (18,7%) 2/18 (11,1%) <0,058
MykoBucuynpos
4/16 (25%) - >0,34
CoueTaHHas naTtonorus 6unuapHoro aepesa, AMK v nogxenyaouHo xenesbl

2/16 (12,5%) 3/18 (16,6%) <0,061
KpuTtepun oueHkmn 3pdekTUBHOCTM 1rpynna 2 rpynna P Tabnuna 4.
KynnpoaHue 6071€BOro cuHgpoma 8/9 (88,9%) 13/13 (100%) <0,043 PesynbraTsl onepaTMBHOTO
Hopmanusaius runepdepMeHTeMUn 10/14 (71,4%) 15/17 (88,2%) <0,034 JICHICHIA RETEN KA € Hacne-

CTBEHHBIM 1 XPOHI/I‘ICCKVIM
Perpecc gnabera 2/3 (66,7%) 1/2 (50%) <0,06 aHKpeaTHTOM
ITpekpamieHne KaMHe0Opa3oBaHMA 14 (87,5%) 16 (94,1%) <0,51
o " 1 1 <0.76 Table 4.
AHKpEATIMIECKIN 3aTeK 4 The results of surgical

Kposoteuenne 2 3 <0,55 treatment of children with
CTeHo3 11/10 aHaCTOMO3a - 1 <0,076 both hereditary and chronic
CriaeyHas KMILIEYHas HEIIPOXOAUMOCTD 1 - <0,064 pancreatitis
JleTanbHOCTD 1 1 <0,05

MOJI>KeMyNOYHOI JKeTle3bl 3aTpyAHeHa. BrimonHeHO
TPM TaKUX ONEepaTVBHBIM BMeNIAaTeNbCTBA. Y 2 Manu-
€HTOB C COIYTCTBYOIIell OM/IMapHOI rUIepTeH3ueit
omepanys Obl/Ia JOIOTHEHA HaJIOXeHeM OO -
TeCTMBHOTO aHACTOMO3a.

B 6onbuIMHCTBe cmyYaes geTAM ¢ XII BEIIOMHANACh
IPOMIO/IbHAA TAHKpeaTOeroHoCcTOMuUA: y 13 ¢ Hacnep-
CTBEHHBIM I 15 ¢ 06CTPYKTUBHBIM XPOHNYECKNUM
NaHKPeaTUTOM, NOoNepeyHas NaHKPeaTOeIHOCTO-
Musay 2 u 1, coorBeTcTBeHHO. K OCHOBHBIM 3TamaM
NIPOJOTbHOJN MaHKPEAaTOCIHOCTOMMY OTHOCATCH:
paccedeHne BupcyHrosa npoToka (puc. 3), aKcTpak-
LM KOHKPEMEHTOB (puc. 4), Halo)XeHMe NaHKpeaTo-
AUTeCTMBHOTO aHacTOMO3a (puc. 5-6).

2 manMeHTaM C XpOHMYECKMM OOCTPYKTUBHBIM
naHKpeaTuToM u KonbueupaHoi 110K, mpusenmeit
K cgasneHnio JIITK, BTOpMYHBIM I3MEHEHWAM M XPO-
HUYEeCKOIl AyOfeHaTbHOI HEeIPOXORUMOCTH C 06-

CTPYKTVMBHBIM ITaHKPEAaTUTOM BBIIIO/IHEHA ITaHKpe-
aTofyofeHaIbHasA pesekius. BemenctBue rpy6oro
¢ubposa ronosku IIK B coyetanun ¢ nepumas-
KpearndyeckuM ¢ubposom 12-mepcTHOM KUIIKM 1
MaNVeHTy ¢ HacAeCTBEHHBIM MaHKPEaTUTOM I XO-
nmaHruToM BeinonueHa [1JP (puc 7-9). 3 nannentam
C TeYeHMeM XPOHMYIECKOTI0 XOIeICTOIaHKpeaTuTa
BBITIOJIHEHO HaJIOXKEHJe XO/IelMCTONaHKpeaToelo-
HOaHaCTOMO3a

PesynbraThl IeyeHNs B IOAAB/A0OIIEM OO/NBIINH-
CTBe CTy4aeB ObI/IM IONTOXUTEIbHBIMMA, Y IIPeBaIu-
pyloleli 4acTu feTeil KaK C Hac/leACTBEHHBIM, TaK
U C XPOHMYECKUM NTaHKPEaTUTOM, ya/l0Ch KYIN-
pOBaTb IPOSIBIEHNU s, HOPMa/TN30BaTh YPOBEHb dep-
MEHTOB KPOBM U IPeJIOTBPATUTh KAMHEOOpasoBaHe
B xernese (ma6s. 4). CHUBUTD TSAXKECTb IPOSABIEHNUI
C]I ynanocs y IBYX #eTeit ¢ HaCIeACTBEHHBIM MaHK-
peaTuTOM 1 y OTHOTO C OOCTPYKTUBHBIM.

33
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Hawnbosee HempecKa3yeMbIM OC/IO>KHEHIEM SIBTIS-
eTcsA appOo3MBHOE KPOBOTeYEHMeE, IOCKOIbKY JOCTO-
BEPHO YCTAHOBUTD UCTOYHMK KPOBOTEUEHN A He ABJIA-
eTcsA BO3MOXKHBIM, a TepalleBTUYecKas KOppeKLus He
Bcerga 3¢ deKTrBHA B IONTHOI Mepe. B Hamrelt knHuke

3aKknwyeHune

TakuM 06pa3oM, B CUTy HecIeUpUIHOCTI KJIMHIYe-
ckux npossaeui XII TpyjHO 3aof03puTh HaM4ue
XMPYPru4ecKoi MaToMOT UM, YTO B CBOIO OU€peNb Tpe-
6yeT 0cO60r0 BHUMAHUA U TECHOTO B3aMMOJEIICTBILSI
racTPOIHTEPOJIOTa, SHAOKPUHOIOTra 1 XUpypra [13].
Bcem nauuenTam ¢ ge6roroM CJI vIm O3 HO Auar€o-
CTUPOBAHHBIM MYKOBMCIM/IO30M [/ VICK/TIOUEHN S
XTI Heo6XOAMMO OIIpENeATb YPOBEHb aMIU/Ia3bl KDOBU
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K crarpe

CoBpeMeHHbIe aCIeKThI AMATHOCTUKI 1 JIeYeHsI XPOHMYECKOTO TAaHKPeaTHUTa Y IeTel: OIBIT PaOOThI LIEHTP
JledeHN st aHOMA/INIL Pa3BUTHA U 3a00/IeBaHNUII TelIaTOIIAHKPeaTOOMIMapHOI CUCTEMBL y feTeit (cTp. 28-34)

To article

Modern aspects of diagnosis and treatment of chronic pancreatitis in children: experience of the center Center for
the treatment of developmental anomalies and diseases of the hepatopancreatobiliary system in children (p. 28-34)

Pucynox 1.

MPXIIT mannenra b., 13 net

C XPOHMYECKUM ITaHKpeaTn-
TOM: pacliypenne Bupcynrosa
TpOTOKA

Figure 1.

MRCP of patient B., 13 years old
with chronic pancreatitis: en-
largement of the Wirsung duct

Pucynox 2.

MPXIIT nauuenta O., 14 et

C XpOHMYECKMM MAaHKpeaTu-
TOM: pacmnpenne Bupcyunrosa
MPOTOKa, B IPOCBETE IPOTO-
Ka - KAMHUI

Figure 2.

MRCP of patient O., 14 years
old with chronic pancreatitis:
expansion of the Wirsung duct,
stones in the duct lumen



PucyHox 3.

Figure 3.

Pucynox 4.

Figure 4.
OTaIbl OTepal iy — MPOJIO/bHAs MAHKPEATOCIOHOCTOMMS — AL~ OTarmbl onepanuy — MPO0/IbHAs MAHKPEaTOCIOHOCTOMMS — AL i~
entku I1., 11 et — pacceyeHme BUPCYHIOBa IPOTOKa enTkn I1., 11 et - 9KCKpennsa KOHKpeMeHTOB mpoToka K
Operation stages - longitudinal pancreatojejunostomy - patient P., Operation stages - longitudinal pancreatojejunostomy - patient P.,
11 years old - dissection of the Wirsung duct 11 years old - excretion of stones in the pancreatic duct

PucyHox 5.

Figure 5.

Pucynox 6.

Figure 6.
OTarmbl onepayuy — MPOJONbHAs MAHKPEaTOCIOHOCTOMMS — manueHTKn I1., OTarbl onepanyuu — IPOJIO/bHAs TAHKPEATOCIOHOCTO-
11 71eT - pacUIMpPEHHBIIT BUPCYHIOB IIPOTOK PaccedeH Ha BCEM MPOTIIKEHUN mus - manyenTku I1., 11 71eT - Ha/mo)KeH1e maHKpea-
Stages of the operation - longitudinal pancreatojejunostomy - patient P., 11 TO€I0HOAHACTOMO3A
years old - the dilated Virungian duct is dissected throughout Operation stages - longitudinal pancreatojejunosto-

my - patient P., 11 years old - imposition of pancre-
atojejunostomy

Pucynox 7.

Figure 7.

Pucynox 8.

Figure 8.

Sran onepauyn - I1]IP, mannent H., 9 meT: bopmuposaHne maHk- Iran onepanun - IIJIP, manment H., 9 net: bopmuposanne
peaToeoHOaHaCTOMO3 racTpo-e0HOaHACTOMO3a Ha IleT/e 110 Py
Operation stage - PDR, patient N., 9 years old: formation of pan- Operation stage - PDR, patient N., 9 years old: formation of gas-

creatojejunoanastomosis trojejunoanastomosis on a Roux loop



Pucynox 9.
Sram onmepaunn — [IJIP, maunent H., 9 meT: popmMupoBaHue X0meJ0X0-eI0HOAHACTOMO3a

Figure 9.
Operation stage - PDR, patient N., 9 years old: formation of choledocho-jejunoanastomosis






