RUSSIAN JOURNAL OF PEDIATRIC SURGERY. 2020; 24(6)

DOI: https://dx.doi.org/10.18821/1560-9510-2020-24-6-363-369

© KOJUIEKTHUB ABTOPOB, 2020

Original article

Coxonos 10.10.', Menuxan M.A.”, E¢ppemenkoe A.M.', I'voaesa /I.H.%, /Ipyscunun B.P.5, Ocmanoe H.M.?
NANAPOCKOMUYECKUE PE3EKLUU NOMXENYOOYHOW XENE3bl Y OETEN

C BPOXOEHHbLIM T’MNEPUHCYNIMHU3MOM

I®OI'BY IO «Poccuiickas MEAMIIMHCKAS aKaJeMHs HEIPEPHIBHOTO MPO(ECCHOHATBHOTO 00pa30BaHUS»
MunuctepcTBa 3apaBooxpanenusi Poccuiickoit ®enepanun, 125993, r. Mockaa;

*OI'bY»HaruoHanbHbIH MEAUIUHCKUN UCCIIEI0BATEIBCKUAN IIEHTP YHIOKPHHOIOTHID)
MunucrtepcTa 31paBooxpanenust Poccuiickoit denepanuu, 117036, r. Mocksa;

STBY3 «JleTckast ropojickast KIMHUUecKast 0oapHUIa nMern 3.A. BanuiseBoit
HenapramenTa 3apaBooxpaHeHus ropoaa Mocksb», 125373, . Mocksa

Beeoenue. Bpooicoennwiil cunepnepurcyiunusm (BIH) sensiemes: msicénvim 3a001e6anuem HOB0POANCOEHHBIX, CONPOBONCOAIOUUMCS
CMOUIKOU 2unoznukemuell, 00yci0681eHHOU sunepcekpeyueli UHCYIUHA ¢ ObICIMPLIM PA38UMUEM HeBPON0SUYECKUX U CUCTEMHbIX HapY-
wenuil. Buioensiom oudghysmyio ¢hopmy, npu komopoii cunepcexpeyus uHcyiuna ocywecmeisemcs 6o eceti napenxume IIDK u ¢hoxkano-
HYIO, NPU KOMOPOU UMEemcsi Y4acmoK HeusMeHEHHOU napenxumvl. B nacmosawee epems xupypeuieckoe aedenue oKaIbHbIX Hopm
BI'U sisnsemcs obwenpusnaniblm Memooom jedenus, moeoa kax ouggysuas gopma BI'H mpebyem xupypeuueckozo nevenus iuuts
npu hapmaropezucmenmmHom meueHui.

Mamepuan u memoowi. Ha xnunuueckux 6asax xageopuvr oemcxoi xupypeuu PMAHIIO svinonneno 11 nanapockonuueckux pesex-
yuu IDK oemsim ¢ BI'H 6 6o3pacme om 1,5 00 26 mec. Bce bonvHbie npoxoounu obciedosanue, iedeHue u noo2omoeKy K onepayuu
6 @I'BY «HMUIL] snooxkpunonocuuy. @oxanvrasn opma BI'U umena mecmo y 3 oemeil, ougpgpysnas —y 8. Ilpu ¢poxanwvroii gpopme
BI'H svinoansinu pezexyuio poxyca: 1anapockonuyeckyro Kopnokayoaishyio pesexyuto IDK — 2 nayuenmam, pezexyuio 2onoexu 11K
€ HAOACEHUEM NAHKPEAMOeIOHOAHACMOMO3d — 0OHOMY pebénKy. [lemsam ¢ oughgysnoii popmoit BI'H nposoounu 98% pesexyuro TDK.
Pezynomamot. Bo 6cex cnyuasx unmpaonepayuonnslx ocirodichenui ne ooviio. Cmenos Oucmanbio2o omoenda xoneooxa pa3euics y
pebénka nocne pesexyuu conosku IDK ¢ nankpeamoeionocmomuet, 4mo nompebosano HanioAHCeHUs: XONeYyucmooyo0eHOaHACMOMO3d.
Jlpyeux xupypeuueckux ocioxcrHenuil He ommeueno. Y 2 oemeil ¢ ghokanvroil ¢hopmoii BI'U ommeueno nonnoe viz0oposinenue, y 00-
HO20 — 3NU300bl 2UNOSTUKEMUU, HE CESI3AHHbLE C NOGbIULEHHOL NPodyKyuell uncyiuna. Ipu nevenuu oupgysnou popmer BI'H cmotixas
9yenuKemuss 00cmueHyma y 2 nayuenmos, nu300bl CUNOIUKeMUU ommedaromes y 3 oemei, 060e U3 HUX NOIYYAIOM MePanuio aHdno-
2amu coMamocmamund, a 00U HAxXOOUMCs HA YACHOM KOPMAEHUU, ewjé y 00HO20 RAYUEHMA PA3GUNCS caxaphbii ouadem. B oonom
cyyae Cpox KamamHecmuieckoeo HabmooeHus menee 2 mec, umo He no3goasem Cyoums 00 dHOOKPUHOIOSUYECKUX De3VIbmamax
Jedenusl.

Buo1600b1. B cmamoe npedcmasinen nepeswviti Poccutickuil onvim nanapockonuueckux pesexyuti IDK y demeii ¢ BI'U. Jlanapockonu-
uecKkutl 00CMyn Modxcem Oblmb ¢ YCnexom NPUMEeHEH npu Xupypauieckom aedenuu oemei ¢ BI'H.
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Introduction. Congenital hyperinsulinism (CHI) is an inherited disease characterized by severe persistent hypoglycemia in the neona-
tal period due to insulin hypersecretion and rapid development of neurologic and systemic disorders. There are two main CHI forms:
a diffuse one when hyper functioning of beta-cells affect the whole pancreas, and a focal one, characterized by an area of intact pa-
renchyma. Currently, surgery is an acknowledged approach in focal forms, while in diffuse CHI forms surgical treatment is prescribed
only in severe pharmacoresistant cases.

Material and methods. A total of 11 patents with CHI, aged 1.5 - 26 months, had laparoscopic pancreatic resections at the depart-
ment of pediatric surgery of Russian Medical Academy of Continuous Professional Education. All patients were examined , treated and
prepared for surgery at the Endocrinology Research Centre ( Moscow). The focal CHI form was diagnosed in 3 children, the diffuse
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one - in 8 patients. In the focal CHI form, a focal resection was done: laparoscopic corpocaudal resection of the pancreas — 2 patients,
resection of the pancreatic head with Roux—en-Y pancreaticojejunostomosis - 1 child. All children with diffused disease had laparo-
scopic near-total (98%) pancreatectomy.

Results. In all cases, there were no intraoperative complications. Stenosis of the distal common bile duct developed in one child after
the resection of pancreatic head which required a laparoscopic cholecystoduodenoanastomosis. There were no other complications.
Two children with focal CHI were reported to recover completely; one patient suffered of hypoglycemia attacks not related to the
increased insulin production. In diffuse cases, a stable euglycemia was achieved in 2 patients; 3 children had recurrent hypoglycemia
attacks which required Somatostatin analogue therapy. One patient developed diabetes mellitus. In this case, follow-up period lasted
for 2 months which is too short to assess the endocrinological outcome.

Conclusion. The article presents the first Russian experience of laparoscopic pancreas resection in children with CHI. The laparo-
scopic approachcan be successfully applied in the surgical treatment of children with CHI.
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BBenenune

Bpoxnennsrii runepuacymnansM (BI'U1) sBisercs Hanbo-
Jiee 4acTOM NMPUYMHON CTOMKON T'MIOITIMKEMHH y HOBOPOXK-
IIEHHBIX JeTel, XOTs B TMOMYISAILUN eT0 PaclpoCTPaHEHHOCTb,
110 IaHHBIM MUPOBOM JtuTepaTypsl, cocrasisieT 1:30 000 HoBo-
poxaeHubix [1-3] OTcyTcTBUE a€KBaTHOTO JICUEHUS MOXKET
MIPUBECTH K HEOOPATUMBIM TTOBPEXCHUSIM TOJIOBHOTO MO3Ta
U IPpYTUX OpraHoB U cucteM [4—6]. Tunepcexpenusi nHCYIH-
Ha B-kieTkamu momkenynoaHoit xenessl (I1DK) oOycrnopnena
TeHETHYECKUMH abepparsMu, KOTOPbIE MOT'YT BBI3BIBATh KaKk
muddysnyro hopMy 3a00sieBaHUS ¢ BOBICUCHUEM BCEH TKaHU
JKeJe3bl, Tak ¥ (OKaNbHYI0 (opMy ¢ HAIMYNEM JIOKaJIM30BaH-
HOTO ovyara u3MeHEHHO! napeHxuMbl. Knuauueckue npossie-
Hust ooenx ¢popm BI'U upentnunsl. B ucropudeckom acrekre
JICYCHUE JTAHHOTO 3a00JIEBaHUSI OCHOBBIBAJIOCH HA BBEIICHUU
BBICOKHX JI03 IJIFOKO3bI M BBIITOJHEHHS PA3IHMYHBIX 00BEMOB
pesexuu [DK [7, 8]. YrmyOnenHoe u3ydeHne reHeTHUeCKOM
MIPUPOABI 3a00JIeBaHMS, BHEAPEHHUE IMO3UTPOH-IMUCCHOHHON
tomorpaduu ¢ 18F-guruapokcudenmnanannaom (IIIT/KT ¢
18F-IO®A) u nosiBeHre HOBBIX JIEKAPCTBEHHBIX Mpernapa-
TOB MMO3BOJTHIIO Oosiee AU PepeHITnPOBAHO MTOIXOIUTH K BbI-
00py KOHCEpPBaTUBHOTO M XHUPYPTHUECKOTO JICUEHHs JaHHON
KkaTeropur 00IpHBIX. C HAKOTIJICHHEM OTIBITA JIATIAPOCKOTIHYE-
cknx BMemrarenscTB Ha [DK mosBummcs myOnukamim o BO3-
MOYKHOCTH HCIIONIE30BaHUS SHAOXUPYPTHUECKOTO JOCTyHa Y
neteii ¢ BIU [7—-11]. B HacTosiieit paboTe mpeacTaBieH coo-
CTBCHHBIM HAYalbHBIH OMBIT JAMapOCKOMMUECKUAX PE3CKITHIA
DX y mereit ¢ paznmaasiMu popmamu BI'U.

MarepuaJj 1 MeTOIbI

Ha xnmamgeckmx 0Oaszax Kadeapsl IETCKOW XHUPYPTUU
PMAHIIO ¢ 2015 mo 2018 1. Bemonaeno 11 mamapockomn-
geckux pesekiuii [DK mersim ¢ BI'U. Bee 6onpHBIE mpoxo-
JIUITH 00CIIeIOBaHNE 1 JICUCHHUE, a TAKXKE TOITOTOBKY K OTe-
paruBHOoMy JeueHuto B OI'BY «HMUL] sHpokpuHOIOrUNY.
Bospact 00mpHBIX Ha MOMEHT OTICpAIlX COCTABHIII OT 2 J10 26
MEC, MATEIUKOB — 4, 1eBoYeK — 6. OCHOBHBIE XapaKTEPUCTUKHI

364

OOJBHBIX— TI0JI, BO3PACT M Macca TeJia Ha MOMEHT OIepaIliH,
JTAaHHBIC TEHETUYIECCKOTO 00CIeIOBAHNS M BUJI XUPYPTAICCKO-
TO JICUCHUSI— TIPE/ICTABIICHBI B TAOIHUIIC.

W3navanpro amaruo3 BI'UM moxprBepikmancst nabopaTtop-
HBIMH JTaHHBIMH — HMHCYIUH Oosiee 2,0 MKME/Mit, Ha ¢done
runornmukemMun MeHee 3,0 MMonb/n. Jlamee Ha Oasze ®PI'BY
«HMMU LI >HAOKPUHOJIOTUWY BCEM MAlUEHTaM MPOBOAUIOCH
MOJIEKYJISIPHO-TEHETHUECKOE HCCIICI0BAHNE METO/IOM CEKBe-
HUPOBAHUSI HOBOTO MOKoJIeHus nanenu renoB: GCG, GLUD|,
WFS1, HNF14, GCK, INS, HNF1B, ABCCS8, HNF4A, RFXG,
PTFIA, NEURODI, AKT2, ZFP57, INSR, EIF2AK3, PPARG,
PAX4, PDXI1, GLIS3, KCNJ11, SLC16A41, FOXP3, BLK, CEL,
KLF11, SCHAD, GCGR (monynb «Torrent Suite 4.2.1», Ion
Torrent, Life Technologies, CILIA). [Ins auddepenuunanbHoit
JIMarHOCTUKH (hoKajbHOU U nuddy3HOit hopm 3aboneBanus 6
narueHTam Obuta mposeaena [19T ¢ 18F-JJODA.

ITokazaHusMHu K onepatuBHOMY JieueHuto aerei ¢ BI'U B
cBoeii pabote MbI cuntany: 1) HeahhekTHBHOCTH MeTKaMeH-
TO3HOTO JedeHus npu nuddysnoit hopme BI'U (oTcyTcTBHE
CTOMKOH 3yTIIMKEMHH Ha (OHE TeparTiil MaKCUMAJbHBIMH J10-
3aMH TIpEnapaTroB MEpBOW M BTOPOH JTHHUM; 2) (HOKATBHYIO
tdopmy BI'M (Hannume reTepo3UTOTHON MYTAaIlll HA OTIIOB-
ckoit amnenu B reHax ABCCS/KCNJI1I1 w/vnu Hanu4ue Tuc-
KpeTHOTO 04ara runepduxcarun 18F-JJODA mo pesynsratram
II9T/KT (puc. 1).

Texuuka nanapockonuueckux onepayuti. Ilom mymkoM oT-
KPBITBIM CIIOCOOOM BBOIWJIM 5-MM Tpoakap, HaKJIaabIBaJIN
KapOOKCHUIIEPUTOHEYM, HCIIONBb30BAIN S-MM 30-rpayCHYIO OIl-
THKy. CiieBa 1 crpaBa OT ITyITKa YCTaHABIMBAIM 3- WIH 5-MM
paboune Tpoakapbl. JOMONHUTENBHBIA 3-MM Tpoakap ycra-
HaBJIMBAJIM B JIEBOH JIIOMOO/I0p3aiibHOI obnacth. JKenynok 1o
00Jb1II0H KpHBU3HE (PUKCUPOBAJIH K IIepe/JHEH OPIOIIHOM CTeH-
K€ BPEMEHHBIMH TPaKIMOHHBIMH mBamu. LlIupoko paccekanu
JKEITYI0YHO-000I0YHYI0 CBSI3KY, BCKPBIBAIM 3aJHUH JIMCTOK
oprommnbl Haa [DK. B ciaydasx jiokanau3aiuu ovara B Teie
IDK BomonHsn xoprokaynansHyto pesekuuto IDK. Tlpu mo-
MOILIH JIEKTPOKAY TEPHOT0 Kprouka xBocT 1 Teso [DK ornensimu
0T cesie3¢HOUHBIX cocynoB (puc. 2). [Tocne co3manust TyHHENs



RUSSIAN JOURNAL OF PEDIATRIC SURGERY. 2020; 24(6)

OcHoBHasi XapaKTepucTHKa nanuenTos ¢ BI'U
Characteristics of patients with CHI

DOI: https://dx.doi.org/10.18821/1560-9510-2020-24-6-363-369
Original article

Macca
Bo3pacr, rena ® ,
Mec ? opmMa
Ne| Tlon K| noxanusaums Pesynbrarst Oneparus OcnoxHeHue / JIeueHne Hcxon /
TCHECTHYCCKOT'O UCCIICAOBAHUA KaTaMHE3
HA MOMEHT toxyca
oreparn
1 M 4 8,14 Juddysnas MarepuHCKas reTepo3uroTHas Myranus — 98% IaHKpeaTIKTOMUSL Her DyruKeMus
c.C4154G:p.S1385C B rene ABCCS
2 X 3 6,37 Juddysnas T'omosurorHas MmyTamus 98% maHKpeaTIKTOMUS Her Teparmst
¢.G221A:p.R74Q B rene ABCCS JIAHPEOTUIIOM
3 M 4 6,68 Jndpdysnas KomnaynmHas rerepo3urotHas Mmyrtanusi  98% naHKpeaTIKTOMUS Her Yacroe
c.C4612T:p.R1538X/ ¢.T2042G:p.1681S KOpPMJICHHE
B rene ABCCS
4 K 19 12,6 Huddysnas J{eHOBO reTepo3UroTHast MyTaius 98% maHKpeaT>IKTOMHUS Her Yacroe
c.1361 1363dupCGG p.Ins454A KOpMJIEHHE
B reae GCK
5 K 26 18  duddysnas KommayHmHas rerepo3urotHas Mytanus —Pe3ekuus rolnoBKu Her Tepamust
c.1332G>T, p.Q444/ ¢.3748C>T:p.R1250X 1 KprOYKOBHAHOTO JIAHPEOTHIOM
B reae ABCCS otpoctka [DK
6 x 2 5,56  Juddysnas I'erepo3urorHast OTLOBCKAs MyTaLus 98% maHKpeaTIKTOMHUS Her Dyrnukemust
c.C4612T:p.R1538X B rene ABCCS
7 M 2 5,14  JIudoysnas Her naHHbIX 98% maHKpeaTIKTOMHUS Her CaxapHslit
nuaber
8 M 4,7 6,2 Jubdysnas ITomo3uroTHas MyTarus 98% maHKpeaTIKTOMHUs Her Her nanubix
¢.3052delT;p.S1018Fs B rene ABCCS
9 M 11 9,8  ®oxkanbHasg / OTLOBCKAst FeTEPO3UTOTHAS MyTaLlUs Kopnokaynanbhas Her Oyrnukemus
TEJ0 c.A419G:p.E140G B rene KCNJ11 pesexmus [DK
10 x 4 7,12 ®oxanbHas / OTIOBCKAs T€TEPO3UTOTHAS MYy TaIHsI Pesexnyst ronosku [DK, CreHo3 mucranbHOro  DyIITUKEMUS
TOJIOBKA ¢.3324dupC; p.Met1109Fs*5 JIACTAIbHBIN oTzea xouenoxa /
B reHe ABCCS naHkpearoetoHoanacto- JIC xonenucromyose-
MO3 Ha reTie mo Py HOAHACTOMO3
11 x 7 7,15 ®oxanbhas / OTIOBCKAs TeTEPO3UTOTHAS MYy TALHS Kopnokaynanbnas Her DyTIuKeMUst

TEJI0

¢.C4306G:p.R1436G B rene ABCCS

pesexnus IDK (80%)

Puc. 1. Tubpun CKT u IIOT KT ¢ 18F-IO®A. Ormeuaercs
¢dokyc runepdurcanmu 18F-JODA B Tene MOKEIYIOTHON HKe-
ne3bl. [I1DT-kapTrHa (QoKanbHOW (OPMBI BPOXKIEHHOTO THIEP-
WHCYJIMHHU3MA C JIOKAIHU3ALUEH B TeJle MOKEITYIOYHOH JKee3bl.
HWccnenoranue nposesieHo Ha 6aze PI'BY «HMUILI um B.A. An-
ma3oBa» Munszapasa Poccun.

Fig. 1. Hybrid CT and PET CT with 18F-DOPA. There is a focus
of 18F-DOPA hyperfixation in the body of the pancreas. PET pic-
ture of the focal form of congenital hyperinsulinism with local-
ization in the body of the pancreas. The study was carried out at
the Almazov National Medical Research Centre.

Puc. 2. Jlanapockonusi. MoOunu3aiusi XBOCTa M Teja MOHKEITY-
OYHOM KeJe3bl OT CeNIe3EHOUHON BEHBI.

Fig. 2. Mobilization of the tail and body of the pancreas from the
splenic vein.
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Puc. 3. Jlamapockonust. HanoyxeHne nHBarnHaIimOHHOTO TTAaHKPe-
ATOCIOHOAHACTOMO3a KOHEL[ B KOHEID).

Fig. 3. Laparoscopy. The imposition of invagination pancreatico-
jejunostomy anastomosis «end-to-end».

mo3aau nepereiika [DK ¢ moMoIipio OUIOIAPHOTO KOAryIIsTo-
pa muccekropa ENSEAL® (Ethicon Endo-Surgery) nepecekaimm
JKeJIe3y ClIeBa OT ME3eHTEPHUAIbHBIX cOCyI0B. KymbTio Jkene3sl
TePMETH3HPOBAIN YIIUBAHUEM OCTABILEHCS MapeHXUMbI 00-
BUBHBIM IIBOM HHUTSIMH BUKpHI 5—0. IIpn nokammzammu ¢o-
Kyca B rojgoBke IIDK BBINOMHANM pPe3eKLUI0 TONOBKHU JKEIE3bI
C HaJIOXKEHHEM JAUCTAIBHOIO MaHKPEATHKOECIOHOAHACTOMO3A.
B »TOM ciydae ronoBky M KprOUYKOBUAHBIN oTpocTok IDK oT-
JIeITSUA OT BEPXHEH OpbDKEeUHOMH, BOPOTHOM M HIKHEH MOJION
BeH. [Ipu pesexkunu crapaiuch COXpaHUTh MAPEHXUMY JKEIe3bl
B BEpXHEM JaTepaibHOM cektope ronoBku IDK B mpoekium
MHTpAIaHKpeaTHYecKOW YacTh OOIIEro JKETYHOTO IPOTOKA.
Yepes pacluMpeHHbII OKOJIOILYIIOUHBIH TPOAKAPHBIM JOCTYII HA
MIEPEHIOI OPIOIIHYI0 CTEHKY AKCTparlepUTOHM3UPOBAIIM Ha-
YaJIbHBI CErMEHT Touled Kumku. [lociie nmpecedenust KUKy
anmaparoM Echelon FLEX 45 mum (Ethicon Endo-Surgery) dbop-
muposanu Py-nemtio. J{is aToro B 2-30 cM tucTanbHee ypoBHS
HIEPECEUCHHUSI MEXK Ly OPAIBHBIM U a00paIbHbIM KOHIIAMH KHUILI-
KN HAKJIaIbIBaI MEKKHIIEUHbIH aHACTOMO3 «KOHEI[ B OOK».
Kumiky morpy»anu B OpIOIIHYO HOJIOCTh U BHOBb HAKJIA/Ibl-
BNy KapOOKCHUIIepuTOHEYM. Uepes OKHO Me30KOJIOH Py-nieTimio
MIPOBOAMIIN B CAJTbHUKOBYIO CyMKY M HAKJIa/IbIBAJI NHBAaTMHA-
IIMOHHBIN MaHKPEaTOCIOHOAHACTOMO3 «KOHEIl B KOHEID» OfIHO-
PSITHBIMH  Y3JIOBBIMH HWHTPAKOPHOPAIBHBIMU IIBAMH HHUTSIMA
Bukpwi 5-0 (puc. 3). [pu muddysnoit popme BI'U BoImOmHS-
m cyororambHyto 98% maHKpearsKToMHIo. B 3THX ciydasx
PE3EKIMIO TUCTAIBHON JacTH >KeJle3bl JOTIOIHSIIN MOOMIIN3a-
uuel U pe3ekuuen roJ0BKU U KPrOYKOBUAHOTO orpocTtka [1K
(puc. 4). Bee onepanny 3aKaHIMBaIN YCTAHOBKOH B CAIBHUKO-
BYIO CYMKY JpeHaka bmdiika. PesermpoBanasie gpparmentst [DK
yAaIsuId U3 OpIOIIHOM IONOCTH Yepe3 PacIIMpEeHHbIH OKOJIO-
ITyMOYHBINA TPOAKapHBIN AOCTYI. Pe3enupoBaHHbIe Ipenaparsl
IDK nozasepramy rucTOJIOIHYeCKOMY HCCIISIOBAaHUIO (OKpacka
TeMaTOKCHIIMHOM/903MHOM) W HUMMYHHOTHCTOXMMHYECKOMY
WCCIIE/IOBAHUIO C QHTHTEJIAMH K WHCYJIMHY/XPOMOTPaHUHY A.
B nanpHeiiniem 60JbHBIM IPOBOANIIN OLEHKY INIMKEMUYECKOTO
npoduIs, a TaK)Ke BBITIOJHSIIN KOHTPOJIBHBIE ITPOOBI € TOI0/a-
HHUEM C OLICHKOW YPOBHSI NIMKEMUH 1 MHCYJIHMHA.

PesyabTarsl

v IMOJABJIAIOIICTO OOJIBIIMHCTBA IMalTMEHTOB OTMCYaJiaCh
HCOHaTaJbHasa MaHI/I(I)eCTaI_[I/ISI 3a00J1¢BaHus U OBLIH BBISBIIC-
Hbl MYTAllMU B T'C€HAX, KOAUPYIOLIUX AT®-3aBrucHMEIE Kajaue-
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Puc. 4. Jlanapockomust. Beienenre KproIKOBHIHOTO OTPOCTKA TO-
JIOBKH IO[KEITYZIOUHOM JKeTe3bl U3-TI0J] BepXHEl OpbDKeeUHON BEHBI.

Fig. 4. Laparoscopy. Mobilization of the uncinate process of the
pancreatic head from under the superior mesenteric vein.

Bbie kKaHABl (ABCCS8 u KCNJ11), arto oOycnoBmuBaer BI'U.

®oxkanpHast popma BI'U Op11a ycTanoBieHa y 3 OOIBHBIX.
[pu nokanmm3anuu ¢dokyca B Tene DK y 2 merei Oplma BEHI-
MTOJTHEHA KOPITOKayIaibHas pe3eKius. B ciuydae mokamu3ammm
¢oxkyca B ronoske II)K y onHoro pebeHka BIITOIHEHA pe3eK-
LISt TOJIOBKHU 1 KproukoBHIHOTO oTpocTka [DK ¢ HanoxxeHnem
JIUCTAIbHOTO NMaHKpeaToetoHoaHacTomo3a 1o Py. Uepes 4 mec
y Hero c(hOpMHUPOBAJICS CTCHO3 JTUCTAIBHOTO OT/IEIa XOJe/10-
Xa, 4TO0 MOTpeOOBaNO PENanapoCKONUU U HAJOXKEHUs XoJle-
LUCTOYOICHOaHACTOMO3a. B OT/aieHHOM TocIeonepanyoH-
HOM Tiepuozie y 2 aereil ¢ GpokaabHOi Gopmoii 3abosieBaHus
OTMEYEHO IOJTHOE BBI3OPOBJICHUE. DITU30/bI TUIIOTIUKEMHUH
MPOIO/DKAIOT HAOJIIONATBCS Y OMHOIO peOeHKa, OHAKO OHU
HOCST KETOTUYECKUI XapaKTep U HE CBA3AaHbI C IIOBBILICHHON
IPOAYKLMEH NHCYIINHA.

Juddysuas hopma BI'U Obuta ycraHOBICHA y 8 MalueH-
TOB, U3 HUX 7 ObL1a BhimosHeHa 98% pesekuus [DK. B ogHoM
HaONIIOZICHNH paHee MAlMeHTy Oblla MPOBEJeHa KOPIOKay-
JabHAs PE3eKIHUs, OJHAKO MEePCHCTEHIHS THIIOTITHKeMHUYe-
CKHX 3ITH30JI0B U OTCYTCTBHE TOJOXKHUTEIHHOTO 3dekra ot
KOHCEPBATHUBHOH TEpaIiy MOTPeOOBaJIH MIPOBEICHISI TOBTOP-
HOM omepartiu (pe3eKIns TOIOBKH U KPIOYKOBHUIHOTO OTPOCT-
ka). PaHHUX W MO3MHUX ITOCIIEONEPAIMOHHBIX OCIOKHEHHH
HE OTMEYEeHO. B mocrieonepalilnoHHOM Nepuojie CTOMKON 3y-
DIAKEMUHN YIaloch AOCTHYh y 2 manueHTtoB. [locne cyOTo-
TaJbHOM MaHKPEATIKTOMHH SMTU30BI THITOTTIMKEMUAN OTMeYa-
fOoTCA y 3 neTeld, TBoe U3 HUX MOITYyYaloT TeParnio aHaJIOTaMH
COMATOCTAaTHHA JUJIMTEIBHOTO NEHCTBHSA (JAHPEOTHI), OIHUH
TAIMEHT HAXOAMTCS Ha 9acToM KopmuieHHH. CaxapHbIi Jua-
Oet pa3BuiICsS Y OHOTO peOEHKa, 4TO ITOTPEOOBAIO TEPAITUH
WHCYJIMHOM. B o1lHOM HaOIIoeHnu CpOKM KaTaMHe3a MeHee
2 Mec, B CBSI3U C YeM HEBO3MOXKHO CJ/IeJaTh BBIBOJ 00 dHJO-
KPHHOJIOTMYECKOH 3 (EeKTUBHOCTH OTIEpaIny.

Oo6cy:xneHue

BpoxaeHHbIl THIIEPUHCYIMHU3M — HACJIEACTBEHHOE 3a-
OoneBaHue, XapaKTepU3YIOIIeecs] HealeKBaTHOM IrHIepceKpe-
nuel MHCynMHa P-KIETKaMH ITODKEITYIOYHON KeIe3bl, UTO
MIPUBOANT K Pa3BUTHIO TEPCHCTHPYIOIMIEH T'HITOTHKEMHH,
BIIEKyIIed 3a co0o0if OBICTPO pa3BHUBAIOMIMECS HAPYIICHHS
LEHTPAIBHON HEPBHOM CHCTEMBI U JPYTHX OPTaHOB.

BI'U sBnsiercst penkuM 3a00JI€BaHUEM C 9aCTOTOH BCTpe-
yaemoctd 1:30 000—1:50 000 xuBBIX HOBOPOXKJIEHHBIX [1-3].
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BI'M no stnonoruu, KIMHAYECKOMY TEUECHHUIO M pa3HOOOpa-
3ut0 Mopdonorndecknx (HopM SBISETCS T€TEPOreHHBIM 3a-
6oneBanuem [3, 12]. CymiecTByIoT /1Be OCHOBHbIE MOP(OII0-
rudeckue popmel BI'U: muddysnas u dokanbHas, Koropsie
MMEIOT XapaKTepHblEe KIMHUYECKHE MPOSABICHUS, MPOTHO3
3a00JIeBaHUs U TAKTUYECKHUE TTOJXO/BI K JIeueHHIo. Pa3zsurue
Toi nnn uHo popmel BI'M nerepMuHupyeTcsi reHeTH4eCKuM
nedexrom. K 2019 r. uzBectHo 14 reroB (ABCCS, KCNJ11,
GLUDI, GCK, HADH, SLC16A41, UCP2, HNF4A, HNFIA,
HKI1, PGMI1, PMM?2, CACNAID, FOXA2), myTanuu B KOTO-
PBIX IPUBOIAT K pa3BuTHio BI'U [13, 14].

Hawubosnee yactoii u nzydenHoit npuuunoid BI'U ciyxar
WHaKTHBHpYIomue MyTanuu reoB KCNJ1I u ABCCS, xoto-
pBIe KOMUPYIOT CTPYKTypHBIe Oenkn AT®-3aBHCHMBIX Kalue-
BBIX KaHAIOB B-Ki1eTok [ 1, 3, 15—17]. [mok0303aBUCUMBIIA Me-
XaHU3M CEKPELHH HHCYJINHA — CIIOKHBIH MHOTOCTYIICHYATHII
TIPOIIECC, KOHTPOIMPYEMBIH PA3TMIHBIMA TOPMOHAIBHBIMU U
(epmenTatuBHEIMU cucTeMaMu. AT®-3aBHCHMBIE KaJIHEBbIC
KaHaJIbl, THTHOMPYEMBbIE yBEITNIUBAIOIINMCS COOTHOIIEHHEM
ATD/AID mocre MOCTYIIICHUS TIFOKO3bI B KIICTKY, BBI3BIBA-
0T JICTIONISIPU3AIAI0 MEMOPAHBI M OTKPBITHE OTEHIMAI3aBH-
CHMBIX KAaJIBI[EBBIX KAHAJIOB. YBEIWYCHUEC BHYTPHKIICTOU-
HOW KOHIICHTPAIIMN HOHU3UPOBAHHOTO KaJIBIINS CTUMYIINPYET
BbIOpOC MHCynMHA. TakuM oOpas3oM, HegocTarodHast pabora
AT®-3aBUCHMBIX KaJMEBBIX KaHAJIOB MPUBOANT K MOBBIIICH-
HOM cekperun uHCyanHA [3]. BITU Moxet ObITE 00yCIOBICH
U JIpyTUMHU HapymeHusMmu, Tak okono 20% cmyuaes BI'U
CBSI3BIBAIOT C aKTUBHpYyrOIMMU MyTanusmu B reHax GCK
u GLUDI, y4acTByIOUMX B PEryisiliid BHYTPHUKJIETOYHOTO
MeTabosm3ma miroko3sl [3, 12]. Takum oOpa3om, HapymeHUs
¢ynkimn AT®-3aBUCHMBIX KaJIHEBBIX KaHAJIOB, a TAKXKe Jie-
(eKTHI perynsinuy BHYTPUKIETOYHOTO MeTaboIM3Ma TITFOKO-
3bl (Hapy1ieHue paboThl (PEPMEHTOB, TAKUX KaK TIIIOKOKMHA3a,
IyTamaTAeruaporeHasa u 3-ruapokcu-anuiaKoA-eruapore-
Ha3a.), MOTYT MPUBOJIUTH K Pa3sBUTHUIO TMIIEPUHCYINHEMUYE-
cKo¥ runormukeMu [6, 18]. Onucansl MyTaly T'€HOB, IPU
KOTOpBIX MexaHu3M peanuzauuu BI'M octaérest Hems3BecTeH.
IIpu reneTnyeckoil AMarHOCTUKE BO3MOXKHO C BBICOKOM 10JIEH
BEPOSATHOCTH ompenennth Mopdonornueckyio hopmy BI'H,
OJIHAKO HaJ0 MCIIOIb30BaTh BCE HEOOXOOUMBIE MArHOCTHYE-
CKHE BO3MOKHOCTH, TaK KaK [P CBOEBPEMEHHOMN TOCTAaHOBKE
MOJIEKYIAPHO-TEHETHYECKOTO ANarHo3a U BU3yaJIH3aliy O4a-
ra npu ¢okampHO popme BI'U BO3MOXKHO XHpyprudeckoe
JIEYEHNE B BUJE CEIEKTHBHOW pe3eKknnu (oKyca, 9TO MPUBO-
JIUT K TIOJTHOMY BBI3ZIOPOBIEHUIO [3, 6, 19].

Crnenyer 0cob0 OTMETHTH, YTO OCHOBOH pazBuUTHA (o-
kampHOH (hopmbl BI'U sBIsieTcst He HOBOOOpa3oBaHue, a TPyTI-
na B-KJIETOK C TeHETHYECKH IEeTepMHHHPOBAHHOW THIEpce-
Kpeuuei WHCYIMHA, KOTOpasi He OMpeeNsieTcs] HU JIy4eBbIMU
METOJJaMH MCCIIeI0BAaHUs, HU MakpocKkonudecku [13].

Knuanueckast maangecranus BI'M, kak npasuio Hacty-
MaeT B HEOHATAJIbHBIA MEPUOA, OJHAKO BO3MOXKEH M Oosee
MO3HNH 1e0I0T, BIUIOTH /10 3-JIeTHero Bo3pacra. Kak npasu-
JI0, paHHEe HauaJIo 3a00JICBaHUS IPUBOAUT K OoJiee TSHKETBIM
MOCHENCTBUSIM M Tsxkenee nporekaer [3-5]. Ilepcuctupy-
OlIasl THIIOTIMKEMHUSI IPUBOJIUT K OBICTPOMY Pa3BHTHIO He-
BPOJIOTHYECKUX HAapyUICHUH: Cy[JOpPOTrH, MOTEPH CO3HAHHUS.
B penxux cioydasx oTMedaeTcs MATKoe TeueHue 3a00IeBaHus,
NpOTEKAoIee MOYTH OSCCUMIITOMHO — C HE3HAYUTEIbHOM
TUIIOIMHAMMEN U CHUKEHHBIM arretutoM. [locne poxnenust
JUTA TIofiepKaHusa HopMornukemun aetam ¢ BI'U tpebyrores
KpaifHe BBICOKHE J103bI TIIIOKO3bI, JocThratomine 20 Mr/Kr/MuH
MIpY BHYTPUBEHHOM BBeZieHUH [6, 20, 21]. B Hamreli cepun Ha-
omronernii y 10 netei orMedeHa Manudectanus 3a00aeBaHNA
B HEOHATAJIBHOM IIEPUOAE, KOTOPAs! MPOSIBISLIACE CYI0POTaMHU
U NIOTEPEM CO3HAHUSI.

Huarnoctuka BI'U B nepByto oueper OCHOBaHa Ha oIpe-
JIeTICHNH YPOBHS MHCYJIMHA B IUTa3Me Ha (JOHE TMITOTTHKEMHH.
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JIMarHoCTHYECKHU 3HAYNMBIM SIBJISICTCS] YPOBEHBb HHCYIIMHA 00-
nee 2,0 ex/a npu ypoBHE THIODIMKEMUHN MeHee 2,4 MMOJIb/JT
y nmereit crapuie | roma m MeHee 2,2 MMOJB/II y AeTeH 0
1 roga [5, 6, 20]. Kpome storo, nuarnoz BI'U noarsepxna-
€T TMIIOKETOTUYECKUH XapaKTep TMITOIIMKEMHH (OTCYTCTBHUE
KETOHOBBIX T€JI B MOYE, HU3KUH ypOBEHb 3-THUAPOKCHOYTH-
para B KPOBH), BBIPQKCHHBIH THUIEPIIIMKEMHYECKHH OTBET
Ha BBEJICHUE INIIOKAaroHa (TIOBBIIIEHUE YPOBHSI TIIFOKO3BI KPO-
BU Oojiee yeM Ha 1,7 MMOJIB/JT), BBICOKUH MJIM HOPMaJIbHBIH
ypoBeHb C-menTtuaa Ha (OHE T'MIIOIIMKEMHH, MOTPEOHOCTH
B BBICOKHX J103aX IUIFOKO3BI (> 8 MI/KI/MHH), HU3KHAE YPOBHH
AMHUHOKHUCIIOT (BaJIMHA, JICHIIMHA) M HOPMaJIbHBIE KOHIICHTpa-
UM KOHTPUHCYJISIPHBIX TOPMOHOB (COMaTOTPOIHBIA TOPMOH,
KOPTHU30J1, TJIIOKaroH) B kpoBu [3,12]. Ucromenue cuctemsl
TOPMOHAJIBHONW KOHTPPETYISILUU THIIOIIMKEMHUHN TIPOSIBIISIET-
Csl OTCYTCTBHEM MOABEMA YPOBHS KOPTHU30Ja U IVIIOKAaroHa B
OTBET Ha HU3KYIO KOHLIEHTPALIUIO ITIOKO3bI, YTO OOBSCHICTCS
UCTOIICHUEM 3THX TOPMOHAIBHBIX MEXaHU3MOB U UX (DU3HO-
JIOTHYECKON HE3PEeIOCThIO [2, 6, 12].

Bcem mnammenram ¢ pumarHozom BI'M pexomenmoBaHO
MIPOBEAECHUE MOJIEKYJISIPHO-TEHETHUECKOTO MCCIEAOBAHUS 110
OTIMCAaHHOM BBIIIE TTAaHEJH TeHOB [3, 6, 13].

B Hacrosimiee Bpemst eIMHCTBEHHBIM METOIOM TOITHYECKOH
Buzyanuzanuu Gopmsl BI'M sBnsercs nposenenne [IOT/KT
18F-JODA [13, 22-24]. JlanHas MeTOAMKA MO3BOJISIET MPO-
BECTH HE TOJIbKO AN PEepeHIINaNbHYI0 AUArHOCTHKY, HO H
OIPEACINTH JIOKAJIM3ALHUIO O04ara rUIepceKperuy HHCYINHA
B TKaHU TOJDKEITYI0OYHOM *kKese3bl. B Hamel cepum Habmoze-
nuit [19T ¢ 18F-JODA nposeneHo y 6 nanuenToB. B octaib-
HBIX CIIy4asX HCCIIe[JOBaHHE HE ObLIO BBHIIOJIHEHO B CBS3U C
yOeUTeNbHBIME JAHHBIME O HaIM4YMU JuQy3HOi Gopmbl
3a00JIeBaHUs 110 paHee MOJYyYSHHBIM pe3ysibTaTaM MOJIEKY-
JISIPHO-TEHETHYECKOr0 aHaju3a (FOMO3MIOTHBIE MYyTallHH,
KOMITayH/THbIE TE€TEPO3UTOTHBIC MYTAIlMd U T'€TEPO3UTOTHBIC
MyTallMu Ha MaTepuHckoi ayutenu B renax ABCCS8/KCNJ11).

Hapsany c nosenenuem [19T ¢ 18F-JIODA, a Taxxe pas-
BUTHEM MOJICKYJIIPHO-TEHETHYECKUX METOJI0B UCCIIETOBAHNUS
pa3pabaTheIBaINCh CXEMBI MEIUKAMEHTO3HOM WHCYTHHOCTA-
THYECKOH Tepanuy, KOTOpbIE OKa3alauch (PQPEKTHBHBIMHU Y
30-40% O6ompHBIX [25, 26]. OQHIM U3 CaMBIX ITIABHBIX IPO-
THOCTUYECKUX KPUTEPHUEB B JICUEHUN U pPeaOMIINTAIINN JIETEH
¢ BI'U sBiserca Bo3pacT NOCTAHOBKM JUarHo3a M Hadalja
Tepanun. Bo Bcex Hammx HaOmomeHmsx nuarHo3 BI'U 3a-
MOIO3PEH Ha PAaHHMX 3Tarax, YTo B OONBIIMHCTBE CITydacB
MO3BOJIMJIO M30€KaTh HEOOPAaTHMBIX HEBPOJIOTHYECKUX Ha-
pymennii. MI3HaqabHO POBOAMIACH TIOMBITKA TEPAITUH TIpe-
TapaToM TepBOH JIMHUK — AWA30KCHIOM. TakKe HEKOTOPHIM
MAlMeHTaM C LENbI0 MOAJNCPIKAHHS SYIIIMKEMHU BBOJMJICS
npenapar BTOPOH JIMHUK — OKTPEOTHI.

[Noxa3anusiMu K onepaTuBHOMY JedeHuto neteil ¢ BI'M B
cBoei pabore Mbl cuntani: 1) Hea(h(PeKTUBHOCTh MEANKAMEH-
To3HOTO Jeuenus npu quddysnoii popme BI'M (orcyrcTBne
CTOMKOW 2yIIIMKEMHUH Ha (hOHE Tepanuy MaKCUMaJIbHBIMH J10-
3aMH TpernapaToB NEpBOM W BTOPOW JMHUH; 2) (OKAIBHYIO
¢dopmy BI'M (Hammume reTepo3UroTHON MyTAaIl[UM Ha OTI[OB-
ckoit amenu B renax ABCCS/KCNJ1I w/mnm Hanu4ue auc-
kperHoro ouara runepdukcanun 18F-JJODA 1o pesysbraram
I[I3T/KT (cm. puc. 4).

Cy6roranbHas (95%) maHKpeaTdKTOMHS NPHU IIEPCUCTH-
pyIolLeil TMIOIIMKEMHUH Y HOBOPOXKIEHHBIX BIEPBbIE ObLIa
BeimonHeHa B CIIIA B 1950 1. [7, 27]. OnHako MOIOKUTENb-
HBIH 3((EeKT 0T TaKoro MeTojia JieueHHs HAOIIONAICS JHIIb
y yactu nanueHToB ¢ quddysHoii Gopmoii BI'M. Ha nanaom
3Tamne eMHCTBEHHBIM CHOCOOOM YIYYIINTh PE3ylbTaThl XU-
pyprudeckoro jedenns BI'U cunranock yBenuuenue oobéma
PE3EKINH, B CBSA3U C YEM B MHUPE CTasa IPUMEHSTHCS OTKPBI-
Tas «1mouTH ToTaimbHas» (98%) mankpearsxTomus [7]. ITozxe
PSIOM aBTOPOB OBLI pazpaboTaH M MOIPOOHO OMHCAH Jarapo-
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CKOITMYECKHUH BapHaHT JaHHOU oneparun [7—11]. EquncTBen-
HBIM HEOCIIOPUMBIM IIPEUMYIIECTBOM TPAJAULIUOHHON OTKPBI-
TOW XUPYpPruM SBISETCS MaHyalbHas manbnanus Tkanu DK,
onHako npu jedeHuu BI'U aTo npenmMy1ecTBo He OYEBUIHO
[7, 9]. C apyroii cTopoHBI, BEIOOP JAMAPOCKOMUIECKOTO J0-
CTyIMa MO3BOJIAET CHU3UTHh TPABMAaTUYHOCTh XUPYPIUUIECKOTO
BMEIIATENIbCTBA U, CIEA0BATEIBHO, YMEHBIIUTE MOCIEONEepa-
IIMOHHBIA OOJIEBOW CHHAPOM, YCKOPHUTH CPOKH Hadaja SHTe-
panbHOTO MUTAHUS, COKPATUTh [UIUTEIBHOCTh TOCIUTAIN3A-
U U TIOTYYIHUTh XOPOIIAN KOCMETHYECKUH pe3ynbrar [9].

[Tocne namapockonuueckux BMmemarenbcTB Ha DK He-
KOTOpPBIE aBTOPHI YKa3blBalOT HA 4YacTOE BO3HWKHOBEHHE B
paHHEM IOCJICONEPAIOHHOM IIEPHOJE TMaHKPEaTHIECKUX
ceumeit [9, 28]. B Hame#t cepun HaOMIONCHUN ¢ TTOMOOHBIM
OCIIO)KHEHNEM MBI HE BCTPETHIIHCE.

[Ipn Hanmuuuu OINpEAEIeHHOTO OMbITa, IOCIe MepeHe-
CCHHBIX paHee OTKPBITHIX ONEpanyii BO3MOXKHO IPOBEJCHUE
MIOBTOPHBIX ONEpaTHBHBIX BMenIaTenbeTB Ha [DK sanapocko-
MTUYECKUM JOCTYIOM. Tak, HaM y/laJIoCh BEIITOJIHUTH y 2-JI€T-
Hero peO&HKa ¢ PenuINBOM THITOIIMKEMHH JIallapoCKOMnye-
CKYIO PE3EeKIHIO0 TOJOBKH M KpIOUKoBHJHOTo orpoctka 1K
yepes 1,5 roga mocine OTKphITON KOpoKayAadbHON pe3eKLui,
00BbEM KOTOPOI SIBJISIETCS HEJJOCTATOYHBIM Y OOJBHBIX ¢ ANUQ-
¢y3Ho# dpopmoit BI'U.

[Tpu neyenun ¢okanbubix Gpopm BI'U oObem pesekuuu
IDX 3aBHCHT OT JOKaIM3allMK O4ara B TKaHU jkenesbl. Creny-
€T OTMCTUTD, YTO B OTHUX ClIydasaX yAaJICHUC M3MEHEHHOM TKa-
Hu DK mpuBOIUT K MOMTHOMY BBI3IOPOBJICHUIO MALIMCHTOB.
[Mpu nokanuzamu Qoxyca B xBocte mwin tene [1K npunsito
BBINOJHATH JTUCTAJIBHYIO WM KOPIOKAylaJbHYIO PE3EKIHIO
IDK. Tlo mporHO3y W KOJHYECTBY OCIOKHEHHUH (OKaIbHAS
¢dopma BI'M cuntaercs OrmaronpusTHOHN, a caMO OTIEPaTUBHOE
BMEIIATENBCTBO ABJIAETCSI MEHEE TEXHUUIECKHU CIIOXKHBIM, YEM
98% peszexmus IDK [9]. B nameii cepun HabmoaeHuit npu j1o-
KaJM3aluy ovara B TeJe XKee3bl y 2 AeTell Oblia BBIMOTHEHA
KoprokayfanbHas pesexuus [DK.

IIpu noxkanuzanuu ouvara B ronoske DK pezexuuto mo-
CIIEIHEH CleAyeT MAONOMHHUTh HAJOKEHWEM JIUCTAIBHOTO
MIaHKPEaTOCIOHOAHACTOMO3a, YTO IT03BOJISIET COXPAHUTH 3HA-
YUTENBHBIN 00bEM NapeHXUMBI KeJIe3bl, 2 BMECTE C ATUM IO/
Jiep KaTh 9K30- U 3HAOKpuHHYI0 QyHkuuio DK [7, 9]. Crnox-
HBIE aHATOMO-TONOrpadMuecKre B3aUMOOTHOLICHUS B 3TOH
obmactu, a Takke HEoOXOIUMOCTb B BBIIIOJIHEHUH PEKOH-
CTPYKTHBHOM OIepanyy JejaeT STOT BApHAHT XUPYpPruiecKo-
rO BMEIIATEIbCTBAa HauOoIee TEXHUUECKH CIOKHBIM. B Mu-
POBOIi JINTEpaType MUMEIOTCS JIMIIb SANHUYHbIC MyOINKaUN
0 IPUMEHEHUH JIAapOCKOMMYECKOT0 JTOCTyIa MPU PE3EeKIUU
ronoBku [DK y nereit [7-11].

Hald6onee CJIOXKHBIM TEXHUYCCKMM MOMCHTOM IIpHU BbI-
MIOJTHEHUH JIANapoCKONMU4eckol pesekunu ronoBku IDK cun-
TalOT UCCECUYCHHUE MApPCHXUMBI KCJIC3bl B HeHOCpe}ICTBeHHOﬁ
0J1M30CTH OT OOIIETO KETYHOIo IPOTOKa. Psiji aBTOPOB cunTa-
€T, YTO ITPU OTOM CYHICCTBYCT BBICOKAsA BEPOATHOCTD ITOBPEK-
nenust xonenoxa. I[To maenuto N. S. Adzick u coasr., ciiyyan
MOBPEXICHNS OOIIIEro JKETYHOTO MPOTOKA IPH PE3EKIUH To-
noBku DK Bcrpeuarorcs He wacto [7]. C apyroil CTOpOHEI,
sKoHOMHas pe3eknwns ronoBku [DK MoxeTr mosneus 3a coboi
peunANB THIONINKEMAN M HEOOXOJUMOCTh IPOBEICHHS I10-
BTOPHOTO OTIEPATUBHOTO BMEMIaTensCTBa [28].

B mname#l cepum HaOmromeHWit y OHHOTO 6-MECSYHO-
ro pebénka ¢ ¢oxampHOU (hopmoit BI'M uepes 4 mec mocie
JIarnapoCKONIecKoi peseximu roiaoBku [1DK passBuiace me-
XaHH4ecKas kenTyxa. IIpm MarHUTHO-PE30HAHCHOW XOJaH-
ruorpa¢un ObUI JTMATHOCTHPOBAH MPOTSHDKCHHBIH CTEHO3
JIMCTAIIBHOTO OTJEJIa XOJIe/J0Xa W BBISABICHBI NPU3HAKH OMIIH-
apHo# runepreHsuu. 1o Bcell BepOsSTHOCTH, BOSHUKHOBEHHUE
CTEHO3a XoJie[[0Xa ObUIO0 00YCIIOBICHO MHTpaoNepannoHHON
ANIEKTPOTPABMOM C MOCIEIYIOMINM Pa3BUTHEM HILIEMUH CTEH-
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KU 0OIIero >kequHoro mporoka. C Ieibl0 BOCCTAHOBJICHHS
HOPMaJIbHOTO OTTOKA JKeT4U peOEHKY OblIa BBIIOJHEHA pe-
JanapoCKOIMsA ¥ HaJIOKeH OOXOOHOW XONEeLUCTO-IyOIeHOa-
HacToMo3. B mocneomneparioHHOM MepHoie CUMITOMBI OH-
JMAapHOH THMEPTEH3UH y OOIBHOTO KyIHPOBAIHNCH. DTOT (GaKkT
ellle pa3 CBUAETEILCTBYET O BO3MOKHOCTH INPUMEHEHUS Jia-
MapOCKOMMYECKOTO AOCTYMNA MPU XUPYPIUUECKOi KOPPEKIUH
OCIIOKHEHHUH OTAAJIEHHOTO MOCIEONEPAIMOHHOTO MEPHO/IA.
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