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AxkmyaneHocme. BpoAeHHbI rMNEpUHCYIMHA3M — COXKHOE U MHOrorpaHHoe 3abonieBaHue, 06yCNOBNIEHHOE FeHeTU-
YECKVUMM HapyLLEHNSMM, YaCTb U3 KOTOPbIX MOKa HeU3BeCTHa.

Lleny — nokasaTb 3HaueHWe BM3YaNbHOW OLEHKM ANS Bbibopa cnocoba XWpypruyeckon KOppeKLMu BPOXAEHHOro M-
NepUHCYIMHU3MA Hapady C OnpefefieHNeM CTaH4APTU3MPOBAHHOTO MOKA3aTeNsl HaKOMIEHUS W NaHKPeaTUYecKoro MHAEKCa
npy NPOBEAEHUN NO3UTPOHHO-3IMUCCUOHHOM TOMOrpadum, COBMELLIEHHOW C KOMMbIOTEPHOW TOMOrpadueil.

Mamepuaner u Memoder. B 2017 r. B Lientpe um. B.A. Anma3oBa 6blnv peann3oBaHbl COBPEMEHHbIE BO3MOXHOCTU Ana-
THOCTWUKM PacnpoCTpaHEHHOCTU MOPAXeHUs NOAXKENYL0YHOMN 3KeNe3bl: MO3UTPOHHO-3MUCCUOHHAA ToMorpadus, COBMELLEH-
Has ¢ KoMnbtoTepHon ToMorpaduen ¢ 18F-[0®A, nHTpaonepaumoHHas aKcnpecc-61oncus NoAXeNnyA04HON Kene3bl.

Pesynemamel. B otneneHun fetcKon xupypriv nopokos pa3sutust lepuHatansHoro uentpa HMULL um. B.A. AnmasoBa
3a 2017-10.2021 rr. onepupoBaHbl 48 aeTei ¢ BPOXAEHHLIM TMNEPUHCYNMHU3MOM, B ToM uncie 30 — ¢ dokanbHbIMM dop-
Mamu. B cTaTbe noKasaHa posib Xupypra v 3HaueHWe BU3YasbHOW OLIEHKY, @ He TONBKO OMNpejeneHus MHAEKCOB (CTaHAapTH-
3MpOBaHHbII NOKa3aTeslb HAKOMNEHWUA W MaHKPEATUYECKUIA MHAEKC) NpY NPOBEAEHUM NO3UTPOHHO-3MUCCUOHHON TOMOrpadum
LNs onpesenieHns cnocoba Xupypryeckoi KOPpPeKLMM BPOXKAEHHOMO runepuHCyNMHM3Ma. MpeacTaBneHHbIA NoAXon, NpuBo-
vt K 100 % BbI3gopoBneHuio npu doKanbHbix GopMax 3aboneBaHus.

3aknoyenue. YactnuHas naHKpeaTakToMus Npu doKanbHblX, cybToTanbHas (95 %) Npu aTMMUYHBIX W MOYTW TOTambHas
(98-99 %) npm ouddysHbIX hopMax No3BOAAIOT CNPABUTLCS C FUMOMMKEMUSMIA BCIEACTBUE BPOXAEHHOTO FMEPUHCYNIMHI3-
Ma. 06beM onepaTUBHOIO EYEHUs Y AETeN C BPOKAEHHBIM TUNEPUHCYIMHU3MOM ONPEENAeTCA [aHHbIMU FeHETUYECKOro
06cnenoBaHmMs, NO3UTPOHHO-3MUCCMOHHOM TOMOrpaduK 1 3Kcnpecc-b1MoncuMm MHTpaonepaLmoHHo.

KnioueBble cnosa: BpO)K}J,EHHbIﬁ TMNEePUHCYTIMHN3M; TUNOIrIMKeMUs; NO3UTPOHHO-3IMUCCUOHHAA TOMOFpad)MH; MNaHKpearTaK-
TOMUSA; Oetn; 3KCI'IpECC-6MOI'ICMFI.
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Congenital hyperinsulinism: the significance of visual
evaluation of positron emission tomography and

the role of the surgeon in determining the limits

of pancreatic resection

Anna A. Sukhotskaya, Vladimir G. Bairov, Lubov’ B. Mitrofanova, Anastasia A. Perminova,
Darya V. Ryzhkova, Irina L. Nikitina, Surayo A. Amidhonova, Ilya M. Kagantsov

Almazov National Medical Research Centre, Saint Petersburg, Russia

Abstract

BACKGROUND: Congenital hyperinsulinism is a complex and multifaceted disease due to genetic disorders, some of which
remain unknown.

AIM: This investigation shows the value of visual assessment and not just the definition of indices (standardized accumula-
tion index and pancreatic index) when performing PET/CT to determine the surgical correction method of congenital hyperin-
sulinism.

MATERIALS AND METHODS: In 2017, Almazov NMRC implemented modern diagnostic capabilities for diagnosing pancre-
atic lesions: positron emission tomography with 18F-DOPA and intraoperative express biopsy of the pancreas.

RESULTS: From 2017 to October 2021, 48 children were operated on with congenital hyperinsulinism, including 30 with fo-
cal forms, in the Department of Pediatric Surgery at Almazov NMRC. This article shows the role of the surgeon, the importance
of visual assessment, and not only the determination of indices (standardized accumulation index and pancreatic index) during
positron emission tomography to determine the surgical correction method of congenital hyperinsulinism. The presented ap-
proach leads to 100% recovery in focal disease forms.

CONCLUSION: Partial pancreatectomy was performed in patients with focal forms, subtotal (95%) in atypical, and near total
(98%-99%) in diffuse forms to cope with hypoglycemia due to congenital hyperinsulinism. The scope of surgical treatment for
children with congenital hyperinsulinism is determined by the data of genetic examination, positron emission tomography, and
intraoperative express biopsy.

Keywords: congenital hyperinsulinism; hypoglycemia; positron emission tomography; pancreathectomy; children; express
biopsy.
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OPUTMHAJIbHOE UCCITELOBAHUE

AKTYAJIbHOCTb

BposkaeHHbIN runepuHcynnimaM (BIN), unn nepcuctupy-
loLLas rMnepuHCYNIMHEMMYECKas TMMorMKkeMms, bbin onucaH
Irvine McQuarrie B 1954 r. [1], KaKk cneacTBue pasnnyHbIX re-
HETUYECKUX HAPYLIEHUI KJIMHUYECKW NPOSBNIAETCA peuuau-
BMPYIOLLMMM 3MKU30[,aMM1 TUNEPUHCYIMHEMUYECKOW TUMOrK-
KEMWM, MPUBOASALLMMM K HE0DPATUMOMY MOBPEXAEHMIO KOPbI
rOJI0BHOT0 MO3ra C Noc/eAytoLLei HBaNMAan3aLmei 6obHbIX
[2, 3]. TMNepnpoLyKUMA MHCYSIMHA NPUBOAMT K YTUIM3aLMK
[TIOKO3bl KNETKaMW MHCYSIMH3aBUCUMBIX TKaHeN U B TO e
BpeMsi NOAABNAET NPOAYKLMI0 3HLOrEHHOM II0KO3bI, CBobOS -
HbIX UPHBIX KUCNOT U KETOHOBBIX TeN. 3T0 IULIAET NaLyueH-
T0B € BI'M KaK rnioKo3bl, TaK W anbTepHaTUBHBIX UCTOYHUKOB
3Hepriv ANs rosIoBHOMO MO3ra, NPUBOLSA K Pa3BUTUIO HEBPO-
NOTUYECKMX PaccTPoOMCTB [4]. HecMoTpsa Ha CBOK peaKocCTb,
BI' sBnsetca foKa3aHHOM MPUYMHON TMMOTIMKEMUYECKOTO
MOPaXXEHWS TOJIOBHOTO MO3ra, 3aflepXKu NCUXOMOTOPHOO
pa3BUTMS U ANUNENCUM 1, CiefoBaTenbHo, TpebyeT cBoeBpe-
MEHHOMN NOCTaHOBKYW AMarHo3a M Kak MOXHo bonee paHHero
Hayana nieyeHus (KOHCepPBATUBHOIO M/UAM XMPYPTUYECKOTO).

Ha cerogHAwHWiA AeHb onucaHo 16 reHoBs, KoTopble
UrpakT KIIOYEBYHD PONb B PETYNALMM CEKPELMN MHCYNMHA
(ABCC8, KCNJT1, KCNQI, GLUD1, GCK, HADH1, SLCT6A1,
UCP2, HNF1A, HNF4A, HK1, PGM1, PMM2, FOXAZ, CACNA1D
n EIF253), opHako okono 40 % nauueHToB He MMeKT ae-
(eKTOB B yKa3aHHbIX reHax [5]; aanbHeliLee n3yyeHne reHoB
npopomkaetca. HecMoTps Ha COBEPLUEHHO pasHble MOJEKY-
nspHble MexaHu3Mbl BIW, KnnHuueckue nposiBneHus Bcex
naToMopdoNor1yeckux GopM CXOXKH.

CraHpapTHble MeTOfbl BU3yanu3auumm, Takue Kak Myfb-
TUCNMpaNbHasA KOMMbITEpPHas ToMorpadus, MarHutope-
30HaHCHas Tomorpadus U ynbTpa3ByKOBOE UCCEeLOBaHMe,
He N03BONAIOT IOKANU30BaTh NATOSIOMMYECKU oYar npu do-
KanbHoi gopme [6].

C 2003 r. no3nUTPOHHO-3MMCCHMOHHAsA ToMorpadus, co-
BMELLEHHas C KoMnbloTepHon Tomorpadmen (M3IT/KT)
c 18F-J0DA, onpenenss OpUEHTMPOBOYHO XapaKTep mno-
paxeHus xenesbl (AUdoY3HbIA UM OKanbHbINA), cTana
30/10TbIM CTaHAAPTOM MpefonepaLMoHHOro 006cnea0BaHms
npu dokansHoM 3abonesaHuu [7]. [lo HacTosLero BpeMeHu
nposegenune M3T/KT ¢ 18F-[0®A y peteii [ocTynHO NMLb
B HECKOJIbKUX LIEHTpaXx B MMpe.

Okono 45-60 % petent ¢ BI'M TpebytoT xmpypruyecko-
ro BMeLIaTenbCTBa AJIA KYNUpOBaHUS peLMayBUpYLOLLE
TUNOrIMKEMUN  BCNeACTBUE HeI(DHEKTUBHOCTU MefauKa-
MeHTO3Horo neueHus [8—10]. MucTonormyecku BblAenstoT
3 dopMbl BIM: anddysHbii (xapakTepusyetcs auddysHoi
runepcexkpeunen B-Knetok), GoKanbHbIM (xapaKkTepusyeTcs
a[leHOMaTo3HOM rvnepnasueii B-KieToK, KoTopble yBenuye-
Hbl U UMEKT KpynHble sApa, a B-KNeTku B Apyrux yyacTkax
)enesbl UMeIOT HoOpMarbHOe CTPOEHWE) M aTUMKYHBIN (cove-
TaHWsa QoKanbHoro u AuddysHoro nopaxenus xenessl) [11].

B cnyyae 3deKTMBHOTO KOHCEpPBATMBHOMO JleYeHUs
Y 4acTW NauMeHTOB BO3MOXHA MOCTENEHHas ero O0TMeHa
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(K 4—16 rofaM 1 Mo3xKe), 4To BO3MOXHO CBA3aHO C rmbenblo
U30bITOYHO CEKPETUPYHOLLIMX MHCYTMH B-KNETOK B pesynibTaTe
anomnTo3a, XoTA He UCKJIKYeHa afianTauus 3HepreTMYecKoro
MeTabonn3Ma B-KNeToK UM KOHTPPErynsTopHbIX rOPMOHOB
[12]. C Bo3pacToM TaKKe Yy 4acTu He OMepyUpOBaHHbIX Naum-
eHToB (8o 23 %) ¢ B[ onucaHo pa3suTie caxapHoro Aua-
beta [13].

Mocne cybToTanbHol NaHkpeatakToMun y 27-36 % peteit
Ppa3BMBAETCA MHCY/IMH3ABUCUMBIN CaxapHblii AMabeT Kak cpa-
3y Mocfle onepaumuu, Tak U BO3MOXKHO ero pa3suTue B Teue-
Hue 8-40 neT nocne onepaumu, y opyrux 2—41 % coxpaHseTt-
€S TUMOrNMKeMms, TpebytoLLas MeaMKaMeHTO3HOIM KOppeKLmMH
[14-16]. Y 30-60 % Bcex naumenToB ¢ BIN oTmeuaeTtcs 3a-
LepKa NcuxoMoTopHoro passutusg, ay 15-25 % — Tsxenoe
OpraHM4YecKoe MopaKeHWe rofoBHOTO MO3ra, BKIIOYas 3Mi-
nencuto [17-19]. HekoTopble aBTOpbI NOKa3bIBAtOT MEHbLLYIO
YacToTy U TSKECTb HEBPOJIOTMYECKUX PaCcCTPOMACTB Y Nauu-
EHTOB C Donee TAXENbIM TeYeHWEM 3aboneBaHms, KOTOPbIM
ObIfI0 NPOBEIEHO paHHee XMPYPruyecKoe BMELLATENbCTBO
[20], npyrve He HaXOLAT TaKOM 3aKOHOMEPHOCTU. TakuM 06-
pa3oM, NpuHUMnbI neyeHus BIU cunbHo pasnnyatotcs Mexay
KJ/IMHMKaMM 10 BCEMY MUpY M3-3a OTCYTCTBUS AaHHbIX 06 0T-
[aneHHbIX HEBPONOTUYECKUX pe3ynibTaTax U CTOMKOCTU YpoB-
Hell INIMKEMMM Y MALMEHTOB B 3aBUCMMOCTM OT TUMa JIeYeHMs
(XMpypruyeckoe BMeLLATENIbCTBO UM UHTEHCUBHOE MeyKa-
MEHTO3HOE JIeYEHME).

Lene uccnedosaHuss — noKasaTb 3HaueHWe BU3yasb-
HOM OLEHKM Ans Bblbopa cnocoba XMpyprudecKoi Koppek-
LW BPOXAEHHOrO TMNepUHCYNMHM3MA Hapady C onpefe-
NeHWeM CTaHAApPTU3MPOBAHHOTO MOKA3aTeNis HaKomnjeHns
W MaHKpeaTUyYecKoro MHAEKCa Mpu NpoBeieHUM MO3UTPOHHO-
3IMUCCUOHHOW TOMOrpadu, COBMELLEHHOM C KOMIMbHTEPHO
ToMorpadwen.

MATEPUAJIbI U METO[bI

B 2017 r. B LUeHtpe uM. B.A. AnmasoBa bbinm peanu-
30BaHbl COBPEMEHHblE BO3MOXHOCTW [MArHOCTMKM pac-
MPOCTPAHEHHOCTU MOPAXEHUS MOAXKENYA0YHOW XKenesbl:
M3T/KT ¢ 18F-L0®A, nHTpaonepaumoHHas sKkcnpecc-buon-
cus NOJKeNyA04HONM Xenesbl. B oTaeneHun metckon xu-
pyprun nopokoB pa3sutusa llepuHatancHoro ueHtpa HMUALL
uM. B.A. AnmasoBa 3a 2017-10.2021 rr. onepupoBaHbl
48 peTeil ¢ BPOXAEHHBIM TMNEPUHCYIMHN3MOM 13 83 peTeid,
HaXOAALLMXCA Ha 06CneioBaHNM W NIeYEHUN B IHLOKPUHONO-
rmyeckom otaeneHum Lientpa (58 %).

BceM onepupoBaHHbIM AETAM NepBoHaYanbHO bbina Bbl-
nonteHa M3T/KT ¢ 18F-[L0®A. PaHoMepHas runepduKca-
una 18F-[ODA Bo Bcex oTAenax NOLKeNyA0YHON Xenesbl
xapakTepHa ans ouddysHoro BI'M, a ouaroBoe Hakonnexue
pagnodapmnpenapara (POM) ceupetenscTayeT 0 hoKanbHOM
(opMe 3aboneBanus. [Ing TOUHOCTM MHTEpMPETaLMK pe3ynb-
TaTOB UCCNIE40BaHUSA CIIeAYHOLLMM LLIAroM UCMosb3yHT KO-
YeCTBEHHbIE MOKa3aTeNn: CTaHAAPTU3MPOBAHHBIN NOKa3aTesb
HakonneHus (standardized uptake value, SUV), KoTopblii
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oTpaxkaeT KoHueHTpauuio POI B ouare, BblpaxKeHHyto B bk/
M1 (6eKKepenb B M) K 06LL,eMy 3Ha4eHWI0 BBELLEHHOI B Opra-
HW3M MaumeHTa akTueHocTM POIT M HOpMUPOBaHHBIN Ha Nto-
Wafb NOBEPXHOCTM Tenla, Maccy Tena UM «besmupoByto»
Maccy Tena nauumenTa. MeToamka npoBefeHns obcnefoBaHms
W NPUHLMIMBI OLEHKW pe3ynbTaToB UCCNEeA0BaHNUA U3NOXKEHBI
Hamw paHee [21-23].

Mo paHHbiM M3T/KT y 48 peTeit AMarHoCTMpOBaHbI
12 pnddy3Hbix dopm 1 30 dokanbHbix. Ewe y 6 aeten no-
NyyeHbl HeofHo3HayHble faHHble M3T/KT (npegnonaranack
dokanbHas GopMa C noKanu3aumeil NOPaXeHns B ronoske/
Tene, HO MHAEKC MHTEHCMBHOCTK pacnpenenenus POI 6bin
MorpaHnyHbIM Mexay QoKanbHoi U auddysHon dhopMamu,
Haubonee BepoATHO Npeanonarancs aTunuYHbIA BapuaHT no-
PAXKEHUS HKENE3bl).

PE3YJIbTAThI

Mocrne onepaTMBHOIO JIEYEHMS W TUCTONOMMYECKOrO MUC-
ClefloBaHNA OKOHYaTeNIbHO BepudULMPOBaHbI CreayloLme
dopmbl 3aboneBaHus: auddysHole — 12, doKanbHble —
30 n atunuuHble — 6. Pacnpeaenenune no Becy Npu pox-
LEHWN 1 CPOKY recTaumu npeAcTaBneHo B Tabn. 1, u3 Ko-
TOPOW BUAHO, YTO AETU C MMMNEPUHCYSIMHU3MOM POXAANUCh

Vol. 12 (1) 2022

Russian Journal of Pediatric Surgery,
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00bI4HO B [LOHOLLEHHbIE CPOKM, HO MpU 3TOM YacTo UMesn
MOBLILLEHHYIO Maccy Tena Npu poXAeHUM, YTo Hambonee Bbl-
pakeHo B rpynne fetei ¢ anddysHbIMU GopMamMu T’UNEPUH-
CynMHM3Ma. Y BONbLUMHCTBA OMepUPOBaHHbIX AeTer Hayarno
3aboneBaHMs 0TMEYEHO B MepBble CYTKU MOCIEe POXIEHMS,
4TO CBULETENLCTBYET 0 bonee TAXeENbIX hopMax 3aboneBaHus.

Mo reHpepHOMY NpU3HaKy B HALLEM WUCCNeA0BaHUM npe-
obnafanu JeBOYKM B COOTHOLIEHMM K ManbymkaM Kak 1,8
K 1 (31:17), Haubosee 3TM pasnnums BolpaXKeHbl cpeau fe-
Ten ¢ auddysHbiMu hopMamu BIU (5:1). MeHeTuyeckas xa-
paKTepucTuKa nauueHToB ¢ BI, onepupoBaHHbIx B 2017-
10.2021 rr., npeacTaBnieHa B Tabn. 2.

3 48 onepupoBaHHbIx geteit y 30 No AaHHBIM FMCTONOMM-
YeCcKOoro UccnefoBaHus bbia OKOHYaTeNbHO BepUdULMpoBa-
Ha dokanbHas dopMa BI'M. O cnoxHocTax LoonepaLmoHHo
OMarHOCTUKW aTUNUYHbIX GOPM TUNEPUHCYMHU3MA, NpU-
BOAALUMM B [aNbHEMLIEM K U3MEHEHMI0 0BbeMa pe3eKLmum
MHTPaonepaumoHHo, Mbl cooblanu paHee [24], moatomy
B JaHHOM MCC/efi0BaHNM paccMaTpyBalOTCA TOSbKO MaLyeH-
Tbl C TUCTONOMMYECKM NOATBEPKAEHHON (DOKanbHOW hopMoii
runepuHcynMHu3Ma. Bospact fetel ¢ GokanbHbIMM hopMamu
BI'M Ha MoMeHT onepaTuBHoOro NneyeHus coctaeun ot 1,9 fo
10 mec. (cp. BospacT 4,2 + 2,5 Mec., 77 % onepupoBaHbi
B BO3pacTe [0 6 Mec., 40 % — B nepBble 3 Mec. }W3HM).

Tabnuua 1. XapaKTepucTvKa NauMeHTOB C BPOXKAEHHbIM MMMNePUHCYIMHU3MOM, onepupoBaHHbIX B 2017-10.2021 rr. (n = 48)
Table 1. The Characteristics of patients with CHI operated in 2017-10.2021 (n = 48)

®opmMa nopaxenus | Bec npu poxaeHuM, Cpok recrauuu, Hep. Dlebiot 3aSone§aHMﬂ, CYTKU Bo3pact Ha MOMeHT Konuyectso
wenesbl Kr (min—-max) (min-max) WU3HU (min—-max) onepauuu, Mec. (min—max)

InddysHble 4,2+ 0,7 (3,2-5,5) 37 + 2,0 (34-40) 0,83+ 0,85 (0,1-2,5) 9,5+ 17,8 (1,5-58) 12

(MoKarnbHble 38+05(3,0-47)  39+1,0(35-42) 1,22 £ 1,32 (0,1-6,0) 4,2 +2,5(1,5-10,0) 30

ATvnnyHble 37+£13(2,2-43) 38+13(36-39) 8,9 + 55,9 (0,2-400,0) 6,4+9,6(0,23-26,0) 6

Bcero 3,8+0,6(22-55) 385 +17(34-42) 1,5+0,9 (0,1-400,0) 6,2 + 9,8 (0,23-58) 48

Tabnuua 2. [eHeTMYeCKas XapaKTePUCTUKa NALMEHTOB C BPOXKAEHHBIM TMMNEPUHCYIMHU3MOM, onepupoBaHHbIX B 2017-10.2021 rr. (n = 48)
Table 2. The Genetic characteristics of patients with CHI operated in 2017-10.2021 (n = 48)

®opma Mon MyTauus B rexe Het mMyTauui Her
nopaxkeHus B reHax ABBC8 Wroro
Kenesbl X | M ABBC8 KCNJ11 HNF4A | PMM2 | GCK | 4 KCNJ11 | AaHHbIX
InoddysHbie 10 2 8 1+1% - - - 3 1 12
(y2wuortoTua (y 1ot otua)
1 OT MaTepu)
(MoKanbHble 17 13 16 2 - - 1 - " 30
(y 8 o7 oTULa) (y 1 ot oTUa)
ATVnnyHbIe 4 2 1 2 1 1 - 1% 2 6
(oT oTUA)
Bcero 31 17 25 6 1 1 1 5 14 4L8

* Momumo myTaumm B reHe KCNJT1 y naumeHTa Takke Habniopanack MyTaums B reHe ABBCS.
** OtcytcTBMe MyTaumii B reHax ABBC8 v KCNJT1 otMeuanoch y naumeHTa ¢ MyTaumamu B reHe HNF4A.
# Hannume myTaumum HNF4A oTMeyanock y nauvenTa ¢ MyTaumen B reve KCNJ11

* In addition to a mutation in the KCNJ11 gene, the patient also had a mutation in the ABBC8 gene.
** The absence of mutations in the ABBC8 and KCNJ11 genes was noted in a patient with mutations in the HNF4A gene.
#The presence of an HNF4A mutation was noted in a patient with a mutation in the KCNJ77 gene.
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Bo BpeMs nnaHMpoBaHWs onepaTMBHOMO BMeLLATENbCTBA
Mbl OpueHTUpoBanucb Ha faHHble M3T/KT. OnepatuBHble
BMeLLaTeNbCTBa BbIMOHANM MYTEM BEPXHEH MonepeyHoil
nanapotomuu. Mpy AMCTanbHOW JIOKaNW3auuu NopaxeHus
y 1 13 3 peTeit BMeLWaTeNbCTBO BbINOJHANM JlanapocKomnu-
yeckuM poctynoM. [locne BCKPbITUS CanbHUKOBOM CYMKM
U 0BHaXEeHUs MOBEPXHOCTU MOKENYAOYHON Xenesbl npo-
BOAWIM TLUATENbHbINA BU3yasbHbIA W NanbnaTopHbIA 0CMOTP
B LeNIAX MaeHTUdMKaLmm natonormyeckoro dokyca. Bo Bpe-
MSl BCEX OMepaTUBHbIX BMeLLaTesbCTB Obina NpoBeaeHa JKe-
npecc-buoncus, no pesynbTataM KOTOpOW ONpeaensiv rpa-
HWLbI Pe3eKUMM NaToNOrMYecKoro oyara NoXenyLo4HoN
Xene3bl KaK C Lienblo ero BepuduKauuu, Tak U C Lenbio
ONpeseNieHUs TPaHnL, NOCNeHEro ¢ HOpMasnbHOW TKaHbI
NoJKeNyL04HON Xene3bl. [Ipu HEBO3MOXHOCTY SHYKIIeaLMH
04aroBOro MOPAXEHUS BbINOJHANACh YaCTUYHAs PE3EKLMS,
Mpu ero pacnonoxeHun B 061acT1 NPOKCUMAbHOMO y4acTKa
enesbl — BbINOJIHAMACh NPOKCUMasbHas NaHKPeaTIKTOMUS
M NaHKpeaToeKHO0aHacToMo3 No Py ¢ ocTaBLuelics YacTblo
xenesbl.

B Tabn. 3 npeactaenenbl aaHHble M3T/KT, akcnpecc-6u-
ONCUM W OKOHYaTeJNIbHble TUCTONOTMYECKME [aHHble LeTeil
¢ dokanbHbiMM dopmamu BI'M, nokasbiBawowme HeofHo-
POAHOCTb MOPAYXEHWUS MOKENYA0YHON HeNe3bl B KaXKLOM
KOHKPETHOM Cilyyae.

Kak BugHo u3 Tabn. 3, tombko y 21 naumenta us 29
C npegnonaraBLUMMcs (OKanbHbIM NopaxeHueM 1 unm 2 3oH
)enesbl BO BpeMA OMepauuu He BO3HWKIIO CHOXHOCTEN
c onpefeneHueM obbema pesekumu. Mpu 3ToM nNomumo
yeTKoro (hoKasnbHOro nopaxenus (Kotopoe TosibKo B 18 Ha-
BnrofieHnsX onpefensnoch Takie BU3yanbHO M Nanbnatop-
HO) Y YacTW MauMeHTOB onpepensnock Auddy3Ho-afeHo-
MaTo3HOe nopaxkeHue (oKanbHOM 30HbI U B psALe Cyyaes
npuneranowmx yyactkos. Y 1 nauueHta no AaHHbIM 3KC-
npecc-6uoncum Habnoganock anddysHoe nopaxeHue xe-
nesbl, xapakTepHoe ans auddysHoro BIW, Ho nopaxkenue
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OrpaH14MBaoch TOSIbKO OHOM 30HOM; NpU NepecMoTpe 3a-
JTBIX NPenapaToB NOJTyYeHbl TaKWE e AaHHble, 04aroBoro
nopaeHust 06HapyXeHO 1 He BblNo, 0LHAKO Pe3eKLMs 3TOr0
yuacTKa Jxenesbl MpUBeNa K NOJHOMY BbI3[LOPOBEHHIO.

Y 1 naumeHTa, y KOTOpOro nepBOHAYasbHO MO aHHBIM
M3T/KT npesnonaranock amddy3Hoe nopaxeHue, MHTpaone-
PaLMOHHO Ha OCHOBaHUM [eTaNnbHOr0 0CMOTpa M NabnaLuu
JKenesbl BO3HWKIO NPELMoJIoXKEHNE O BO3MOXHOM Mopa-
JKEHUM He BCEWi Xenesbl, HECMOTPA Ha HW3KWUIA NaHKpeaTu-
YecKun MHAeKc pacnpegenequs POM (tabn. 4). Mo AaHHbIM
3Kcnpecc-6uoncum Bbin 06HapYXKeH y4acTOK HOpPMaslbHOM
TKaHW Xene3bl, YTO NO3BOUNIO Pe3eLypoBaTh TOIbKO Nopa-
KEHHy0 06/1acTb U COXpaHUTb HOPManbHYK TKaHb Xene3bl,
YTO MPUMBENO K MOJIHOMY BbI3A0POBMIEHUIO B NMOCNEonepaLy-
OHHOM nepuofie. ViccnefoBaHWe 3anuTbIX MpenapaToB Moj-
TBEPAUNO pe3ynbTaThl 3Kcnpecc-ouoncum. 3to HabnoaeHne
MOATBEPIKLAET POJib XMpYpra B ONpeeneHnM rpaHuL, pesex-
LM M BaXKHOCTb BU3yanbHoii oueHKu MNM3T/KT B Ka oM KoH-
KpEeTHOM Cyyae, HeCMOTPA Ha 0fjHO3HaYHbIe AaHHble MIT/KT
C HU3KMM MaHKPeaTU4eCKUM NHAEKCOM, XapaKTepHbIM TOJbKO
ana onddysHoro 3aboneBaHus.

TpyoHOCTb MHTPaoNepaLMOHHOTO MPUHATUS peLleHns
06 obbeMe peseKUMM MOAMENYLOYHOW ene3bl, Bbl3BaH-
Has HEOPAMHAPHOCTBIO MOPAaXEHUs MOCNEAHel B KaX oM
KOHKPETHOM CJly4yae, YTO CTAHOBUTLCA W3BECTHBIM TOJIbKO
MO AaHHBIM 3KCTPEHHOTO FUCTONOTMYECKOrO MCCNEL0BaHMS,
NPOAEMOHCTPMPOBAHA B KIIMHUYECKOM MpUMepe.

KIIMHWYECKUN NPUMEP

MaunenTka, poamnacb 26.01.2021 B Amano-HeHeukom
aBTOHOMHOM OKpyre. M3 aHaMHe3a M3BECTHO, YTo pebeHoK
OT MepBon BepeMeHHOCTH, NpOTeKaBLUel Ha hoHe rectaum-
OHHOro caxapHoro auabeta, MHOroBoAusA, aHeMum. Ha cpoke
11 Hep. bynywias MaTb nepeHecna anneHaKToMuio. Hacnen-
CTBEHHBIA aHaMHe3 He OTArOLLEH.

Tabnuua 3. [auHblie M3T/KT, akcnpecc-6Moncum M OKOHYATENbHOWM FUCTONOTMM Y AeTedl € (OKanbHbIMU GOpMaMi BPOXAEHHOO

runepuHcynuimama (n = 30)

Table 3. PET/CT, express biopsy, and final histology data in children with focal IUI (n = 30)

BapuaHTbl nopaxeHns nopykeny[o4HOMN xesnesbl | N3T/KT 3Jkcenpecc-6uoncus Muctonorus

(®okanbHoe nopaxeHue, 3aTparmBaeT 1 30Hy 26 15 17
®okyc, 3aTparuBaeT 2 30Hbl 2 4 4
®okyc + anddysHoe nopaxeHme xenesbl GoKanbHo (1-2 30HbI) - 6 6
InddysHoe nopaxenue xenessbl hokanbHo (1 30Ha) - 1 1
[nddy3Ho-ageHoMaTo3HOE NopaXKeHue Jenesbl, 3aTparuBaeT 2 30Hbl U bonee - 2 2
(®okanbHoe unmn atunuyHoe nopaxenue (1 30Ha) 1 2 -
Inddy3Hoe nopaxeHue BCen xenesb 1* - -
Bcero 30

* [laHHbIN NauueHT NoapobHo NpeaCcTaBieH B KIMHUYECKOM NpUMepe.

pumeyarue. NIT/KT — no3uTpoOHHO-3MUCCUOHHASA TOMOrpadus, COBMELLLEHHAs C KOMIbIOTEPHOI ToMorpadueil.

* This patient is presented in detail in the clinical example.

Note. PET/CT — positron emission tomography combined with computed tomography.
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Ponbl nepeble cpouHble Ha 39-W Hepene, Yepes ecTe-
CTBEHHbIE pofioBble NyTW. Macca Tena npu poxaennm 3910,
AnvHa 55 cM, no wkane Anrap 8/8 6anno.. Mocne poxaeHus
3aKpuyana cpasy, CocTosiH1e YA0BNeTBOpUTeNbHOE. [py nna-
HOBOM OMnpeJieNeHnN YPOBHS caxapa KpoBU Nocsie PO AEHMS
0TMeyanacb rMnoriMKkeMus Ao 2,4 MMonb/f, coxpaHsnach
B TEUEHME NEPBbIX CYTOK XM3HM, KYNMpoBaHa Mocie Haya-
na WHdY3MOHHON Tepanuu. Ha TpeTbu CYTKM KU3HU pebeHoK
nepeBefieH B OTAENEHWe NaTONOrMM HOBOPOXKAEHHBIX. B an-
HaMUKe COXpaHANach CTOVKasA TEHAEHLMA K TUNOTTIMKEMUAM
Ao 1,4 MMonb/n, NpoaomKeHa UHbY3NOHHaA Tepanus [Mak-
CUMarnbHas CKOPOCTb YTUAM3aLMM FIoKO3bl 12 Mr/(Kr - MUH)].
B Bospacte 18 aHew xw3HM Ha GoHe rnukemmun 1,55 MMonb/n
MoATBEPXKAEH [OMArHo3 BPOMAEHHOr0 MMMNEpUHCYNMHWU3Ma:
uHcynmH 7,7 MKME/Mn, C-nentug 414,4 nMonb/n. 3nuso-
L0B anHo3, CYA0pOr, YrHETEHUsS CO3HaHUA HE 0TMeYanoch.
Ha cnepytowmin fetb bbina gobaeneHa Tepanus npegHU30510-
HOM 1 Mr/(Kr - cyT) 6e3 nonoxuTenbHoro adgdeKTa, yepes 3-e
CYTOK OTMeHeHa. BbinonHeHo ynbTpasByKoBoe uccnefoBaHue
1 KOMMbloTepHas ToMorpadms opraHoB bpioLLHON nonocTy
C KOHTPACTHBIM YCUIEHMEM: NaTOsI0MUN He BbISIBNIEHO.

C 15.02.2021 (20 pHe¥t *u3Hu) no 04.03.2021 Haxomu-
nacb B OrbY «HMUL, aHpokpuHonorum» . MocKBbl, ycTa-
HOBJIEH [MarHo3: «BpoxAeHHbIN runepuHcynMHu3M, dap-
MaKope3NUCTeHTHas (opMa». HauaTa Tepanus OKTPEOTULOM
(5 Mr/(kr - cyT). C 16.02.2021 wHMUMMpOBaHa Tepanua aua-
30KCMAOM C MOCTEMEeHHbIM HapallMBaHWEM [03UPOBKY
¢ 5,8 po 16 Mr/(kr - cyt), 6e3 BblpaxeHHoro addekra, npe-
KpawieHa 26.02.2021. Tepanuio OKTpeoTUAOM NPOBOAWIM
C MOCTENeHHbIM MoBbieHneM [o3bl fo 20 Mr/(kr - cyT),
TaKKe 6e3 KIIMHUYECKM BbipaxeHHoro addeKkta — coxpa-
Hsnacb NOTPebHOCTb BO BHYTPUBEHHOM BBELLEHUM PaCTBOPOB

Puc. 1. KaptuHa ouddysHoro nopaxkeHus noaxenymoyHon
)enesbl N0 [aHHbIM MO3UTPOHHO-3IMUCCUOHHOM ToMorpadum,
COBMELLIEHHON C KOMMbIOTEPHOI ToMorpadmeit: @ — rofoBKa,
b — Teno, ¢ — xBocT

Fig. 1. View of diffuse lesions of the pancreas according to
PET/CT: @ — head; b — body; ¢ — tail
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rAOKO3bl ANS NOAAePIKaHUs TpebyeMoro YpoBHSA rUKeMU,
MpU 3TOM COXPAHASIUCh TUMOTSIMKEMUM.

B3aT MoneKynspHO-reHeTUYecKuii aHanu3 (naHenb
«lvnornmkeMmsa — caxapHblii amabet»).

B cBA3M ¢ Hea((heKTMBHOCTLIO KOHCEPBATMBHOM Tepanim
ons npoeefenuns M3T/KT ¢ 18F-J0®A naumeHTKa nepese-
neHa B OIBY «HMUL, um. B.A. AnMazoBa» B Bo3pacTte 1 Mec.
7 nHew. Tepanus Ha moMeHT nepesopa: 1) 20 % rnoKosa
Yepes LieHTpasbHbIA BEHO3HbIN KaTeTep CO CKOPOCTHI0 7 MA/Y
[5 Mr/(Kr - MuH)]; 2) okTpeoTna, B Ao3e 5 MKr/(kr - cyT) (yepes
nomny 0,95 Mkr/u); 3) KpeoH no 2500 ME B Kax[oe kopMre-
He; 4) nuTaHme: cMecb @puco 120 M + rpyaHOe BCKapMim-
BaHue Kaxaple 3 4. Bec 4930  (+1 Kr ¢ poxaeHus).

11.03.2021 B Bo3pacte 1,5 Mec. mposegeHa M3IT/KT
B LleHTpe Mo3MTPOHHO-3MMCCUOHHOW ToMorpapum OrbY
«HMUL, um. B.A. AnmasoBa»; POIM: 18F-[I0®A, akTMBHOCTb
18 Mbk; nyyeBas Harpyska: pacyeTtHas 2,1 mM3B. OnucaHue:
Ha cepuu [13T-TomMorpamMM opraHoB BptoLLHOI NofoCTH U 3a-
OpIOLUMHHOrO NPOCTpaHCTBa 0TMevaeTcst AN dy3HO-HEOAHO-
poaHas runepoukcaums 18F-LODA B napeHxume xenesbl
C Hanbonbluen akkymynsauuen POI B Tene u ronoBke nog-
KeNyA04YHON enesbl (MaHKpeaTUYecKuit MHAEKC ronoBKa/
Teno Ha 10-MUHYTHOM CKaHe, BbINONHEHHOM yepe3 50 MuH
nocne uHbekumu PO, 1,05, ronoska/xsoct — 1,2) (puc. 1).

Ouaru natonoruyeckoro Hakonnewus 18F-I0®A B gpy-
WX OpraHax M TKaHsiX, NpefCcTaB/eHHbIX B 30He CKaHWpOBa-
HUs, He 0BHapyeHbl. Ousnosormyeckoe HakonneHne PO
B MapeHXUMe MeYeHM, NapeHXuMe U YalLeyHO-N0XaHOYHbIX
cucTeMax MoYeK, MOYETOYHMKAX, 30HAX pocTa KocTei. 3a-
KntoyeHue: M3T-kapTuHa cootBeTcTBYET AMddY3HOM dopMe
BPOMXEHHOMO MUMNEPUHCYIMHU3MA.

B cBa3n c TaxenbiM TeueHueM 3aboneBaHus U Head-
(EeKTMBHOCTbIO KOHCEPBATWUBHOW Tepanuu MpUHATO peLue-
HWe 0 HeobX0OMMOCTU XMPYPrUYECKOr0 JIEYEHUS, HECMO-
Tps Ha anddysHyo Gopmy 3aboneBaHus no pesynbTaTam
M3T/KT. MoneKkynspHo-reHeTUYECKUA aHaNN3 B 3TO BpeMs
eLLe B pabore.

B Bo3pacte 1,5 Mec. 15.03.2021 nepeBeaeHa Ha nocT UH-
TEHCWBHOMN Tepanuy OTAENIeHUs LeTCKOW XUPYPruM NOPOKOB
pa3BuTus, rae NoAroToBneHa K onepauuu. lNepep onepauu-
el pesynbTtatbl npoBegeHHon M3T/KT obcyxaeHbl COBMECTHO
BpayOM-paAmMosIoroM 1 Bpuragoi onepupyroLLIMx X1pypros,
Nnpu 3TOM bbINIo 0bpaLLieHo BHAMaHWe Ha TO, 4TO, HECMOTPS
Ha HU3KME MaHKpeaTM4ecKue WHAEKCHI, BM3YanbHO CKNa-
OblBaeTca BrieyatneHne o 6onee HM3KOM pacnpepeneHuu
PO B 0bnacT xBocTa Mo CpaBHEHWUIO C FOIOBKOM W TEJIOM
(puc. 1).

16.03.2021 npoBeieHO onepaTMBHOE JIeYEHUE: MOMasb-
Hasi pe3eKyus 20/108KU U mesa nodxcesydoyHou xenessl
(npoxcuMansHas 2eMunaHkpeamakmomusi 65 %) nod KoH-
mposieM 3Kcnpecc-buoncuu, NAHKPeamoeHOaHacCmoMo3
no Py ¢ ocmaswielicsi ducmansHol Hacmelo Hcesesel. Bo Bpe-
MS omepauun o0BHaXkeHa MoJyKenyAouyHas Xenesa: pacrno-
No}eHa TMnu4Ho, 6neHO-p0o30BOro LBeTa, MpyM Nanbnauum
MArKO 3/1acTU4Has, pa3Mepammn 7,5 x 2,5 x 1,5 cM (puc. 2).
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Puc. 2. VIHTpaonepaunoHHas KapTUHa: BHELUHWA BUL NOLKeny-
[0YHOIA Xenesbl
Fig. 2. Intraoperative view: the appearance of the pancreas

Mpy TLiaTeNbHOM BU3YanbHOM U NanbnaTopHOM 0CMOTPE,
yunTbiBas BM3yanbHble AaHHble M3T/KT, obHapyxeHo ene
YNOBMMOE YMJIOTHEHME B TOJILLE XKesle3bl B 061acTH rofnoBKu
¥ Tenla pasMepamu okono 4 x 1,5 cM (puc. 3).

Mo faHHBIM 3Kcnpecc-6Moncumn NOATBEPHEH NaTONOTU-
YeCKWUA afleHOMATO3HbIi XapaKTep 3TOr0 y4acTKa enesbl,
OKPYIKEHHbIW TKaHbKO TUMOBOIO FMCTONOTMYECKOrO CTPOEHMS
(puc. 4). Ha rpanuue Tena u xBocTa enesbl, rAe nanbnartop-
HO onpegensnca nepexon 6osee NIOTHOW TKaHM B 06bIYHYHO,
B3AT NOJIHOC/IONHBIA BUONTAT, B KOTOPOM MOATBEPIKAEHO Ha-
JIM4MEe HOPMaIbHOM TKaHW Xene3sbl. Ha 0cHOBaHWM 3TUX faH-
HbIX Bblia NpoM3BeeHa NPOKCMMarbHas reMUMaHKpeaTaKTo-
MUA (TOTanbHas pe3eKLys rofIoBKM W Tena enesbl) (puc. 5).
OctaBLumiics yyacTok xBocta — 3 x 1,5 cM. [Ing obecneyenms
HOpMarbHOr0 (YHKLMOHMPOBAHWSA OCTaBLUEroCs y4acTKa Xe-
nesbl 66N CO3AaH NaHKpeaToetoHoaHacToMo3 no Py (puc. 6).
OKoH4aTenbHOe MMCTON0rNYecKoe 1ccnefoBaHue No 3auTbiM
npenapatam NoATBEPAUNIO afleHOMaTO3HbIN XapaKTep ropa-
XeHus (puc. 7).

lMocneonepaunoHHbIA MEpPUOA MpoTeKan rnapko (bes
XMPYPrUYECKNX 0CNOXHeHMI). Yepes 15 4 mocne onepauum
naumMeHTKa Obina 3KCTybMUpoBaHa, B TEYEHME TPEX CYTOK No-
nyyana NpoAsieHHylo NepuaypanbHy aHeCTe3uI0, OKTPeoTUS,
(c naHKpeaTo-NPOTEKTOPHOI LieNbio B paHHEM nocneonepa-
LMoHHOM nepuoge — 5 cyT), fopaoke 1 cyT, napeHTepanb-
Hoe nuTaHue. Ha 2-e cyTKM nocnie onepauuu oToLLen CTyn,
Ha 3-M CyTKM HayaTo 3HTepasbHoe KopMieHue. Ha 7-e cyTku
CHATBI LBbI (32)KMBMEHME MEPBUYHBIM HATSIKEHWUEM), Npo-
LOJKEHO pacLUMpPeHne 3HTepanbHOro KopMnewus. Ha atom
(hoHe CoXpaHAIMCh HOpMasibHbIe 3HAYeHUs! YPOBHS caxapa
KpOBW. 3JK30KPUHHOW He0CTaTOMHOCTM MOAXKENyL04HOi
Kenesbl He 0TMeYanoch, 3aMecTuTesbHas GepMeHTHas Te-
panus He nposogunack. [laumeHTKa nepeBefeHa B 3HAO-
KpuHonoruyeckoe otaenenue LieHTpa Ha 7-e cyTku, OTKyAa
BbiMKCaHa 4yepe3 2 Hepd. B BO3pacTe 2,5 MeC. Ha NOJHOM
3HTEpaNbHOM KOPMJIEHMM B YAOBNETBOPUTENbHOM COCTO-
SHWM Nof, HabMOAeHWe MO MECTy KUTeNbCTBa, be3 Kakux-
nmbo npenapatoB. [lepen BbiNMCKoOW mpoBefeHa npoba
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Puc. 3. VHTpaonepauuoHHas KapTuHa: rpaHula bonee nnoTHOM
(cneBa) 1 HopManbHOM TKaHW (CnpaBa) NoAXKenya0uHOI Xenesbl
Fig. 3. Intraoperative view: the border of the denser (left) and
normal tissue (right) of the pancreas

Puc. 4. ViHTpaonepaumoHHas rucTonoruyeckas KapTuHa: 3oHa age-
HOMaTO3HOM TUNEepMNasuu C YBENIMYEHHBIMU B pasMepax siipamu
3HAOKPUHOLMTOB (1), OKPYKEHHAS TKaHBIO MOLIKENYA0YHON 3Kene-
3bl TUMOBOFO MUCTONOTMYECKOr0 CTPoeHus (2). OKpalumBaHue reMa-
TOKCWIIMH W 3031HOM, yBenindeHne x100

Fig. 4. Intraoperative histological picture: a zone of adenomatous
hyperplasia with enlarged nuclei of endocrinocytes (7), surrounded
by pancreatic tissue of a typical histological structure (2). Staining
with hematoxylin-eosin, magnification x100

JoXKe Xenes3bl

Puc. 5. /HTpaonepaumoHHas KapTuHa: 0BHaXeHO Noxe Xenesbl
nocrne ynaneHns rofloBKY M TeNa, Y4acToK XBOCTa B3AT Ha iepXKanKy
Fig. 5. Intraoperative picture: the bed of the gland is exposed after
removal of the head and body, a portion of the tail is taken on a holder
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XBOCT Meneibl

TOWaA KMWKa

Puc. 6. VHTpaonepauuoHHas KapTuHa: CO3AaH MaHKpeaToelHo-
aHacToMO3 C neTneii ToLel KUWKm no Py

Fig. 6. Intraoperative picture: pancreato-jejunoanastomosis with a
loop of the jejunum along by Ru

Puc. 7. TucTonornyeckas KapTuHa Mpu OCMOTPE 3aiuThbiX npe-
napaToB: afieHoMaTo3Hoe nopaxeHue (1) 6e3 Kamncynbl C TKaHbio
enesbl TMNOBOro cTpoeHus (2). OKpaluMBaHWe reMaToKCUIIMHOM
¥ 303uHOM, yBenmnyeHue x100

Fig. 7. The histological picture when examining the “flooded”
preparations: adenomatous lesion (7) without a capsule with
a typical gland tissue (2). Staining with hematoxylin-eosin,
magnification x100

C ronojaHneM — faHHblx 0 peungmse Bl He nonyyeHo.
B 3To Bpems nomnyyeH pesynbTaT reHeTMYECKOro WUCCreno-
BaHWA, XapaKTepHbIX Ans GoKanbHoM hopMbl rMNepUHCYK-
HWU3Ma MyTaLui He 0bHapyxeHo: 1) ceKBeHWUpOBaHWe NaHeny
«CaxapHbli inabet — runepuHcynMHU3M» (27 reHoB): nato-
FeHHbIX W BEPOSITHO NaTOreHHbIX BapuaHTOB, a TaKKe BapWaH-
TOB C HEM3BECTHON KIIMHUYECKON 3HAUMMOCTbIO, 0O BACHSIO-
LMX NpUuMHY 3ab0N1eBaHNUA HA MOMEKYNAPHO-TEHETUYECKOM
YPOBHe, He 0OHaPYXEeHO; 2) XPOMOCOMHBI MUKPOMATPUYHBIN
aHasnn3 3K30HHOr0 YPOBHS: MaTOreHHOro0 XpPOMOCOMHOTO JC-
banaHca He 0bHapy:KeHo. 3a 6 Mec. HabnoeHus noce one-
pauuu Npy CaMoCTOSATENbHOM MOHUTOPUPOBAHWM TNIMKEMUS
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HaToWaK B npenenax 4,4-5,1 MMonb/n, yepes 2 4 nocne
efbl 5-6,5 MMonb/n. ucnenTUyeckux ABNEHUA He OTMe-
yasocb, CTyn exeaHeBHo, 6e3 ocobeHHocTel. Pusmyeckoe
¥ NCMXOMOTOPHOE pa3BuTue pebeHka o Bo3pacTy. 3a 6 Mec.
nauuMeHTKa Bbipocsa Ha 11 cM, B Bece npubaBuna 4,5 Kr.

OBCYXIEHUE

[laHHbIA KNWHWYECKWA NpUMep MOKa3biBaeT CMOMHOCTb
MHTEpripeTaumu AaHHbIX M3T-Tomorpadmm ¢ 18F-[0DA B Ka-
YecTBe [00MEepaLMoHHON AMArHOCTUKM XapaKTepa mopawe-
HWA NOLKENYA0YHON Xenesbl, He0bX0AMMOCTH BU3YaNbHOM
OLIEHKY, MPOBELEHNA MHOXECTBEHHBIX 3KCrpecc-buoncuii
C Lenbl TOYHOW MAEHTUGhMKALMW NaTONOrMYECKON TKaHMW.
CTaHpapTHO BbINOMHAEMbIE B NPOLLIOM cybToTanbHas 95 %
MaHKPeaTIKTOMWSA B 3TOM C/lyyae He npusesna bbl K Bbi3fo-
POBJIEHMIO MALMEHTKM, @ MOYTU MOMHas NaHKpeaTIKToMUS
98-99 %, koTopas fomkHa 6bITb BhiNonHEHa npu Auddys-
HOM MOpaeHU Jxenesbl, Hen3bexHo nepesena bbl 3a60-
NeBaHWe U3 TMNEepUHCYNMHM3Ma B caxapHbii auabet. Tonb-
KO CKpynynesHasi COBMeCTHas BU3yasibHas OLEHKA [aHHbIX
M3T/KT HaToNKHyNa XMpyproB Ha MbIC/b 0 BO3MOXHO UMEt0-
LLIeMCS! HeMOpPaXKEHHOM Y4aCTKe JKeJie3bl, 4T0 NPy 0TCYTCTBUM
ABHbIX 3I6HOMATO3HbIX 04aroB OblN0 NOATBEPHKAEHO AaHHbI-
MW 3Kcripecc-buoncuu. [poBeieHHOE reHeTUYECKOE UCCNeso-
BaHWe, K COXaNeHuIo, 3aH1MaeT MHOT0 BPEMEHM 1 He BCerfa
[AeT KaKyto-mbo LOMoAHMTENbHYID MH(OpPMaLmio B onpe-
AeneHun GopMbl 3aboneBaHus, Kak bbino NpoAeMOHCTpU-
poBaHO B AaHHOM MpuMepe. A npu OTCYTCTBUM MyTaLuK,
XapaKTepHbIX Ansg (GoKanbHOW GOpMbl TMNEPUHCYNIMHU3MA,
MOXET HanpaBWTb JIeYeHWe MaLMeHTa Mo JIOXKHOMY NyTH,
3apaHee npeanonoxue auddysHyo Gopmy 3aboneBaHus.

BpoXKAEeHHBIA MUNEPUHCYIMHU3M — CIIOXKHOE W MHOTO0-
rpaHHoe 3abonesaHue, 06ycnoBneHHOE FeHETUYECKUMM
HapyLLEHUAMM, YacTb M3 KOTOPbIX MOKa HenssecTHa. C ue-
Nbl0 NPeSNoN0XKUTENIbHOTO NpeCTaBNeHNs 0 BO3MOXKHOM
(okanbHoM hopMe MpoOBOAMTCS reHeTMYecKoe obcnenoBa-
Hue, x0T oKono 40 % naumeHToOB He UMeeT MyTaLMi B 13-
BECTHbIX reHax, U paboTbl Mo MX pacno3HaBaHUIo NpoAoN-
xatotes [5].

C BBeJEHWEM B KOMIMJEKC NpefonepaumoHHoro 06-
cnepoBahusa M3T-Tomorpadum ¢ 18F-LOMA u akcnpecc-
buoncuu nopXKenyao4HOM Kenesbl MHTPaonepaLyoHHO
B HMWUL, um. B.A. AnMa3oBa nosBuiacb BO3MOXHOCTb
OKa3blBaTb MOJHOLEHHYH NMOMOLLb AeTAM C (OKalbHbIMU
(dopmammn BIW, npuBoas ux K NOSHOMY BbI3[0POBEHUIO.
Tak, 3a 2017-10.2021 rr. onepupoBaHbl 30 peteii ¢ ¢o-
KanbHbiMK Gopmamm BIU, y Bcex 30 (100 %) ymanoch po-
CTUYb HE NPOCTO NOJIHOTO KYNUPOBaHWSA FUNEPUHCYIUHN3MA,
a MoJIHOrO BbI3A0POB/IEHMS, MPU 3TOM XMPYPrUYECKUX OC-
NOXHeHUN He bbino [22].

Y npeteit ¢ dokanbHeiMM popMamn BIU Heobxopnumo
NPOBOAMTb XMPYPrUYecKoe JieYeHUe C LeNbl yAaneHus
MaTosIorMYecKoi TKaHU NOJKeNyA04HOM Xenesbl C MaKCu-
ManbHbIM COXpaHEHWEM 3[10pOBOM TKaHM, obecrneymnBatoLLen
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HOPMaslbHY) 3HAOKPUHHYK W 3K30KPUHHYK YHKLUK
xenesbl [6, 14, 16, 18]. Y Tex peten, y kotopbix M3T/KT
He noaTeepxpaeT GoKanbHylw GOPMY FMNEPUHCYIMHU3MA,
a He3a(deKTUBHOCTb KOHCEPBATMBHOM Tepanuu TpebyeT xu-
PYpruyecKoro BMeLLaTeNbCcTBa, HeobXo0AnMa AeTanbHas BU-
3yanbHas oueHKa faHHbIx [13T/KT onepupytowmm xupyprom,
MMeLLMM onbIT pe3ekuuid npu BIN, ¢ uenbio Bo3MoxKHOro
MeHee WHBa3MBHOTO BMeLUATeNbCTBA ANA NoMcKa Haubo-
nee onTMManbHoOro obbema pesekumn. 310 obcnepoBaHue
HeobXxoMMO NPOBOAMTL AaXe TeM MaLMeHTaM, Y KOTOpbIX
OTCYTCTBYKOT MyTaLuW B FeHax, XapaKTepHble Ans GoKanb-
Hoit opMbl BI'M [25-27]. TonbKo rucTonoruyeckoe uc-
Cnefl0BaHUe MO3BOMSET MHTPAONepaLMOHHO OKOHYATEeSbHO
OnpeAeNnuTb HeobXoAMMBIN 06bEM pe3eKLMUM NOAXKENYA0Y-
HOW JKenesbl, yYNTbIBas HEOPLMHAPHOCTb €€ NOpaXKeHUs
B Ka)XX[0M KOHKPETHOM CJlyyae, YTO NpOLEMOHCTPUPOBAHO
B HalLeM KJIMHMYECKOM npuMepe. [laHHbIi Nogxos no3so-
nun obecneunTb BceM AeTaM ¢ hokanbHbiMM Gpopmamu BN
MoJIHOe BbI3[0POBNEHME.

3AKJIKYEHUE

YacTyHas naHKpeaTakToMus npu doKanbHbIX, cybTO-
TanbHas (95 %) npu aTMNUYHbIX M NoYTM ToTanbHas (98-
99 %) npu anddysHbix dopmax NO3BOASIOT CNPABUTLCS
C MUNOrIMKEMUAIMM BCNEACTBME BPOXAEHHOMO TMNEpUHCY-
JMHW3Ma W NpefoTBPATUTL MOPAXEeHWe LeHTPanbHOM HepB-
HOM cUCTEMbl HOBOPOXAEHHbIX U MnafeHueB. 06beM one-
paTMBHOO neveHns y aeten ¢ BI'M onpenensetca gaHHbIMU
reHeTudyeckoro obcneposanus, M3T/KT u akcnpecc-6uoncun
WHTpaonepaumoHHo. lpu 3TOM BU3yanbHas OLEHKA [LaHHbIX
M3T/KT onepupytoLLMM XMPYProM He MeHee BaHa U MOXET
MOB/IMSATb Ha XOA XMPYPrUYECKOro BMELLIATENIbCTBA.
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A0NOSHATENIbHAS! UHOOPMALIUA

Bknap aBTopoB. Bce aBTOpbl MOATBEPIKAAOT COOTBET-
CTBME CBOEr0 aBTOPCTBA MeXAyHapoAHbIM Kputepusam ICMJE
(BCe aBTOPbI BHEC/M CYLLECTBEHHBIN BKNAL, B pa3paboTKy KOH-
Lenuuu, NpoBefieHne MCCNeoBaHUsa U NOArOTOBKY CTaTby,
MPOYIM M 0[00pUNM DUHANBHYIO BEPCUI0 Nepes NybnnKaumen).

KoHnuKT uHTepecoB. ABTOpbI AEKNapUPYIOT OTCYTCTBUE
SBHBIX 1 MOTEHLMANBHBIX KOHGD/IMKTOB UHTEPECOB, CBA3AHHbIX
C MybNIMKaLMen HaCToALLEN CTaTbu.

UcTounuk dmHaHcupoBaHmua. ABTopbl 3asBnsoT 06 oT-
CYTCTBMM BHELUHEro (MHAHCUPOBaHWS NpKU MPOBESEHNN UC-
CreoBaHus.

WHdpopmupoBaHHoe cornacue Ha nybnukaumio. AsTopbl
MOJTy4UIN NMUCbMEHHOE COrnacue 3aKOHHBIX NPeACTaBUTENEN
nauueHTa Ha nybamKauui MefULMHCKUX AaHHbIX U HOTO-
rpacui.
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