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Knunuueckoe HabnwoaeHue / Clinical observation

Bpo>kAeHHbIN rMNepUHCYNNHU3M Y HOBOPOXXAEHHbIX
U fleTen paHHero Bo3pacTa: COCTosiHUue npobnembl
U pe3ynbTaTbl XUPYPruyeckoro ie4yeHus

A.A. Cyxoukaa™, dxirurgia@mail.ru, B.I. Baupos, U.J1. Hukutuna, J1.5. MutpodaHosa, A.A. lMepmuHosa, [1.B. Poikkosa

HauunoHanbHbI MEAULIMHCKMIA UCCNenoBaTeNbCKUi LeHTp uMeHn B.A. AnmazoBa; 197341, Poccus, CaHkT-MNeTepbypr,
yn. AKKypaToBa, 4. 2

Pesiome

BpoxaeHHbIi rMNepuHCYIMHU3M BbI3bIBAET HEOOPATHMOe MOBPEXAEHUE KOpbl FOIOBHOTO MO3ra C MOCIenytoWeNn MHBanuau3aumen
neTel. B ctatbe npeacraBneHbl 0CO6EHHOCTM 3THONATOreHe3a, KNMHUKK 3abonesarus. [oapobHo pa3obpaHbl TMCTONOrMYeCcKMe BapmaH-
Thl MOPAXEHUS MOKENyA0UYHON xenesbl. CHOpMyIMPOBaHbI MPUHLMMbLI NMPaBUIbHOM MOCTAaHOBKM AMarHosa. MpenctaBneH HOBbIi
B Poccum mMeTop [oonepauMoHHOrO onpesfeneHus rmcronornyeckoin Gopmsl 3aboneBaHus, KOTOPbIA NPOBOAMTCS B HalumoHanbHOM
MEAMUMHCKOM MCCIenoBaTenbckoM LeHTpe mmenn B.A. Anmasosa (HMULL mm. B.A. Anmasosa) ¢ 2017 r, - M3T/KT (no3utpoHHo-
3MUCCMOHHAsA M KoMMbtoTepHas Tomorpadus) ¢ 18F-NOMA, obbscHeHbI BUOXMMUYECKME OCHOBbI €ro KIMHMYECKOrO MPUMEHEHUS
1 MeToamka obcnenoBarus. OnucaHbl NPUHLMMLI NoABopa MeayKaMeHTO3HOW Tepanuu C BOSMOXHBIMU OCSTOKHEHKSMU, HeoBX0AMMO-
CTbKO a[IEKBATHOM OLEHKM ee 3(DdEKTUBHOCTM. [1pM HEBO3MOXHOCTM AOCTUIHYTb CTOMKOM LieNeBOM 3yrmkemMmnn 6e3 HeobxoamMmocTy
BHYTPVBEHHOW MHQY3MM MIOKO3bl MOKa3aHa onepaTuBHas Koppekuus 3aboneBaHums. B cxeMaTuyeckmux pucyHKax U MHTpaonepaumoH-
HbIX hoTorpadusx onucaHbl MOAXOAb! K XMPYPrMYeCKoMy JIeYEHWMIO, HAMSAHO Pa30bpaHbl 3Tanbl onepaLmii, BOSMOXHbIE OCTIOKHEHMS.
[pencraBneHbl pe3ynbraTbl onepaTuBHbIX BMewaTensct8 B HMULL um. B.AA. AnmasoBa 3a gHBapb 2017 — despanb 2021 r, rae 6bino
OnepupoBaHo 39 AeTer C BPOXAEHHBIM rUMNepUHCYInHU3MOM. o aaHHbIM M3T/KT ¢ 18F-AOMA amnarHoctrpoBaHbl 15 anddy3Hbix
n 24 dokanbHble dopmbl. Mocne onepaumn y 12 (31%) naumeHToB NoATBEPXAEHO AMddY3HOE nopaxeHue xenesbl, y 23 (59%) -
okanbHbI xapaktep nopaxenus, y 4 (10%) — MHTpaonepaumoHHO AMArHOCTMPOBaHa atunuyHas Gopma. M3 39 peteir y 36 (92%) -
MO/IHOE KYMUPOBAHWE rMMNEPUHCYNTUHU3MA, 3HAUMTENbHOE YNyULLIEHME NMCUXOMOTOPHOIO Pa3BuUTUS, 13 HUX 9 (23%) HyaakTcs B 3aMe-
CTUTENbHOW MHCYNIMHOTEPANMU MUHUMANbHBIMK JO3MPOBKaMK, — 3T0 8 aeTei ¢ anddy3Hoi dopmoit 3aboneBaHus 1 1 pebeHok — ¢ aTu-
MUYHOW. VIHTpa- M NMoCeonepaLyMoHHbIX OCTIOKHEHUIA He OTMeYanoch. TakuM 06pa3oM, YaCcTUYHAs MaHKPEeaTIKTOMMS Npu hOoKabHbIX,
cybToTanbHas Npy aTUMNMYHBIX M MOYTU TOTanbHas npu AMddY3HbIX GOopMax MO3BOMSAKOT CNPABUTLCS C MUMOTNIMKEMUSIMU BUIEACTBUE
BPOXAEHHOTO TMMEPUHCYIMHU3MA W NPEeLOTBPATUTh MOPAKEHWE LIEHTPANbHOM HEPBHOM CUCTEMbI HOBOPOXAEHHBIX U MNaAEHLIEB.

KnioueBble cnoBa: runornmnkemMus, rmnepuHCyIMHU3M, onepaums, NaHKpeaTaIKTOMUs, AeTU, NO3UTPOHHO-IMUCCUOHHAS U KOMIMbiO-
TepHas Tomorpacus, 18F-ODA, skcnpecc-buoncus
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Congenital hyperinsulinism in newborns
and young children: the state of the problem
and the results of surgical treatment

Anna A. Sukhotskaya™, dxirurgia@mail.ru, Vladimir G. Bairov, Irina L. Nikitina, Lubov B. Mitrofanova, Anastasiya A. Perminova,
Daria V. Ryzhkova
Almazov National Medical Research Centre; 2, Akkuratov St., St Petersburg, 197341, Russia

Abstract

Congenital hyperinsulinism causes irreversible damage to the cerebral cortex with subsequent disability in children. The article
presents the features of etiopathogenesis, clinical picture of the disease. The histological variants of pancreatic lesions are ana-
lyzed in detail. The principles of correct diagnosis are formulated. A new in Russia method for the preoperative determination
of the histological form of the disease, which is carried out at the y, Almazov National Medical Research Centre since 2017, -
PET/CT with 18F-DOPA, explained the biochemical basis of its clinical application and the examination technique. The principles
of the selection of drug therapy with possible complications, the need for an adequate assessment of its effectiveness are
described. If it is impossible to achieve a stable target euglycemia without the need for intravenous glucose infusion, surgical
correction of the disease is indicated. In schematic drawings and intraoperative photographs, approaches to surgical treatment
are described, the stages of operations and possible complications are clearly disassembled. The results of surgical interventions
at the N.N.V.A. Almazov for 01.2017-02.2021, where 39 children with congenital hyperinsulinism were operated on.According to
PET/CT with 18F-DOPA, 15 diffuse and 24 focal forms were diagnosed. After surgery, in 12 (31%) patients, a diffuse lesion
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of the gland was confirmed, in 23 (59%) - a focal nature of the lesion, in 4 (10%) - an atypical form was diagnosed intraopera-
tively. Of 39 children, 36 (92%) have complete relief of hyperinsulinism, a significant improvement in psychomotor development,
of which 9 (23%) need insulin replacement therapy with minimal dosages, these are 8 children with a diffuse form of the dis-
ease and 1 child with an atypical one. Intra- and postoperative complications were not observed. Thus, partial pancreatectomy
for focal forms, subtotal for atypical and near total for diffuse forms, can cope with hypoglycemia due to congenital hyperinsu-
linism and prevent damage to the central nervous system of newborns and infants.
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BBEJEHUME

MepcucTupytoLLas r’MNepUHCYIMHEMUYECKas runepramKe-
MWS, UAN BPOXAEHHbIM runepuHcynmHusm (BIMM), kak 310
3abonieBaHMe cenyac valle HasbiBaeTcs, bbin onucaH Irvine
McQuarrie B 1954 r.[1] n npeacraBnseT cob60M reTeporeHHyto
rpynny pasfinyHbiX FEHETUYECKMX HAPYLWEHWI, NposBAsto-
LUMXCS PeLMAMBUPYIOWMMM 3MU304aMU TUNEPUHCYIUHEMU-
YeCcKoW rMNOrMMKEMMUK, KOTOPas BbI3biBAeT HeobpaTumoe
NOBpEXAEHNE KOPbI FOJIOBHOMO MO3ra C Nocaeayowein nHea-
namsaument Takux 6onbHbIX [2, 3]. Opyrumu cnosamu, BIA
XapakTepusyeTcs HeaneKBATHOW CeKpeuuen WMHCYNMHA
B-kneTkamun NOLKeNyLOYHOW Xenesbl, YTO NPUBOAMUT K pas-
BUTUIO TUNOrMKeMmK. [MNepnpoayKUMs MHCYIMHA NPUBOAUT
K YTUAM3aUMK TIOKO3bl KNeTKaMU MHCYNMH3ABUCUMBIX TKa-
Hel M B TO e BpeMs MoAaBNsSeT NPOAYKLUMI 3HAOTEHHOM
TMIIOKO3bl, CBOOOAHBIX XMPHbIX KUCIOT M KETOHOBbIX Ten.
MopobHbI MeTabonmuecknin spdekT nHcynmMHa Gopmupyet
BUOXMMMYECKYIO OCHOBY, NMLLIAKOWY0 MaumeHToB ¢ B kak
TIIOKO3bl, TaK M aNbTEPHATUBHBIX MCTOYHMKOB IHEPTUM AN
rO/I0BHOIO MO3ra, YBENIMYMBAS PUCK Pa3BUTUS HEBPOJSIOTUYe-
CKux pacctpoiicts [4]. Xota BIM - peakoe 3aboneBaHue, OHO
SBNSETCS AOKA3aHHOW MPUUYMHOM TMNOMMKEMUYECKOro nopa-
>KEHWS FOMIOBHOMO MO3ra M 3a[epPXKM NMCUMXOMOTOPHOMO pas-
BUTUS U, TakMM 06pa3oMm, TpebyeT CBOEBPEMEHHOMO HEOTIOXK-
HOro Hayana NeyeHus (KOHCepBATUBHOIO U (MAK) XMpypruye-
CKOro), a, COOTBETCTBEHHO, A4/ 3TOr0 HEOH6X0AMMA KaK MOXHO
6onee paHHAS NOCTaHOBKA AMarHo3a.

STUONATOrEHE3

Yacrota 3abonesaemoct B Bapbupyet ot 1 Ha 30 000-
50 000 yen. B eBponeickon nonynaumm o 1 Ha 2 500 pox-
[leHNii B pervoHax, rae pacnpocTpaHeHbl 61M3KOPOACTBEH-
Hble 6paku [5].

[NoKk03a MPOHMKAET B B-KNETKM NyTEM YNPOLEHHOW ANd-
dy3um npu yyactum TpaHcnoptepa GLUT2, rae oHa noasep-
raeTcs nepeoMy 3Tany FIMKONM3a Npu nomolwm dhepmeHTa
TIOKOKMHA3bl. B pe3synsrate nepsoi peakuun dochopunu-
poBaHMs 00pa3yeTcs aKTWUBHbIM MeTabonuT rKOo3bl —
rNoK030-6-ocdat. [NoKOKMHA3a 4BNgeTCcs CBOero poaa
CEHCOPOM [I0KO3bl B 3-KNEeTKe, onpefensolmm BHyTprKe-
TOYHbIA MeTabonM3M [NHOKO3bl B 3aBUCMMOCTU OT ee BHeK/le-
TOYHOM KOHLUeHTpauumn [6, 7]. ToBblleHMe copoepKaHus

IIOKO3bl B KPOBWM MPUBOLMT K aKTMBALMW [IHOKOKMHA3bI,
3anyckaroLlen MexaHun3Mbl IUKONN3a, B pe3ynsTaTe KOTOPbIX
BblcBOOOXAaeTCcs ATM. AKTUBHOCTb MHOKOKWMHA3bI perynmpy-
eTCcs NpefLllecTBEHHMKOM B-cybbeanHumupl nponnoHun-KoA-
Kapbokcunasbl M AKTMBHOCTbO  HOCHODPYKTOKMHA3DI.
MNocnenHss, B CBOK Ouvepedp, Perynvpyetcs W3MeHeHWeMm
cooTHowweHus ATO u ALD B kneTke. AKTUBATOpaMu BbICTyna-
toT AD® u bpykT030-2,6-6MdocdaT, a MHrMbutopamm — AT®O
n umtpat. (TabunbHoe COOTHOWeHue uuTo3onbHoro HAL+/
HAL® B B-kneTke, HeobxoanMoe AN afeKBaTHbIX MPOLLEeCcCoB
TMKONN3a, NOAAEPXKMBAETCH 33 CYET BbICOKOM aKTMBHOCTM
a-rmuepodocdarta, BbICTYNAOLLEr0 MepeHOCYMKOM rnLe-
panbherna-3-dpochata B MUTOXOHAPUWN. B-KNETKM Takxke
XapaKTepum3yTca HU3KUM copepxkanuem JIAT yto npusogut
K nocTynneHuto bonblueit yactM 06pa3oBaHHOrO B pe3ynbTa-
Te MUKOAM3a NUPYBaTa B MUTOXOHAPUU. B yCnoBMSX HM3KOrO
COAEPXaHMS [NIOKO3bl B KIETKE MUTOXOHAPWS BOCMOHSET
CBOM 3HEpProsaTpaTtbl NyTeM OKUCIEHUS CBOOOAHBIX XMPHbIX
Kncnot. loctynneHune rmoko3bl B KNETKY MHrMBMpyeT npouecc
OKMCNEeHMs CBOBOAHBIX >KMPHBIX KUCIOT, Y4TO AOCTUraeTcs
3a CYET BbICOKMX YPOBHEN LMTpaTa B KneTke, 0bpasytoLierocs
Kak pe3ynbTaT MUTOXOHAPWANbHOrO aHamneposa. Lutpar
KOHBEPTMPYETCS B MaNoHmA-KoA, aBASHOWMIACS MHIMOUTOPOM
KapHUTUH-NanbMuUTOUNTPaHchepasbl-1 — MUTOXOHAPUANBHO-
ro MemMbpaHHOro 3H3MMa, OTBETCTBEHHOrO 33 TpaHCMopT
LZIMHHOLENOYEYHbIX auunKosH3uMoB A (aumn-KoA) us uuto-
30N B MuTOXOHApUt0. OCTaBasCh B LMTO30M€e, AIMHHOLLENO-
yeyHble aumn-KoA wrpatoT ponb CWUrHaNbHOM MONEKy”bl,
akTMBupya npotenHknHasy-C, uHrnbupys KATP-kaHanbl
M MPOBOLMPYS TEM CaMbIM 3K30LUMTO3 MHCYNMHA [8-10].
ATD-3aBMUCUMbIE KanWeBble KaHaNbl UrPakT KAHOYEBYHO
poNib B peanu3auuu rnkKo30-CTUMYAMPOBAHHOW CeKpeLun
MHCYNMHA, 9BNSASCb CBOEro poAa MeTabonmyecknMMmn CeHco-
pamu B-kneTok. B HeCcTMMynnMpoBaHHbIX B-KNeTkax Kanuesble
KaHanbl NpebbIBaOT B OTKPLITOM COCTOS\HUM U BMECTE C MOHA-
MW HaTpu4, kanus n ATMa30i ycTaHaBAMBAOT MeMOPaHHbIN
noteHuman [11]. MexaHu3M, OTBETCTBEHHbIN 33 OTKpbITME
KaHanoB, NpPeAnonaraeT Haimune HM3KOro BHYTPUKIETOYHO-
ro cootHoweHuns AT® k ALD. YBennyeHne AaHHOMO COOTHO-
LeHWs, Bbl3BAaHHOE MOBbILUEHNEM COAEPXKAHWUS [NTHOKO3bI
B KpOBW, ee MeTabo/IM3MOM U MUTOXOHLPUANBHOW aKTUBHO-
CTbO, MPUBOAMT K 3akpbiTuio ATM-3aBUCUMbBIX KanMeBbIX
KaHanoB, YTo BAeyeT 3a coboi aenongpusauno MembpaHbl
M OTKpbITWE BONbTaXK-3aBUCMMbIX Ca-kaHanoBs. YBennyeHune
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KOHLEHTpauun BHyTpUknetouyHoro Ca++ akTMBMpyeT npote-
MHKUHA3bl A 1 C, @ Takxke CTUMYNMPYET 3K30LMTO3 UHCYNMHA
M ero CekpeLmio B nnasmy.

Ha cerogHawHwmii neHb onucaHo 14 reHos (ABCC8, KCNJ11,
GLUD1, GCK, HADH1, SLC16A1, UCP2, HNF4A u HNF1A, HK1,
PGM1 v pp.), MyTaLMKM KOTOPbIX MOTYT MPUBOLMUTb K HapyLue-
HUI0 CeKpeuun WHCYAWMHA; OasbHelllee u3y4YeHWe TreHoB
npoponxaetcs. KnyeBbliM B NaToreHese BCEX MOHOMEHHbIX
dopm BIMN 4gBngeTcqd Hanuune [OuCperynsumMm cekpeumm
MHCYNMHA B OTBET Ha M3MEHEHME YPOBHS MMMNKEMUM.

1. Hanbonee yactoi npuymHon B aenatotca uHakmusu-
pyrowue mymauuu 2eHos KCNJ11 u ABCCS, kodupytowux 6enku,
cocmasnsowue K+-kaHanel B-knemok. MyTtaumm B AaHHbIX
reHax BbigenatoTcsa B ~50% cnyyaes BIM [12]. OnucaHbl Kak
ayTOCOMHO-pELLeCcCUBHbIE, Tak WM ayTOCOMHO-LOMMWHAHTHbIE
MyTaLMKM yKa3aHHbIX reHoB. CyLLeCTBYeT HECKOTbKO MeXaHW3-
MOB, KOTOpble MOFyT MPWBOAUTb K HapyLeHUo @YHKLUK
KaHanos. Mcxops M3 MexaHu3Ma, HapyLalwero GyHKLUM0
6enka, Mytaunn B reHax KCNJ11 n ABCC8 npuHATO pa3nensb
Ha 2 Tvna. K nepBoMy TRy OTHOCSATCS MyTaLuu, NPUBOAALLME
K OTCYTCTBMIO IKCMPECCMU KaHaNoB Ha MeMBpaHe KNeTKu, YTo
MOXeT ObITb aCCOLMMPOBAHO C HapyLueHneM hopMUPOBaHUS
WK TpaHCNOpTa KaHana Ha membpaHy [12]. Ko BTopomy Tuny
OTHOCST MyTallMu, B pe3ynbTaTe KOTOPbIX 06pa3ytTcs Heak-
TUBHbIE KaMEBbIE KaHasbl, YTO CBA3AHO C MX HEYyBCTBUTENb-
HocTbto K ALL® [12]. PeueccrBHblE FOMO3UTOTHbIE U reTepo3u-
rotHble mMyTauun B reHax KCNJ11 n ABCC8 aBnaoTcs npuyn-
HOM Hanbonee Taxenbix anddy3Hbix dopm BIU, kak npasu-
110, PE3UCTEHTHBIX K Tepanuu AMa3oKCMAOM U 3a4acTyko Tpe-
BytoLmx xupypruyeckoro nevenmns [12]. JoMuHaHTHble MHaK-
TUBMPYIOLLME MyTaumu, Kak npaBwno, npueoadar K bonee
MArkomy TedeHnto B, OTamumntenbHoi YepTon 60nbLUMHCTBA
[OMWHaHTHbIX GopM BN 4gBnseTcs mx 4yBCTBUTENbHOCTb
K OMa30KCKAay, YTO OOBACHAETCS COXPaHHOW 3KCmpeccueit
KaHanoB Ha MembpaHe knetkn [13-16]. ®opmuposaHue
(OKYCOB MPOWUCXOLOMT B C/lydYae HaCieLOBaHUS OTLOBCKOW
reTepo3uroTHoM MyTaumun B reHax ABCC8 v KCNJ11 w coma-
TUYECKOM NoTepu MaTePUHCKON annenu B permoHe UMNpmH-
TMHra Ha 11p15. Mpu 3TOM NPOUCXOAUT CHUXKEHME IKCMpec-
cumn reHoB H19 u P57KIP2c maTepUHCKOM annenu, SBnstowmx-
€S CynpeccopaMu OMyxONeBOro pocTa, U YBENMYMBAETCS IKC-
npeccuss reHa, KOAMPYHLEro MHCYNMHONOAOOHbIR dakTop
pocta-2 (IGF2) ¢ otuosckon annenun [17-19]. IGF2 aBnseTcs
MOLWHbIM  QaKTOPOM KfieTouyHon nponundepaumm [19].
MN3MeHeHWe COOTHOLIEeHMS 3KCMNPeccun reHoB BedeT K pas-
BUTMIO TOKANbHOM B-KNETOYHOM runepnnasumn — GopMnpoBa-
Huto okyca. MokanbHble GopMbl cocTaBnatoT okono 30-40%
Bcex cnyyaes B n B nofasngioLeM 60MblWIMHCTBE CyYaes
XapaKTepu3yTCS LMA30KCUA-PE3UCTEHTHBIM TEHEHMEM.

2. Mymauuu 2eHa KCNQI1 kodupyrom nopoobpasyrouwuli
pe2uoH a-cybbeOuHUUbl B0/1bMAX-3A6UCUMO20 KA/UEB020
kaHana Kv7.1. TpeanonoxuTensHo AUCPErynaums cekpeumnm
MHCYNUHa npu MyTaumsax Kv7.1 asngetcsa cnenctBMeM Hapy-
LeHns penonspusaumMn MemMbpaHsi.

3. AKmusupyroujue aymocoMHo-00MUHAHMHbIe Mymauuu
2eHa GLUD1 ssngwTCa BTOpOM Haubonee pacnpoCTpaHeH-
HOW npuumMHoOM BIM. MyTaumm 3TOro reHa BbISBASIOTCS
B 10-15% [20, 21]. TeH GLUDI pacnonoxeH Ha AAMHHOM

228 | MEAVNLMHCKNIA COBET | 2021(11)%226-239

nneye 10-i XxpoMOCOMbI U coaepXMT 13 3K30HOB, KOAMPY-
lowmnx depMeHT rnytamataermgporenasa (F40). A4 - 370
MWTOXOHAPUANbHbIN GEPMEHT, KaTaNU3UPYOLWKIA peakLuio
npeBpalleHns raytamMata B a-KeTOrnytapat M aMMOHMIA.
B B-kneTkax a-keTornytapat, yyactsys B uukne Kpebca,
NPWMBOAMT K MOBbILUEHMIO KOHLEHTPALMU BHYTPUKIETOUYHOM
AT®.YBenuyeHue cootHoweHua ATO/ALD snevyeT 3a cobom
3akpbiTne ATM-3aBMCKUMbIX K+-KaHanoB, Aenonspusaumio
MeMbBpaHbl M  OTKPbITUE BONbTaX-3aBUMCUMbIX Ca++-
KaHanoB, YTO B CBOK O4yepedb NMPUBOAWT K MPOHWUKHOBE-
Huto Ca++ B KNETKY, CTUMYINPYS 3K30LMTO3 UHCYAMHA [21].
AkTuBHOCTb pepmerTa ALl perynupyeTcs CnoXHbIM B3au-
MOLENCTBMEM ee aNNoCTepUYeCcKnX akTUBATOPOB M UHIU-
6MTOPOB. AKTUBMPYIOWMM Bo3aencTBueM Ha [ obnana-
0T nerunH n AD®, Toraa Kak ryaHosmH-5-tpudocdar (FMd)
ABNSEeTCA ee MNoTeHuManbHbiM  UHrMbutopom [17].
Annoctepuyeckas akTMBaUMS TNYyTaMMHOAM3MUCA SBASETCA
OOHWMM M3 MEXAHWU3MOB CTUMYNALUU NENLMHOM CeKpeunn
MHCYNMHa [22]. AKTuBMpYtoLWwmMe MyTaumm B reHe GLUDI cHu-
XatT uyBcTBUTENbHOCTL AL K ee wuHrMbutopy [TO
M B peaKux cnyvasx npuBOAAT K MOBbIWEHWIO aKTUBHOCTM
camowt 37-TAM0 [22]. OTcyTCTBUE MHTUMOMPYIOLLETO BAMAHMS
[TO B NpUCYTCTBMM aKTMBUPYIOLLETO BAWMSHMSA NerunHa
BnevyeT 3a CcobBOM runepcekpeuuo MHCyNuHa. TeyeHue
FMNOrMKEMMYECKOTO CMHAPOMA, Kak NpaBuio, MArkoe
M XOpOoWOo MOoAAAEeTCS Tepanuu AMA30KCMAOM B KOMOUHA-
UMK C HU3KOMPOTEMHOBOW AMETOM.

4.Mymauyuu e 2eHe HADH.MuTOoXOHApWansHoe B-okncneHune
KUPHbIX KWUCNOT 9BAsieTcs (GU3MON0rMUYECKUM  aAaMNTUBHbBIM
MeXaHW3MOM BOCMO/IHEHUS SHEPreTUYECKMX 3aTpaT B Nepuos,
ronoAaHus, runeptepmMmMu m npu GU3MYECKOM Harpyske.
KOHeYHbIM MpOAYKTOM OKUCIUTENbHBIX peakumii SBASEeTCS
auetnn-KoA. lfen HADH xopmpyeT depMeHT 3-ruapokcuaumn-
KoA-pernaporeHasy. [laHHbI hepMeHT KaTanusnpyet npeano-
CNeflHIOI0 peakuuio B npolecce B-OKMUCIeHWS KOPOTKOLLEeNo-
YEYHbIX XXMPHbIX KMC/IOT, B pe3ysbTaTe KOTOPOM MpOMCXOAMT
npeobpasoBaHue 3-ruapokcuaumn-KoA B 3-ketoaumn-KoA.
MHakTBMpYtOLMe ayTOCOMHO-peLeccrBHble MyTauun HADH
CHMXKAKOT MHTMBMpYtoWwee BausHWe Ha [l yto npuBoauT
K pasBUTMIO rMMepCeKpeLmnn MHCYIMHA B OTBET Ha CTUMYNS-
LMo nerumnHoM [23-26]. IMeeTcs 3HaumTenbHas Bapuabens-
HOCTb TEYEHWS TMMOMIMKEMUYECKOTO CMHAPOMA: OT 3MMU304M-
YECKMX, NEerknx, no3aHo MaHMMbecTMpyoWmX rMNOrUKEMIUIA
[L0 TSKENbIX Cy4aeB C HeoHaTaNbHbIM Ae6TOM.

Kpome Toro, B[ MoxeT 6biTb acCOUMMPOBAH C TakMMM
cneumduyecknMM cMHOpomMamu, kak bekeuta - BupoemaHa,
MepnmaHa n CoToca, Kaxabli M3 KOTOPbIX Nofapa3symeBaeT
COOTBETCTBYHOLLME XPOMOCOMHbIE aHOMANUMN.

KINMHUYECKUE NMPOSABJIEHUA

KnuHuyeckas kaptmHa Bl BapuabenbHa 1 Mano cneum-
(®nYHa. YCI0BHO CUMATOMbI MOXKHO pa3fenuTb Ha 2 rpynmbi:
aCCOUMMPOBAHHbIE C aKTMBALMEW BEreTaTMBHOM HEPBHOW
CUCTEMBI (Y4YBCTBO rON0Aa, MNAAKCMBOCTb, Pa3fApaxkuTenb-
HOCTb, NapecTe3unu, TPEMOP, TaXMKapAMS, YyCUIEHHOE NOTOOT-
[leNeHne) U CUMMNTOMbl HEeMUpOrnMKONeHUU (COHMMBOCTD,
obMsKaHWe, NoMpayeHne/CnyTaHHOCTb CO3HAHMS, CyLOpOru,



pasBuTHe KOMbl). B HeoHaTanbHOM nepuone xapakTepHo
pa3BUTME [bIXATeNbHbIX HApyWeHui (BpafMnHo3, anHo3).
YunTbiBasg HecneunmduyHoCTb NepBbiX CUMMATOMOB FMNOMKU-
KemMuu, NOBOAOM [N M3MEPEHMUS TKO3bl B KPOBM, Kak
NpaBuNo, CAYXWUT HanU4Me SBHOW CMMNTOMAaTWKK (Cynoporu,
noTeps CO3HAaHW4), YTO CYLLECTBEHHO YBENMYMBAET PUCKM
HEeBPOOTMYECKMX OCIIOKHEHWI, B 0CODEHHOCTU eciu peyb
MOET O HEOHATaNbHOW runornmMkemun [27]. 3T0 06bACHSeT,
noyemy uLenecoobpasHo y BCEX HOBOPOXAEHHbIX Cpasy
nocne poXaeHWs UCCNefoBaTh YPOBEHb MTHOKO3bI.

B, kak npaBmno, MaHudecTMpyeT B HEOHAaTa/lbHbIN
nepuoga, 04HAaKO BO3MOXeEH W Bonee No3aHuii AebioT, BNOTb
[0 TpexneTHero Bo3pacta [28, 29]. Yem paHblue npossnseTcs
3aboneBaHue, TeM Taxenee OHO npoTekaeT [28].
funornmukeMun npu BIMA 06bIMHO HOCAT TsKeNblA XapakTep
1 BbICTPO NPUBOAAT K PA3BUTMIO CYLOPOr 1 NOTEPE CO3HAHMS.
OnucaHbl U Markue dopMbl, NpoTEKaoLLMe NoYTH Heccum-
NTOMHO, MPOSBASIOWMECS NWLLb TMNOAUMHAMMEN U CHUXKEH-
HbIM anneTuToMm [29]. [MNepUHCYNMHMU3M Y HOBOPOXAEHHbIX
MOPOM MOXET BbITb TPAH3UTOPHbLIM, HO B CBA3M C 3TUM Heob-
X0AMMO npoBefeHne andbdepeHunanbHON ANMArHOCTUKMY,
MOCKONIbKY BOMPOC O XWMPYPrMYECKOM JIeYeHWU CTaBUTCA
TOMbKO NP A0KA3aHHbIX NEPCUCTUPYIOLLMX DOPMaX.

T’MCTOJIOrTMYECKUE BAPUAHTDI
BPOXAEHHOIO TMNEPUHCYJIMHU3MA

MaTomopdonornsa BN HeogHOpogHa, M B HacTosLlee
BpPEMS MOXHO BblAeNUTb 3 ee Tna: hoKanbHbIR, ANOhY3HbIN
M atmnuyHbli [28, 29].

Mpn dokanbHOW hopme, aCCOUMMPOBAHHOM C yHAcneno-
BaHHOW OTLLOBCKOM reTepo3nroTHow MyTaumen B reHax KATP
M COMATMYECKOW YTpaTOW MATEPUHCKOM annenu B pernoHe
MMNPUHTUHIA Ha 11p15, nopaxaeTcs orpaHWMYeHHbIN yya-
CTOK MOOXEeNyLOYHOM xene3bl, B KOTOPOM pa3BMBaeTCs age-
HOMaTo3Has rnepnnasuns B-KNeTok, NPUBOAILLAS K CIUSHUIO
ocTpoBKkoB JlaHrepraHca (puc. 1). Tpu 3ToM, B OTauyume
OT MHCYNMHOMbI, COXPAHSETCS A0/1b4aTas M OCTPOBKOBAS
APXUTEKTOHMKA C y4acTueM He-B-3HAOKPUHOLMTOB B Mopa-
XeHHoM obnactun. Kpome Toro, npu hokanbHOM Tune runep-
MHCYNMHM3MA BO3MOXHO pacnpocTpaHeHWe mnpolecca
B OKPYXaKLWMX TKaHAX MO Tuny Lynanew, ocbMuHora. Mpu
3TOM Yy NAUMEHTOB CHUXAETCS SKCMPECCUS FEHOB, IBAAIOLLMX-
€S Cynpeccopamu OMyxoneBoro pocTa, U YBEIUYMBAETCS IKC-
npeccus reHa, koaupyowero Gaktop npoandepauuu, Yto
nNpuBOAMT K GOPMMPOBAHMIO y4acTka afeHoMaTo3a C M3bbl-
TOYHOW cekpeuwmen nHcynunHa [30].

[Ong anddysHon dbopmbl, KOTOpas SBNSETCS CNeacTBUEM
ayTOCOMHO-PeLLeCcCUBHBIX MyTaLMii, XxapakTepHa runepnna-
319 OCTPOBKOB JIaHrepraHca c NosIBAEHMEM B HUX T’MAepPTpO-
(OWPOBaHHLIX WM TUNEPXPOMHbLIX 94ep P-KNEeToK, Mpu4em
TakuMe M3MeHeHus Habno[alTcs BO BCEM TKAHW Momxeny-
[LOYHOW xenesbl (puc. 2).

ATunmuHas Gopma otanyaeTcs Mopdonornyeckum Mosa-
MLM3MOM, BKIIOYAOLLMM PA3NIMUHbIE COYETaHMs DOKanbHOro
n anbdysHoro nopaxeHus xenesbl [31]. TeHeTnyeckue
MEeXaHW3Mbl Pa3BUTUA ATUMWUYHLIX (GOPM B HACTOAWMMA
MOMEHT OCTaloTC HEU3BECTHbIMM.

® PucyHok 1. UHTpaonepaumoHHas rmMcTonornyeckas KaptmHa
npu GoKanbHoW GopMe BPOXKAEHHOTO TMNEPUHCYIMHU3MA:
30Ha aleHOMATO3HOM rMNepnIasun C yBeIUYEHHbIMK B pa3me-
pax sApaMu 3HAOKpUHOLMUTOB. OKpaluMBaHWe reMaToKCUIUH-
3031HOM, yBenn4verue B 400 pa3

® Figure 1. Intraoperative histological picture in the focal
form of congenital hyperinsulinism: zone of adenomatous
hyperplasia with enlarged endocrinocyte nuclei. Hematoxylin-
eosin staining, magnification 400x

® PucyHok 2. VIHTpaonepaLMoHHas rucToaormyeckas KaptmHa
npu anddy3sHon hopme: 0CTpoBOK JTaHrepraHca C yBenmyeH-
HbIMW B pa3Mepax sApamMu SHAOKPUHOLMTOB, OKpaLLMBAHUE
reMaToKCUNIMH-303MHOM, yBenudeHue B 200 pa3

® Figure 2. Intraoperative histological picture of diffuse form:
Langerhans islet with enlarged endocrine nuclei, hematoxylin-
eosin staining, magnification 200x

i L ragd v ™

ONATHOCTUKA BPOXXAEHHOIO
TMNEPUHCYIMHU3SMA

BN xapakTepusyetcsa rMnepuHCYIMHEMUYECKON, TMno-
KETOTUYECKOM TMMOIMMKEMUEN C HU3KMM COLEPXKAHWEM CBO-
HOAHBIX XUPHbIX KNCIOT B KPOBW. MICNONb3yIOTCS CneaytoLme
[IMArHOCTUYECKNE KPUTEPUU:

1. YpoBeHb rM1KeMun B KPOBKM MeHee 2,6 MMOsb/N.
2. B MOMEeHT runornukemMum, NnoaTBEPKAEHHOM nabopatop-

HO, ypoBeHb C-nmenTuaa v (MAKM) MHCYNUMHA HOPMaNbHbINA

MKW MOBbIWEHHbIN (Bonee 2 ME/n), OTCYTCTBYHOT KETOHbI,
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HeT MOBbIEHNS CBOOOAHBIX KMPHBIX KMCIOT (MeHee

1,5 mMmonb/n). HeobxoanMo nogyvepkHyTb, YTO THOKO3a

KPOBW, UHCYIMH 1 C-nenTua AOMXKHbI ObITb B3STbl OHO-

BpPEMEHHO (B 0fHOW Npobe KpoBM).

3. TlonoxuTenbHbIA OTBET B TeCTe C [IHOKArOHOM (BBeAeHWe
0,5 Mr rntokaroHa BbI3blBaeT NpUPOCT rukeMuu > 30 Mr/an).

4. BcrnoMoraTenbHbIM  KpUTEpMeEM  4BNFeTCS  BbICOKas
noTpebHOCTb B OKO3e A9 MOALEPXKaHUS COCTOSHMS
3yrankemun — bonee 8 Mr/Kr/MuH.

5. TloaTtBepxaeHWe aMarHo3a BO3IMOXHO M Npoboii C rono-
[laHneM (BO BpeMS TMMOMMKEMUU, CMPOBOLLMPOBAHHOM
ronofaHneM, onNpeaensaoTcs ypoBHK MHcynmnHa n C-nen-
T™Aa B KPOBW).

MNpenonepaumorHHas aunddepeHumanbHas AMarHoCTuka
TMCTONOrMYeckMx BapuaHToB BIM oyeHb BaxkHa, Tak Kak
BO MHOIOM OnpeaensieT TakTUKy fedyeHns naumeHTtos. Mpu
(hapmMakopesncTeHTHOM TeuyeHun amddysHoro BIMM vactmu-
Has MaHKPEeaT3KTOMMS He BCerfa MpUBOAMT K YAYULIEHUIO
KOHTPONS Haf MUKeMUEN, N03TOMyY BONbLIMHCTBOM UCCNEa0-
BaTeneit pekoMeHAoBaHa CybTOTanbHAas MAHKPEaTIKTOMMS,
HO 3TO COMPSIKEHO C BbICOKMM PUCKOM Pa3BUTUS UHCYIMHO-
3aBMCMMOro caxapHoro guabeta. OoHAKO Xupypruyeckoe
NneyeHne B TakMX cayyasx abcontOTHO HeobXxoaumo mpu
Hea@deKTUBHOCTU KOHCEPBATWBHOW Tepanuu Ans npenot-
BpALLEHUS Pa3pyLUMTENbHOIO BO34ENCTBUS peLuanBUpPYIO-
el rMnorMKeMUn Ha NCUXOMOTOPHOE PasBUTME C LieNbio
npeaoTBpaLLeHns MHBaNMAM3aLMK AeTent [32].

B cnyyae dokanbHbix GOpM MNPOBOAMTCS CENeKTUBHAA
pe3ekums Gokyca, KoTopas MpUBOAMT K MONHOMY BbI340POB-
NIEHUIO NaLMEeHTa C COXpaHeHueM QYHKUMM OCTaBLUENCS
HOPMasbHOWM NOLXENYA0UYHON Xene3bl [33, 34].

CTaHOapTHble MeToAbl BU3yanu3aLumm, TakMe Kak MynbTu-
cnmpanbHas KoMnbtoTepHas Tomorpadus (MCKT), MarHuTHo-
pe3oHaHcHas Tomorpadus (MPT) u ynbTpa3BykoBoe uccne-
noanue (Y3M) He MO3BONSKOT NOKaNM30BaTbh NaTonornye-
CKWI o4ar npu dokanbHon dopme [33, 34].

[lo HefaBHero BpeMeHu B KAMHWMYECKOW NpakTuke ang
omddepeHUManbHOM AMarHOCTUKKM AnddYy3HOM 1 hoKanbHOM
dopm BI'M ncnonb3oBanncb METOAMKM, OCHOBAHHbIE HA Onpe-
[leNeHnn YpOoBHS MHCYNMHA B Mpobax KpoBW, OTTeKaloLlen
OT MOAXENYLOYHOW XeNnesbl: YpECKOXKHbIN YpecrneyeHOUHbI
3abop KpoBM M3 BeTBel BOpoTHOW BeHbl (Y43KB) m 3abop
KpPOBM M3 MpPaBOM MeYeHOYHOM BeHbl NOC/Ie BHYTpUapTepw-
anbHoM ctumynaumm (AC3K) kanbuueM pasnuuHbIX OTAENOB
nomKenyno4Hom xenesbl [35-37]. YyscrButenoHocte Y43KB
n AC3K cocrasnser 87 u 71% cooTBeTCTBEHHO [35].
CneumdUYHOCTb AaHHbBIX METOLOB BapbUpyeTCs B PasinyHbIX
NIUTEPATYPHbIX UCTOYHMKAX. TOYHOCTb NoKanm3aummn Gokyca
rmnepuHcynmHmnaMa npu AC3K - 82% (95% N: 72-90%) -
HecKonbko Bbllwe, Yyem npu nposeaeHnn Y43KB - 76% (95%
[N: 65-85%) y naumenToB c dokanbHon Gopmon Bl [35].
JTa npoueaypa 6bina MHBA3MBHOM, AIMTENIbHOM NO BPEMEHM,
M pe3ynbTaT YacTo He Bbll KOPpeKTeH B ONpeaeneHmMn oyara
TMNEePUHCYNIMHU3MA.

OrpoMHOe AMarHOCTM4ecKoe 3HavyeHue Ang BU3yanusa-
Umn GOKaNbHOro MnM AMGOY3HOro NOpaxeHus B nocnen-
Hue roabl 3aHsana MI3T/KT ¢ 18F-AO®MA (Mo3uTpPOHHO-
3MUCCUOHHAS 1 KOMMbIOTEPHAs TOMorpadus), KoTopas ctana
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npumeHsaTbcs ¢ 2003 r. Bnepsble 0 npumeHeHun [MIT/KT
c 18F-O0®A c uenbto avddepeHUManbHOM AMArHOCTUKM
onddy3Hor M GokanbHo GOpM rMNEpPUHCYIMHU3MA CO06-
wwunm MJ. Riberio et al. 8 2005 . [38]. Ha ceroaHswWHMIA aeHb
[aHHAs MeToaMKa (BNAETCS 30/10TbIM CTaHAApTOM Andde-
pEHUMANbHON AMATHOCTUKKM (DOKaNbHbIX W ANPOY3HbIX
dopm BIN.

18F-¢dTop-L-auruapokcudenmnananunt (18F-A0DA) -
CUHTETMYECKMUI aHaNor NpefwecTBEHHWKA HOpaLpeHanu-
Ha — (QEeHWNaNnaHWHa, MeYEeHHbIN MO3UTPOH-MU3YyYaLWMUM
nsotonom 18F. B ocHoBe (papMakoAMHAMMKKM 3TOTO pagmo-
dapmauesTnyeckoro npenapata (POM) nexuTt cnocob-
HOCTb OCTPOBKOBbIX KNE€TOK MOMXKENYOLOYHOW enesbl
3axBaTbiBaTb L-aurnapokcmdeHnnanatmH ¢ ero nocneayto-
MM MetabonnyeckmMM npeepalleHMeM B ONAMUH C MOMO-
wbto  L-amuHOkMcnoTHOM pekapbokcmnasbl  [39, 40].
MopobHo cBoeMy buonormyeckomy aHanory, 18F-LOMA
TPaHCNOPTUPYETCS B OMYXONEBYK KAETKY Mpu MOMOLM
TpaHCMeMOpaHHOro nepeHocyMka amuHokucnoT L-tuna.
3atem 18F-ONO®MA npetepneBaeT MeTabonuyeckoe npe-
BpaweHune B 18F-pTopmonaMmH non [OencTBUEM
L-aMMHOKMCNOTHON Aekapbokcmunassl M AenoHupyeTcs
B CeKpeTOpHbIx rpaHynax [41, 42].

JKCnepuMMeHTanbHble MCCNef0BaHMUS HA N1ab0OPaTOPHbIX
YXMBOTHbIX MOKa3asu, YTo, NOMUMO LEHTPaNbHOW HEpPBHOM
CUCTEMBI, CUHTE3 M XpaHeHue gonamuHa u L-LODA npouc-
XOOAT B OCTPOBKAaxX NOAXKenyaoqHow xenesbl [43]. Cnepyet
OTMETUTb, YTO Y YenoBeKa P-KNeTKM 3KCNpeccupyoT gona-
MWHOBble peLenTopbl [44], C MOMOLLBIO KOTOPbIX AOMAMMUH
n L-JODA nopasngioT cekpeuuto MHcynuHa [43, 45].
B nccnepnoBaHmax oTMedeHo, 4To B ciydae BIM aktmBHOCTb
dhepMeHTa L-aMMHOKMCNOTHOM AekapboKcmMnasbl MoBbllle-
Ha. YBenuueHHblt 3axeat 18F-AOMA B-knetkamu nomxeny-
[LOYHOM ene3bl 0becneynBaeT NO3UTUBHYH PaLUOHYKINA-
HYH BM3yanu3aumio NaTonorMyeckoro oyara. Y aeten 3axeat
18F-NO®MA 300poBOIM TKAHbK MOOXKENYA0YHOW >Kenesbl
HWXe, YeM y B3pOC/bIX NI0AeN, YTO 0ObIACHAETCS PYHKUMO-
HaNbHOW He3penocTblo cucTeMbl L-gekapbokcmnasbl apo-
MaTUYeCKMX aMUHOKWMCIOT, Bnarogaps 4Yemy yny4ywaercs
BM3yanM3aumsg yyacTka C TOBbIWEHHbIM 33aXBaTOM
pagnodapmnpenapaTta [46].

[anHble M3T ¢ 18F-A0DA patoT npeactaBneHme o QyHK-
LMOHANbHOM aKTUBHOCTU PB-KNETOK NOLXENyAOYHOM Xene-
3bl, 4TO No3BonseT anddepeHuUnpoBaTb GOKaNbHYO U And-
dy3Hble dopMbl BIN. B cnyvae @okanbHOM GopMbl runep-
MHCYNMHM3Ma akkymynaumna 18F-JOMA B-kneTkaMu ropas-
[0 MHTeHCMBHee B 06/1aCTU oYara NopaxkeHus no cpasHe-
HWIO C HOPManbHOM TKaHbK MOLAXENYAOYHOM xenesbl [35,
39,47].Mpwn pnddysHon dopme BI'M 3axsat POT nosbiweH
BO BCEM TKAHWM MOAXKENYA0YHOM Kene3bl ¢ HebonblWUM npe-
obnafaHuMeM akTMBHOCTHM B 0bnactu ronosku [47-49].

Hetam mnagwero Bo3pacta M3T/KT ¢ 18F-AO®A Bbinon-
HAOT NoJ HApKO30M. 10 Pa3NMYHbIM AAHHbIM A1 NONYyYeHMUS
Hanbonee [OCTOBEPHbIX pe3ynbTaToB B Ka4yeCTBE MOLrOTOB-
KM K npoueaype nauMeHTaM pekoMeHAyeTCs OoTMeHa Tepa-
NuM OKTPEOTMAOM W [OKAroHoM 3a 48 4 [o uccnenosa-
Hus [50]. OpHako HEeKOTOpble aBTOPbl YTBEPXKAAIOT, YTO
MeAMKAMEHTO3HYH Tepanuio nepen npoueaypow OTMEHSTb



Heobs3aTenbHo [38, 51]. Mubekuumio 18F-JODA ocywectsns-
l0T BHYTPMBEHHO M3 pacyeTa 4 MBk Ha 1 Kr Macchl nauueH-
Ta [48, 51, 52]. decatmMuHyTHble [13T-CKaHbl BbIMONHAOT
vepes 10, 20, 30,40 n 50 MuH nocne uHbekunn PO [48, 51].
[ns ToNMYyeckom AMarHOCTMKM o4vara MOpaKeHWs MpouM3BO-
[MTC aBTOMATMYeCKOe COBMELLEHME TPEXMEPHbIX M306pa-
xenui M3T n KT [50].

B nepByto ouepeab NpomM3BOAMTCA BM3yaNnbHas OLEHKA
M3T-paHHbIX: paBHoMepHas runepdukcaums 18F-JODA
BO BCEX OTAenax MNOLXeNyAOYHOM >Kenesbl XxapakTepHa
ons puddysHoro BIU (puc. 3), a oyaroBoe HakonneHue
POM ceuaetenscTByeT o dokanbHoi dopme 3abonesa-
HUa (puc. 4-6).

® PucyHok 3. KaptuHa MIT/KT npu anddysHom pacnpepene-
HUM pagmodapMnpenapaTa, YTo COOTBETCTBYET AndPY3HOM
dhopMe BPOXAEHHOTO TMNepUHCYINMHU3MA

® Figure 3. PET/CT images with diffuse distribution of
radiopharmaceuticals (RPh), which corresponds to the diffuse
form of congenital hyperinsulinism

® PucyHok 4. KapTvHa nopaxeHus ronos-
KW NOAXKENYA0YHOM xenesbl N0 AaHHbIM

® PucyHok 5. KapTHa ¢okanbHoro nopa-
XEHWUS XBOCTA NMOAXKENYLOYHON Xenesbl

[lns TOYHOCTM WMHTepnpeTauun pesynsTaToB UCCIeLoBa-
HMS, MOMMMO BW3YaNbHOM OLLEHKM, TaKXKe WCMOMb3yTCs
KONM4YeCTBEHHble MoKasaTenu. B KAMHMYECKOM npakTuke
WMPOKO MPUMEHSETCS CTAHAAPTU3MPOBAHHBIMA MOKa3aTesb
HakonneHus (Standardized Uptake Value-SUV), koTopbii
OTpaxaeT KOoHUeHTpauuto PDOI B ouvare, BbIpaXeHHYH B
Bk/Mn K 06LLeMY 3HAUYEHMIO BBEAEHHOW B OPraHM3M MaLueH-
Ta akTMBHOCTM PDIT M HOPMUPOBAHHBINM Ha NNOLWAAb NOBEPX-
HOCTW Tena, Maccy Tena unm 6e3’xnpoBy Maccy Tena naum-
eHTa. Kak mpaBunio, B pacyeT NPUHMMAIOT MaKCMManbHOe
3HaueHune nokasatens SUV - SUV __ . [lo MHeHWo pasnud-
HbIX wCCnepoBaTenei, AN WHTepnpeTauun pesynbTaToB
cnenyet coyeTaTb  BM3yanbHYK OLEHKY C pacyeTom
SUV, ., [38, 51, 52]. Y naunenToB c pokanbHoi Gopmoit BIN
B obnactv apeHomartosa SUV - Ha 50% Gonbuie, 4em 310T
nokasaTenb B 340POBOM TKAaHW MOMKENYAOYHOW >ene-
3bl [48,52]. lng 6onblieit HarnagHocTn M. Meintjes et al. [48]
paccymTanu naHkpeaTuyeckmi nuaekc (Pancreatic Ratio, PR)
KaK COOTHOLLEeHUe SUVmax 1 CnepyLLero, MeHbLUIEero no 3Ha-
denuto, SUV B TONoBKke, TeNe M XBOCTE MOMXKENYA04HON
ene3sbl. Oka3anoch, YTo y NauMeHToB ¢ anddy3HoON GopmMon
BIM naHkpeaTMyecknin MHAeKC He npeBbiwan 1,3, 8 To Bpems
KaK y BCex neTen ¢ dhokanbHow hopMoi 3aboneBaHus naH-
KpeaTuyeckuin uHaekc boin bonee 1,5.

[o HacTosillero BpeMeHW He 0Obl1o 3adMKCMPOBAHO
Kakmx-nnbo ocnoxHeHuit nocne nposepeHns [IT/KT
c 18F-NO®A y netent c BI'M. Hanbonblunit puck npu ncnonb-
30BaHUWM AAHHOM METOAMKM MpencTaBAsSeT MOHWM3Mpylolee
obnyyeHue. PagmaumoHHoe obnyvyeHne npu COBMELLEHHOM
ncnonb3oBaHum M3T n KT n cunbl Toka 80 MAM/C C MMKOBbIM
HanpsxxeHnem B 140 kB cocraBnser npumepHo
oT 3 0o 5 mM3B [35]. B uensx 6esonacHocT pekoMeHayeTcs
CHWXaTb [03y Jy4eBOW HArpyskuM [0 MUHWMMaNbHO
3D PEKTUBHOW.

Mo paHHbIM nuTepatypbl uyBCTBUTENbHOCTL [M3T/KT
¢ 18F-OO®A npwu BI'M HaxonmTcs B npenenax 89% (95% ON:
81-95%), cneundunuHocts - 98% (95% OM: 89-100%) [53].
MoocynTaHo, 4YTO [AOMarHocTuyeckasa To4yHocTb [19T/KT

® PucyHok 6. KapTvHa nopaxeHus Tena
NOLKENYLOYHOW Kenesbl Mo AaHHbIM

M3T/KT no aaxHeimM M3T/KT M3T/KT
® Figure 4. PET/CT images of pancreatic @ Figure 5. PET/CT image of focal ® Figure 6. PET/CT image of pancreatic
head lesion pancreatic tail lesion body lesion
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¢ 18F-OO®MA nng onpeneneHus nokanusaumu aleHOMaTo3a
npu dokanbHon dopme B coorseTcTByeT 82% [35].

[nsa nyyqwei wHTepnpeTauMu WCCNeLoBaHUS cienyet
YYUTbIBaTb BO3MOXHbIE MPUYUHBI JTOXKHOMONOXUTENBHbBIX
pe3ynbTatoB: dusmonornyeckyto runepdbukcauno PO
rONIOBKOM MOAXKENYAOYHOM >Kenesbl, Pa3fuUyHbIA rpafiueHT
afeHoMatosa ¢ bonbwmM nornoweHnem 18F-AOMDA B obna-
cTv ronoskun npu anddysHon dopme BIM [54]. K noxHo-
OTPULATENbHbIM pe3ynbTaTaM MOryT NpUBECTU: Manble pas-
Mepbl o4ara (MeHee 1 cM) nam MynbTdOKaNbHOCTb, 0CODeH-
HOCTM GOpMbI ageHoMaTo3a (MI0CKUI o4ar), Cynepnosunums
NIEBOM MOYKW, XENYHOro My3bips, ABEHALLATUMEPCTHOM
KMLLKKM Ha naTonornyeckui gokyc [55].

[lepcnekTMBHOM TEXHONOrMEN MCCNefoBaHUS SBNSETCS
coBMmeleHHas M3T/MPT ¢ 18F-OO®A, koTopas MO3BOAWUT
CYLLECTBEHHO CHW3UTb JlyYEBYK Harpysky Ha MNaLMeHToB
¢ BI'M, Tak kak BbinonHeHne MPT He conpsikeHO C BO3-

[EeVCTBMEM HA OpraHu3M pebeHKa WMOHWU3UPYHOLLEro
nsnyyeHus [56].
[o Hactoswero BpemeHu nposegeHne [1IT/KT

¢ 18F-A0®A n0CTYNHO NMLWb B HECKONbKMX LEEHTPAX B MUPE.

NEYEHUE

Bcem naumeHTam € runepuHCYNMHM3MOM NoKasaHa bes-
oTnaratenbHas MeaMKaMeHTOo3Has Tepanus. IMeHHO paHHAs
MOCTAHOBKA AMarHo3a M CBOEBPEMEHHOE Hayano neveHus
npenonpenensoT COXpaHeHWe LEeHTPanbHOM HepBHOM
cucTeMbl MnageHua. Takne dakTopbl, Kak BO3pacT aebioTa,
conyTcTBYytOLLME 3ab0N1eBaHUSA, THKECTb B COYETAHMM C 4ACTO-
TOW W AIUTENbHOCTBIO 3NW30[0B MMOMUMKEMUM Npefonpe-
[LLenstoT HeBPONOTMYECKMIA NPOrHO3.

Benyulas 3anava MearKaMeHTO3HOM Tepanuu — LOCTUKe-
HWEe HOPMOIUKEMUK (LeNeBOM AMana3oH YPOBHS MOKO3bI
KpoBM — 4-8 MMOAb/N) NyTeM NOAABNEHUS CEKPELMN UHCY-
AunHa. N 3TOro HasHayalTcs npenapatbl, NOAABASIOLME
cekpeumto MHCYAMHa, U (MN1) NPUHUMAETCS pelleHne o Heob-
XOOMMOCTM ONEepaTMBHOMO Sle4eHus, Nockonbky Ao 45-60%

netei ¢ BIM nnoxo noanatotcs MeaMKaMeHTO3HOMY TeYeHUH0
n TpebyIoT XMpypruyeckoro BMellatenscrea [57-59].

MEOUKAMEHTO3HASA TEPANNA

lpenapatoM nepBoK NuHUKM ang neveHuns Bl aensetca
[MA30KCMA, KOTOPbIN BO3AENCTBYET Ha K-KaHanbl, akTMBMpPYS
nx.TeM He MeHee feTu C Anddy3HbiMM hopMmamMm 3abonesa-
HWs BCNeacTBue MyTaumii B reHax ABCC8 v KCNJ11 v 6onb-
LUMHCTBO NALMEHTOB € POKanbHbIMK (DOPMaMu HEBOCTPUMNM-
YMBbI K NeYyeHuto AmasokcuaoMm. [mnasokcua HasHadvaetcs
nepopasbHO B [03MpoBKe 5-15 Mr/Kr/cyTku, pa3feneHHoM
Ha Tpu npuema. Haubonee uyactble nobo4Hble 3PdEKTbI
BKJ/IOYAOT TMNEPTPUXO3, 33LEPXKKY XKMAKOCTU W BOAbI, YTO
MOXET MPUBECTU K TSIXKENbIM OCIOXHEHWIM, TaKMM Kak cep-
[le4YHasn Hefo0CTaTOYHOCTb M OTKPbITUE apTepuanbHOro npo-
Toka. [lpyrne noboyHble 3ddekTbl AMa3okcuaa: peoTa, TOL-
HOTa, noTepsa anneTuTa. [mMasokcua 0b6blMHO Ha3HavaeTcs
BMecTe C TMA3MAHbIM AWYPETUKOM  (XIOPOTMA3ULOM
7-10 ™mr/kr/cyTku, pa3geneHHoM Ha ABa npuema) ans npe-
[OTBPALLEHNS 3a0ePXKKM XuakocTn [61-63] (puc. 7).

OkTpeoTna — ANWTeNbHO LEWCTBYOWMIA aHANor comMaTo-
CTaTMHa, KOTOPbIM NOAABASET CEKPELMIO PA3MYHBIX TOPMO-
HOB, BK/IOYAs MHCYNWH, W SBNSETCA MpenapaTtoM BTOPOM
JIMHWUW NeYeHUS NaLMEHTOB, HEBOCMPUMMUMBBIX K AMA30KCK-
ny. OKTpeoTna MHrIMBMpYyeT cekpeumto MHCYNMHA, MHAYLMPYS
rMnepnonapmsaumio B-kneTok nyTem NOLABNEHMS KajbLue-
BbiX KaHanos. Kpome TOro, oKTpeoTua, akTMBUPYET peLenTo-
pbl comatocTtatnHa (STTR 5), npuBoas K nogaBneHuto 6uo-
CUHTe3a MHCyNuHa. OKTpeoTMA Ha3HayYaeTcs B BUAE MOBTOP-
HbIX MOAKOXHbIX MHbeKUMIA 4-5 p/AeHb uAn nyTemM nNponon-
XEHHOM MOLKOXHOM MHAY3MM C MCNONb30BAHWUEM MHCYNU-
HOBOW MoMmnbl B 003MpoBKe 5-35 MKr/Kr/aeHb. MNocne nep-
BbiX 2—3 03 OLLEHMBAETCS ero 3PHEeKTUBHOCTb 1, BO3MOXHO,
TpebyeTca yBenuuyeHue [03MPOBKU. [10B6OYHbIe 3ddeKTb
BK/IOYAIOT MOTEPIO anMeTUTa, TOLIHOTY, KMLWEYHbIe KOSUKM,
[Mapeto; pefko BCTPEYaoTCs cepbe3Hble NoboyHble 3ddek-
Tbl: MEAMKAMEHTO3HO-MHAYLUMPOBAHHbIA FenaTuT, HEKPOTK-

® PucyHok 7. KapTvHa nob6oYHOro AeicTBus AMa3oKCHaa — rMnepTupuxosa (MosiBaeHUs M36bITOYHOrO pocTa BOOC Kak B TUMMYHbIX
MecTax, Tak M TaM, Fie BONOCbl 06bIYHO He pacTyT — 1006, LeKw)
@ Figure 7. Diazoxide side effect image (hypertrichosis — appearance of excessive hair growth both in typical places, and where
hair usually doesn’t grow - forehead, cheeks)
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YeCKWit IHTEPOKOMUT, CUHAPOM YANMHEHUS MHTepBana QT.
Kpome Toro, npuMeHeHne oKTpeoT1aa NPUBOAMT K Noaase-
HWIO TOPMOHA POCTa, TUPEOTPOMHOro U apEHOKOPTUKOTPON-
HOro ropMoHoB [61-63].

Takxke B psae CiyyaeB BO3MOXHO NPUMEHEHWe Creayto-
WMX NpenapatoB (MX MPUMEHEHWE M3y4aeTcs): NaHpeoTus
(onuTenbHO [EeNCTBYIOWMIA aHANnor okTpeoTuaa), 6nokaTop
KanbLMEBbIX KaHaNoB HUGbEAUMUH, CTUMYASTOP FIMKOreHO-
NM3a W [IIOKOHEOreHe3a [KaroH, aHTaroHWCT [KaroHo-
nopgobHoro peuentopa (GLP1) ak3eHAauH, MMMyHOCynpec-
CaHT CUPONUMYC.

XUPYPI'MYECKOE NIEYEHUE

MeaukaMeHTO3Has Tepanus gBnseTcs Tepanuei nep-
BOM NUHMK. OfHAKO KOraa nauMeHT He OTBeYaeT Ha Meau-
KaMEHTO3HYI Tepanuio U He MOXET ObITb OTlyYeH OT BHY-
TPUBEHHOTO BBEAEHMS NOKO3bI, AOMKHO ObiTb NPOBEAEHO
XUPYpPruyeckoe neyeHne Ans npeLoTBpalleHus Heobpatu-
MOFO MOPaXKEHMUS LLEeHTPaNbHOM HEPBHOM CUCTEMbI MNAAEH-
ua. B atux cnyyasx ouddepeHumnansHbin guarHos oandaoys-
HOM W dokanbHOW ¢dopM AomkeH ObiTb Mpou3BeaeH
[loonepaumoHHo.

MepBasg cybToTanbHas MaHKPEATIKTOMUS, MPOBEAEH-
Hag y pebeHka, 6bina coobuieHa B 1934 r. dBapTCcoM
[paMoM. [laHKpeaT3aKTOMMS MpuBENa K WMCYE3HOBEHMIO
TMNOrIMKeMMM y NaumneHTa. MoaxenyaouHas xenesa obina
MccneaoBaHa rmMCTonorMyecku, Ho ageHoMbl 06HapyXeHo
He 6bI10 [64]. B neTckom rocnutane B ®unagensdum one-
paTMBHble BMewaTenbctea npu BIM  BbinonHaTCS
c 1950 r.,, JOCTUTHYB B HacTosLLEE BpeMs Haubonbliero
onbiTa B Mupe — 6onee 500 onepauwnii (BeayLmin xmpypr -
N. Scott Adzick) [65].

B HaunoHanbHOM MegMUMHCKOM MCCNenoBaTebCKoM
ueHTpe nmeHu B.A. AnMa3oBa onepatMBHOe NieyeHne aeTen
¢ BI'M nposoamntcs ¢ 2011 r. C 2017 r. B npeponepaunoHHoe
obcnepgoBaHme BeeneHbl M3T/KT ¢ 18F-AO®MA v nHTpaone-
paUMOHHO 3Kcrpecc-bMoncus MNooXKeNnyaoUYHOM Kenesbl.

® PucyHok 8. CxeMa cy6TOTanbHOM pe3eKunm NoLXenya04HOMI
Xenesbl B 06bemMe 95% (MnnocTpauum BbINONHEHA XYL0XHM-
koM K0.M. lNpoueHko no 3ckmM3am aBTOpPOB)

® Figure 8. Scheme of subtotal resection of the pancreas in
the volume of 95% (The illustrations are made by the artist
Protsenko Yu.M. according to the authors’ sketches)

B npeponepaumoHHoM nepuone 60nbHOM rocnuTanmsnpyet-
€S 33 CYTKM B OTAENeHue AEeTCKOM XMPYPruu Unu peaHuMa-
UMK (B 3aBUCMMOCTM OT TSHKECTU COCTOSHUSA); NMPOAOIIKAETCS
yactoe ApobHOe KOpMAEeHME Kaxable 3 Y, UHCYIMHOCTaTUYe-
cKag Tepanus (uenesas rukemus — 4-8 MMonb/N); B LEHb
onepauumn ¢ 6:00 ytpa - ronon, 0TMEHa MHCYAMHOCTaTUYe-
CKOVW Tepanuu, TUTPOBaHWE HArpy3kKu [NOKO30iM CTapTOBO
8-9 Mr/Kr/MWUH, ueneBas raMkemma - 4-8 MMOJNb/N.
MpoBOANTCS KOHTPONb FMKEMMM Kaxable 30 MUH C Koppek-
LUMEN YyrNeBOAHOW Harpy3Ku.

[ocTyn npu OTKPbIThIX OMNepaumsax OCyLLecTBASeTCs
nocpeacTBOM MOMNepeyHo cynpayMobumnmKanbHOM nanapoTto-
Muu. Takke B HACTosILLEe BPEMS MOXHO MPOBOAMTbL Onepa-
TMBHOE le4YeHne nyTeM flanapockonuu. HepoctaTtkoM nana-
pPOCKOMMYECKOTo MOAXoAa SBNAeTcs cnabas TakTUAbHas
obpaTHas CBs3b, MOMOratoLLas ONpenennTb MECTOHAXOXAE-
HWe HeBMAMMOTrO 04aroBOro NMOpPaXXeHMs.

MopKenynooyHas xenesa obHaXKaeTcs BXOAOM B MOAOCTb
Masoro CajbHWKa MyTeEM MOOWMAM3ALUMU  XKENYya04HO-
060404HON CBSI3KM. Mobunusaumsa ceneseHkn TpebyeTcs
KpanHe peako.

MauneHTam c nogo3peHunem Ha anddy3Hbii BIM nposo-
[OST MHTpaonepauyoHHYl0 BMONCU0 AN MOATBEPXKAEHUS
ovarHosa. [ng atoro 6epyT MHOXECTBEHHble OTAeNbHbIe
buoncum gMameTpoM 2-3 MM M3 TONOBKM, TeNa M XBOCTA
NOKENYAOYHOW >Kenesbl. [locne rmcTtonornyeckoro nofa-
TBEPXAEHUS AMbDY3HOrO MNOpaXkeHWs enesbl MpoBOASAT
cybToTanbHyto (95%) Mnu NoyTM NOMHYK NAHKPEATIKTOMMIO
(98-99%). CybToTanbHasg naHkpeatsktoMmus (95%) Bknoyaet
peseKkuMio BCeM MNOMKEeNyAo4HOM Kenesbl OT XBOCTa
[0 TONOBKM, BKIKOYAS yAaNeHWe KPHYKOBMAHOMO OTPOCTKA,
0CTaBNAs TOIbKO KPOLLEYHbI Y4aCTOK XKene3bl Mexay 06Lmum
KENYHbIM MPOTOKOM M BHYTPEHHEM YacTbto MOAKOBbI [Be-
HaouaTMnepcTHom Kuwku (puc. 8, 9). Ang BbINOAHEHUS NOYTH
NOMHOM MaHkpeaTakToMum (98-99%) mononHuTeNnbHO yaa-
NAETCS Y4aCTOK enesbl Mexay 0OLWMM XKeNnyHbIM NPOTOKOM
M BHYTPEHHel 4acTbld NOAKOBbI ABEHAALATUMNEPCTHOM
KMWKKM. [1ng 3TOr0 NOAHOCTbIO BbILENSAETCS BHYTPMMAHKpea-

® PucyHok 9. IHTpaonepauMoHHas KapT1Ha CybToTaNbHOM
pe3eKuMU NOAXKEeNyLOYHOM Xenesbl B 06beMe 95%

® Figure 9. Intraoperative image of subtotal pancreatic
resection in the volume of 95%
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® PucyHok 10. CxeMa Cy6TOTaNnbHOM pe3eKunm NoLXeNnya04HOMI
xenesbl B 06beme 98% (MnnocTpaumm BbINOMHEHA XYA0XKHU-
koM .M. lMNpoueHKo no 3ckmn3am aBTOpPOB)

® Figure 10. Scheme of subtotal resection of the pancreas in
the volume of 98% (Illustrations are made by the artist
Protsenko Yu.M. according to the authors’ sketches)

® PucyHok 11. CxeMa cy6TOTanbHOM pe3eKumnm NoLXKeNya04HOMI
xenesbl B 06beme 99% (MnnocTpaumm BbIMONHEHA XyLOXHU-
koM .M. MNpoueHKo no 3ckM3am aBTOPOB)

® Figure 11. Scheme of subtotal resection of the pancreas in
the volume of 99% (Illustrations are made by the artist
Protsenko Yu.M. according to the authors’ sketches).
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® PucyHok 12. \HTpaonepaumoHHas KapTMHA NOYTM TOTaIbHOM
pe3eKLMU NoAXenyao4YHOM xenesbl B obbeme 99%

® Figure 12. Intraoperative image of almost total resection of
the pancreas in the volume of 99%
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TUYECKUIH X0f OBLLEero en4yHoro npoToka WM OCTaBASETCS
JWLWb KPOLLEYHbIM y4acToK B 061acTM naHKpeaToayoAeHanb-
HbIX COCYLOB NpW naHkpeaTaktomum (98%) (puc. 10)
M He OCTaBNSETCS BUAMMON TKaHM Aaxe Npu NaHKpeaTIKTo-
mMun (99%) (puc. 11, 12).

MNpu NnpennonoxmTensHO GokanbHOW hopMe rmnepuHcy-
JNIMHU3MA N0 OaHHbIM reHeTnyeckoro obcnemosanma u M3T/
KT nocne packpbiTus MONOCTM Manoro CajabHUKa MOAXKENy-
[LOYHYIO Xenesy TWaTeNbHO OCMAaTPMBAKT M ManbMUpyHT,
4TO0ObI NONBLITATLCS BMU3YaNM3MPOBATb O4ArOBOE MOPAXEHME.
B psame cnyyaeB ouaru onpenenstotcs Bu3yanbHO B BuAe
OKPYIbIX AOMOMHUTENbHBIX BbICTYNOB (puc. 13, 14), npwu
3TOM, B OT/IMYME OT WMHCYIUHOM, OHW HE WMMEIT MIOTHOW
Kancynbl M COXPAHSIOT BMU3YyaNbHO [ONbYATYH CTPYKTYpY
MOMKeNyAOYHON Xenesbl; Apyrne ONpenensioTcs B BUAE
MAOTHbIX Ha OLWYMb YY4aCTKOB B TOJLLE XEenesbl; TPeTbu
HW BM3YyanbHO, HX MaNbNaToOpHO OMpeaenuTb He NpeacTaB-
NAETCS BO3MOXKHbIM.

Ecnu ouaroBoe nopaxeHue He 06HapyxeHo, bepyT MHO-
KECTBEHHble OTAEeNbHble OMonCUMM OMamMeTpoM 2-3 MM
M3 rONOBKW, TENa M XBOCTa NOMXKENYA0YHOW xene3bl. Koraa
b6uoncus AEeMOHCTPUPYET HOPMaNbHYK TUCTONOTMIO MOA-
XENyooYyHOM >Kenesbl, NpOBOAUTCA AaNibHENLWMA MNOUCK
04aroBOro NMOPaXeHUs C UCNOMb30BaHMEM AAHHBIX Loone-
pPaUMOHHOM NoKanu3auuu. [JononHuTenbHble 6Ouoncuu
NOAO3PUTENbHbIX Y4ACTKOB NPOU3BOAATCS A0 TeX Mop, Noka
04YaroBoe nopaxeHue He OyaeT MOATBEPXKAEHO AAHHbIMU
3KCNpecc-bMonCcuM 3aMOPOXKEHHbIX Cpe30B. JKCNepTHas
natoMopdonornyeckas MHTepnpeTaLmns AaHHbIX dKCNpecc-
6MONCKMU B AAHHbIV MOMEHT onpefensieT fLaNbHeNLLYH0 Tak-
TUKy xupypra. O4aroBble NopaxeHUs 06bIYHO MMEIT pas-
Mep oT 3 00 15 MM (XOTS OHM MOTYT BbITb HAMHOTO HonbLUE)
M 4aCTO MMEKT HenpaBubHY GopMy. Y HEKOTOPbIX 04aroB
eCTb MopaxkeHue mnonnexallei TKaHW Xenesbl Mo Tumy
Lwynanew, 0CbMUHOra, YTo AenaeT 06593aTenbHbIM UHTPaone-
paLMOHHOE MOATBEPXAEHUE YETKMX TpaHuL, natonoruye-
CKOM M 300POBOM TKAHW CPOYHBIM TMCTONOMMYECKUM Uccne-
[LOBaHWEM 3aMOPOXEHHbIX Cpe30B. TouHble npegonepaLm-
OHHble WCCNefOBaHMS NOKaNM3aLMKM TakKe 3HAYUTENbHO
obnervyatoT BM3yanbHbI MOMCK OYAroBOrO MOPAXKEHMS.
B HekoTOpbIX Cnyyasx nopaxeHue byneT 6onee NAOTHbLIM,
4eM OKpYXallas HopManbHasg NOLXKENyAoYHas >enesa,
O[HAKO KPpOLIEYHOE 0YaroBoe mnopaxeHune MoxeT ObiTb
CKPbITO BHYTPU MOAXKENYLOYHOM Xenesbl, U ero HeBO3MOX-
HO yBMIETb MM NOYYBCTBOBATb. B 6onee ycnewHom nHTpa-
ONepaLMOHHON BM3yanusaumMu UM nanbnaluuMmn 04aroBoro
nopaxeHus, 6e3ycnoBHO, MTPAEeT pPosib OMbIT ONEPUPYHOLLETO
xupypra.

Mocne BbISBNEHMS 04ArOBOr0 MNOPAXEHMUS BbIMONHAETCS
YacTMYHas pe3ekums MoKenyLo4HOM xenesbl M 00643a-
TENbHO MPOBOAMTCS CPOYHbIA TMCTONOTMYECKUIA aHANMU3
KpaeB a5 obecneyeHns NONHON pe3ekLumm (4Tobbl He Npo-
NYCTUTb HAIMUYME MOPAKEHWUS TKAHWM MO TUMY LynaneLl, oCb-
MUWHOra B OCTAlOLWENCS TKAHW Xenesbl). [pn MOBEPXHOCT-
HOM pacnofioKeHUM 0YaroB BO3MOXHA WX 3HyKAeauwus.
OpnHako cneayeT NOMHUTB, YTO A4/ LOCTOBEPHOCTU U afiek-
BATHOCTM pe3eKkumn Heobxoguma akcnpecc-buoncmsa noa-
nexalleit TKaHu no BCEM MOMYOKPYXHOCTM ovara, a npu



® PucyHok 13. VIHTpaonepaumMoHHas KapTuHa: GOKyCbl adeHo-
MaTO3HOW rMnepnnasvun BUAHbI BU3yanbHO Ha 3a4HEN NoBepx-
HOCTM FONIOBKM Xene3bl, Cnpasa — B 06nactu Tena

® Figure 13. Intraoperative image - foci of adenomatous
hyperplasia visible on the posterior surface of the head of the
gland, on the right - in the body area)

BbISIBNEHMM MOPAXeHMS N0 TUNY Lynanewl, 0CbMUMHOra Noka-
3aHO yAaneHue U 31oi TKkaHW. Kpome Toro, y HOBOPOXKAEH-
HbIX W AeTel paHHero BO3pacTa BM3yanu3nMpoBaTb NPOTOK
NoaXeNnyao4YHOW xXenesbl NPakTUYeCKM He NpencTaBnseTcs
BO3MOXHbIM, MO3TOMY MaHUNYAsSLMM B TNyOuHE TKaHM
Xenesbl 04eHb OMaCHbl ero nospexaeHuneM. Mo 3Tum nNpu-
YMHAM MpU NOPAXKEHMM Tena U XBocTa 06bIYHO BbINOMHSET-
CS OWUCTanbHasg pesekuns MNoLXenynoqHon >xenesbl. [Mpu
nopaxeHun Tena Bauxe K nepelwernky xenesbl LEeneco-
006pa3HO COXpaHeHWe AWCTaNbHOro 340pPOBOr0 yyactka
Xenesbl NyTeM NaHKpeaToetHOCTOMMMU.

Mpy NOpaXeHWW TONOBKM MNOMXKENYLOYHOM Kenesbl
pPSAOOM C OOLLMM XENYHbIM NPOTOKOM MMM MPOTOKOM Momaxe-
NYA0YHOM Kenesbl MOXET ObITb CIOKHO MCCeYb MOpPaXKeHME

® PucyHok 15. UHTpaonepaunoHHas KapTMHa: MOYTM TOTaslbHOe
yAaneHue ronoBku NoAXenyno4Hoin xenesbl (06HaxeH xone-
[L0X, YAANEHa TKaHb XeNne3bl Mexzy X01e[0X0M U BHYTpeHHEeN
YaCTblo MOAKOBbI ABEHAALATUNEPCTHOM KULLKM)

® Figure 15. Intraoperative image — almost total removal of
the head of the pancreas (arrow - choledochus is exposed, the
glandular tissue between the choledochus and the inner part
of the duodenal horseshoe is removed)

® PucyHok 14. \HTpaonepaunoHHas KapTuHa: POKYCbl afeHo-
MaTO3HOM rMnepnnasnMmn BUAHbI BU3yanbHO B 061acTy Tena
xenesbl

® Figure 14. Intraoperative image - foci of adenomatous
hyperplasia can be seen visually in the area of the

gland body

LleIMKoM, O0COBEeHHO ecu ecTb Lynanbua MOpPaXKeHHOWM
TKaHW, KOTOPble OTXOLSAT OT 04ara B rnybxenexaline TKaHu.
UTtob6bl 06ECneunTb NOMHYK pe3ekuMio MOpPaXeHUs B 3TUX
CNOXHBIX Cayyasx, uenecoobpa3Ho ypaneHve Oonbluei
4acTM MAKW MOYTU BCEM TFONOBKM MOMKENYLOYHOW >Kenesbl
(puc. 15) c nocnenytowen naHKpeaTMKOEHOCTOMMEN no Py
NS APEeHMpPOBAHMA OCTABLUErocq Tena M XBOCTa MOMXKeny-
[OYHOM >Kenesbl. Y MNageHLeB MpOTOK MOMKENyLOYHOM
)enesbl Ha MOBEPXHOCTM pa3pe3a Nepepe3aHHoro Tena noa-
XKENyAOYHOM >Kenesbl He BWAEH, MO3TOMY MeXAy KOHLOM
TOLLEW KMLWKKM NO Py M Kancynon Tena nomxenynouHon xene-
3bl CO34aeTCs TWATeNbHbIA aHACTOMO3 OTAE/bHbIMU Y3/10BbI-
MW WwBamMu Bukpunom 6/0 ang 3HEKTUBHOTO NOrpyxKeHMUS
06pe3aHHOro KOHLA MOMKeNyao4HOW >enesbl B MPOCBET
TOHKOM Kuwwkm (puc. 16).

® PucyHok 16. VIHTpaonepauyoHHas KapTMHA: NaHKpPeaToeHo-
QHACTOMO3 C OCTaBLWIMMCS AMCTANbHbIM YHaCTKOM MOMKeNyn04-
HOM Xenesbl

® Figure 16. Intraoperative picture -
pancreatojejunoanastomosis with the remaining distal part of
the pancreas
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NOCNEONEPALUUOHHOE BEOEHUE

Mpu nepeBone B OTAENEHWE peaHUMALMKU NPOAOIKAET-
€S TUTPOBaHWE PacTBOPOB MHOKO3bl. KOHTpONb rnmMkeMuu
KaXAbl Yac, 3aTeM Kaxzable 2-3 u. LleneBoit ypoBeHb ru-
KeMmun - 4-8 MMonb/n. JkCcTybaumsa NpoBOAMTCA NO COCTO-
AHUI0 pebeHKa, NPoANeHHON BEHTUAALMM He npennonara-
eTcs. B nepBble CyTku nocne onepauuy NpoBOAUTCS BBeAe-
HMe MHIMOBUTOPOB NPOTEONM3a, PACTBOP OKTPeoTMAa BBO-
OWTCA M3 pacyeta 5 MKr/Kr/cytkm 4-5 gHel NOAKOXHO
C naHkpeaTocTaTMyeckoi Uenbto. [MpoaneHHas nepwuay-
panbHag 6nokaga NpoBOAMTCS B TedeHue 3-4 aHeil. Yepes
CYyTKM MocCie onepauuu NpOBOAMTCS KOHTPOSib YPOBHS
aMuNasbl B KPOBU, MPU €€ HU3KOM YPOBHE — OTMEHA WMHIU-
O6UTOPOB MPOTEONN3A M MOCTEMEHHAs OTMEHA OKTPeoTUaa.
C Ha4YanoM 3HTEPaNbHOro KOpMeHUs pebeHOK nepeBoauT-
€S B OTAENEHME AETCKOM XUPYPIrum, MOCTENEHHO CHUXAETCS
[l03a YrNeBOAHOW Harpysku npu paclumpeHun obbema
M YCBOEHMMU NUTaHMs. Ha 7-e cyTKu mocne onepauuu npwu
OTCYTCTBUM XUPYPrUYECKMX OCIOXKHEHMI pebeHKy CHUMaKT
WBbI, MU MALMEHT MEPEBOAWTCS B 3IHAOKPWMHONOrMYECKoe
oTLENneHue.

C BBeLeHMEM B KOMMEKC npefonepaunoHHoro obcne-
nosanua MIT/KT ¢ 18F-00DA 1 nossBneHneM BO3MOXHOCTH
NpoBeAEHUs 3KCMpecc-bMoncmMm MNoaKeNnyaoUYHON >Kenesbl
MHTpaonepaunoHHo 3a 2017 - despanb 2021 r. 6bi10 one-
pupoBaHO 39 MauMeHTOB, U3 HUX Y 36 (92,3%) C NOMHbIM
KYMUPOBAHWEM TUMNEPUHCYIMHU3MA, 3HAUNUTENbHBIM YyyLle-
HMEM MCMXOMOTOPHOro passutus. OgHako 9 u3 Hux (23%)
HYX0akTCa B 3aMeCTUTENbHOM MHCYNMHOTEPANnUK MUHU-
ManbHbIMK 003MPOBKaMK — 370 8 peten ¢ auddysHon dop-
MOM rMnepuHCcynMHu3Ma u 1 pebeHok — C aTunuyHoi dop-
MOK. IHTpa- 1 NocneonepaLmoHHbIX OCIOXKHEHWUIA He OTMe-
yanoch. ocne onepauum OTMEYAKOTCS 3HAYUTENbHOE YAyY-
WeHMe MCUMXO3IMOLMOHANBHOMO COCTOSHMS, BbICTpOE Mpo-
rpeccrpoBaHMe B NCMXOMOTOPHOM Pa3BUTUM.

OCJZIOXXHEHMUA

Noboe nevyenne BIN, Bkato4as MeAMKaMEHTO3HOE MM
XWUpYpruyeckoe, MoXeT UMeTb CBOM MOOOYHble 3ddeKTbl.
[nuTenbHoe MCcnonb3oBaHMe AMA30KCMAA CBA3aHO C runep-
TPMXO030M, M 3TO MOXET OrpaHWM4MBaTb €ro AAUTeNlbHoe
ncnonbsoBaHue (puc. 7). OKTpeOoTMA, MOXET BbI3bIBATh LLIMPO-
KM CnekTp nobo4YHbiXx 3MGHEKTOB, BKIKYAS XENyOAO4YHO-
KMLIEYHble paccTpoicTaa (6onb B XMBOTE, TOWHOTY, B3AyTHE
1 AMapeto), a TakKe NoaBieHne ropMoHa pocTa, TMpeoTpon-
HOro 1 apeHOKOPTUKOTPOMHOIO rOPMOHOB. Npu Xmpypruve-
CKOM JIeYEHUN peuManB TUNOMIMKEMUM MOXKET BO3HWKHYTb
B pe3y/nbTaTe HeAoCTaTOMHOM XWMPYPrMYeckon pesekumu
onddy3Hon Gopmbl 3aboneBaHMs MAKM U3-33 HeyLauYHOM
NoKanusaumMm npu 04aroBoi (opMe, KOTOPYH He yaaeTcs
yAANUTb NOAHOCTbIO. CTOMKas rMNorMmnKemMms B nocaeonepa-
LMOHHOM Nepuoae MoxeT noTpeboBaTh MOBTOPHOIO XMpYp-
rmyeckoro BMelaTenbctea. K ApyruM  xupypruyeckum
OC/IOKHEHUSM  OTHOCATCS MOC/ieonepaumMoHHas MHbekums,
KpPOBOTEYEHME M ONEPALMOHHAS TPAaBMa XETYHOro NPOTOKA.
[N yMeHbLIeHMS 4acTOTbl MOCIE0NepPaLMOHHBIX OCIOXHe-
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HWIA XMpypruyeckoe neverHme npu B 0omkHO NpoBOANUTLCS
B TEX €AMHMYHBIX LIEHTPaX B MUpe, FAe UMeeTCs HanbonbLni
OMbIT IeYEHMS TaKUX NALMEHTOB.

3AKJTIOYEHUE

BpoXOEHHbIN TMNEPUHCYIMHU3M — HACTONbKO pefkoe
3aboneBaHue, YTO TONbKO HECKONMbKO LETCKMX XMpypruue-
CKMX LLEHTPOB B MMpE MOryT HAaKOMUTb AOCTATOYHbIA OMbIT
NeyeHns Taknx NaumeHToB. XMpYpruyeckuii onbiT Heobxo-
OVMM  ONS NONyYyeHus CTabuNbHO XOpOWMWX Pe3ynbTaToB
M HU3KOro ypoBHS ocnoxHeHni. MIT/KT ¢ 18F-AODA, Heco-
MHEHHO, ABNSeTCS Haubonee TOYHbIM U KIIMHUYECKU 3HAUM-
MbIM MCCNeA0BaHMEM ONS NpefonepauvoHHON anddepeH-
UMANbHOM AMATHOCTUKM OMDOY3HbIX U dOKanbHbIX HOpM
BI'N. Tanapockonuyeckne MeToabl ONEPATUBHOIO NIEYEHMS
BMOMIHE MPUMEHWMbI MPWU JleYeHUM naumeHToB ¢ Bl
W, BEPOSTHO, CTAHYT CTaHLAapTOM [Ans MNepBOHAYasbHOM
6MONCUM M AMArHOCTUKM M, BOSMOXHO, NS pe3eKLun o4aro-
BbIX MOPAKEHW, 338 UCKIYEHMEM FONOBKM MOLXKENYyLOY-
HOW ene3bl. BeposTHO, fanbHelllee pa3BUTME TeHETUKM
n MonekynsapHon buonormn BIM npuseneT K BO3IMOXHOCTM
HaunyJlen AMArHOCTUKKU, KnaccuduKaumMu u nevyeHus u
B HEKOTOPbIX CIy4Yasnx MCYE3HET HEOOXOAMMOCTb XMpypruye-
CKOro BMellaTenbCTBa. B HacToswee BpeMsi HOBOPOXAEH-
HbIX U MNAAEHLEB C TMNEepPUHCYNMHUM3MOM Bcerga cnepyet
neynTb 6€30TNaraTeNlbHo U OYeHb arpeccMBHO C MOMOLLbHO
BHYTPUBEHHOM WHODY3UM TNHOKO3bl (4epe3 LeHTPanbHbIM
BEHO3HbIV KaTeTep), NPUMEHEHUS AOCTYMHbIX FMKEMUYe-
CKMX NpenapaToB M YacTOro MOHUTOPWMHIA YPOBHS [1HOKO3bl
B KPOBW, MOCKO/bKY OTAANIEHHbIE MOCNENCTBUS TUMOTNMKe-
MWW 415 HEPBHOW CUCTEMbI MOTYT ObITb CEPbE3HbIMU, pa3-
PYLUMTENbHBIMK U HeoBpaTUMbIMU. B CBS3M € 3TUM pelueHue
0 HeobXxoAMMOCTM OMEepaTUBHOrO NIEYEHUS LOMKHO ObITb
MaKCMMaNnbHO paHHUM.

LoctukeHuns B 061acTi MONeKyNSpHOM reHeTUKu, MeTo-
obl Bu3yanmsaumn (M3T/KT), mMeamMkaMeHTO3Has Tepanus
M XMPYPruyecKkoe neyeHne Aanu BO3MOXHOCTb Jlyylle KOH-
TPOAMPOBATb TMMOMIMKEMUIO U TaKMM 0OPa3oM yayyLIMAM
pe3ynbTaThl eveHus 3Tux aetei. B cnyyae ycnelwHoro KoH-
CepBATUBHOIO NeYeHUs B AaNbHEWLLIEM Y HEKOTOPbIX Naum-
€HTOB BO3MOXHA ero nocteneHHas otMeHa (K 4-16 ronam
n nosxe). Mpn 3HEKTUBHOCTM KOHCEPBATMBHOW Tepanuu
nocne ASMTENbHOTO MeAMKAMEHTO3HOrO fle4yeHUs C NocTo-
SHHbIM APOOHBIM KOPMAEHWEM U KOHTPOJIEM YPOBHS Caxa-
pa B KPOBM C BO3PACTOM Y YaCTU HEOMEPMUPOBAHHbIX MaLM-
eHTOB (8o 23%) c BI'M onncaHo pasBuTMe caxapHoro aua-
6eta [62, 66]. Cpean peTei, nepeHecwmnx CyBTOTaNbHYIO
NaHKPeaTaKTOMMIO, 0KoNo 27-36% CTpapatoT OT UHCYIMH-
3aBMCMMOTO CaxapHoro gnabeTta kak cpasy nocie onepa-
LMK, TaK U C BO3MOXHbIM pa3BuTueM B TedeHue 8-40 net
nocne onepauuu; B NpoTMBOBEC 3TOMY Apyrue 2-41% npo-
[OMXKAKT HYXAATbCH B NEYEHUM TUNormnkemun [62, 63,
67, 68]. HecmoTps Ha AnddepeHUManbHy AMArHOCTUKY
pasnunuHbix opm BI'M metopom MIT/KT ¢ 18F-A0DA nepep,
onepaunen [69], oOKOHYaTENBHO MOATBEPAUTL TOT AN UHOWM
MOP®dONOrMYECKM BapMaHT BO3MOXHO TOJIbKO MpW TUCTO-
NnorMyeckoM uccnepoBaHun. Heobxoamma cpoyHas UHTpa-



onepaumoHHas rMcTonornyeckas Bepudukaums nopaxeHus
NOAXKeNYA0UYHOM Kene3bl, TOCKONbKY UMEHHO Ha OCHOBAHMM
TMCTONOTUM  XUPYPr onpenenseT 06beM XMPYpruyeckoro
BMelaTenbCTBa, TeM 6onee BM3yasbHO M ManbnaToOpHO
OMPEeLEenuTb TOYHYH JOKANM3aLMI0 MOPAXeHHOTO y4yacTka
YacTo He NpeacTaBASETCS BO3MOXHbIM. 3afepyKKa NCUXOMO-
TOpPHOro pa3BuTus otMevaetcs y 30-60% Bcex nNauMeHToB
c BN, a 'y 15-25% Habniopaetca Taxenoe opraHuyeckoe
nopaxeHue roNoBHOro MO3ra, BKoYas anunencuio [46, 49,
50, 67, 68]. CBoOEBpeMEHHas [OMArHOCTMKa M afeKBaTHOe
NnevyeHne NO3BONAT MNPefoTBPaTUTb Pa3BUTME TXKENbIX

HEBPONOTMYECKMX OCIOXHEHUI [69]. Tpn HeahdekTnBHO-
CTW KOHCEPBATMBHOW Tepanunu HeobXxoaMMo XMpypruyeckoe
neyeHme. YacTmyHag naHKpeaTaKTOMMS npu  bOKaNbHbIX,
cybtoTanbHag (95%) npu aTMNUYHBIX M MOYTM TOTaNbHas
(98-99%) npu pnddysHbix dopmax BI'M nossonatoT cnpa-
BMTbCS C TMMNOMMMKEMMAMKU U MNPefoTBPaTUTL MOpaxeHue
LLeHTpasbHOM HEpBHOW CUCTEMbl HOBOPOXAEHHbBIX M MNa-
NeHLeB. &['
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