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Pe3siome

Beedenue. [1pencraBiieH KIMHUYSCKUM CITydail THKATICYJIMPOBaHHOU (hOKaIbHOM (POPMBI BpOXKIEHHOTO TUTIEPUHCYIMHU3MA y peOeHKa
paHHero Bo3pacTta. [IpoBeeHO KOMITIJIEKCHOE 00CIeI0BaHNE, BKIIFOUYAIOIIEe MOJIEKYISIPHO-TeHETUIECK I aHAIN3, paTUOHYKIMIHYIO T1a-
FHOCTHKY ([IO3UTPOHHO-9MICCHOHHYIO TOMOTPaHI0, COBMELLIEHHYIO C KOMITBbIOTepHOit ToMorpadueit, ¢ 1SF-JJOMA) 1 HHTpaonepaLioHHoe
THCTOJIOTUYECKOE UcclienoBanue. Bo BpeMst MopdoJiornueckoro aHain3a ObLT Bepru(UIIMPOBAaH MHKATICYTMPOBAHHBII OYar aeHOMaTO3HOM
TUTIePILIa3nH -KJIETOK, JOKAJIU3YIOLITUICS B TOJIOBKE TIOIKETYIOUHOI 3Kesie3bl. JlaHHast Haxomka ImoTpedoBaia mpoBeIeHUsT pacIMpeHHOM
pesekinu opraHa. Oco6o clienyeT OTMETUTh HaJTu4Ire YeTKOW (huOPO3HON KaTlCyJIbl BOKPYT ITaTOJOTMYeCKOTrO oYara, 4To MpeacTaBisieT
€000 IMAaTHOCTUYECKYIO CJIOKHOCTB TP UG epeHIINALIMK TOM MaTOJIOTUH OT MHCYTMHOMBI. [TocieonepalilmoHHBIN TEPUOI TPOTEKal
0e3 OCJIOXKHEHU I, U yIaJIoCh TOCTUYb CTOMKONH HOPMOIJIMKEMUM, YTO B KOHEUHOM UTOTe MOATBEPAUIIO MOJOKUTEIbHBIN UCXOM JICUEHU ST
1 BbI3IOpOBJIeHME MatiueHTa. OCOOEHHOCThIO JAHHOTO KJIMHUYECKOro Cyyvas SIBJISIETCS TO, YUTO OH CTaJl EPBbIM 3apErUCTPUPOBAHHBIM MTPU-
MepoM (hoKaIbHOI (DOPMBI BPOXKAEHHOTO TMTIEPUHCYIMHM3MA, TTPOSIBJISIOLIEIHCS YETKO BhIpaXKeHHO (hMOPO3HOI KaIlCcyJI0ii B KOMOMHALIUKA
€ aJICHOMAaTO30M, He 00J1a1aloM BU3YyaJIu3UPyeMbIMU rpaHULIaMU. [10 COCTOSIHMIO HA CETOMHSIITHUI IeHb aHAJOTMYHBIX HAOTIOACH U i1
B IOCTYITHBIX MyOJIMKAIIMSIX OTEUECTBEHHBIX MEAUIIMHCKUX LICHTPOB HE BCTPEYAIOCh, YTO MOTYCPKUBAET PEAKOCTh OITMCAHHOTO CIIyJast
Y €ro 3HAYMMOCTb JIJIs paCIIMPEeHU s 3HAHU O cIieKTpe (PoKaIbHBIX (POPM TaHHOTO 3a00JIeBaHUSI. AHAJIN3 JaHHOTO MOP(OJIOTUYECKOTO
BapMaHTa MOIUePKUBAET BasKHOCTH ITPOBEACHM S TUCTOJIOTMYECKOTO IKCITPeCC-NCCAeIOBaHUS TKaHEe BO BpeMs oriepallii, 4TO B pac-
cMaTpUBaeMOM KJIMHUYECKOM CJTydae CTaJio KJIIOYEBEIM MOMEHTOM JIJIST OTIpeie/ICHUST 00beMa Pe3eKIIMU. DTO pelIeHHUE TO3BOJIUIIO
HE OrpaHUYUBAThCS TOJBKO MHKATICYTMPOBAHHBIM 00pa30BaHMEM M B KOHEYHOM UTOTE TIPUBEJIO K IIOJTHOMY BBI3IOPOBJICHUIO TTAlIMEHTA.
3akaouerue. JJaHHBIN cllydail IeMOHCTPUPYET BaXKHOCTh MYJBTUAUCIMITIMHAPHOTO MOAX0a K JTMAarHOCTUKE PEAKUX (POPM BPOXK-
NIEHHOTO TUTICPUHCYJIMHU3MA 1 TTIOMUEPKUBACT HEOOXOIMMOCTD TIATEIbHOTO T'MCTOIMATOJIOTMUECKOTO UCCIIEAOBAHM S OTIEPAllMOHHOTO
MaTepuaa ajs IpUHSTUS MPaBUJIbHBIX PEIICHU I B OTHOIIEHU U TAKTUKY JICYCHU S,
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Abstract

Background. A clinical case of an encapsulated focal form of congenital hyperinsulinism in a young child is presented. A comprehensive
examination was performed, including molecular genetic analysis, radionuclide diagnostics (PET-CT with 18F-DOPA) and intraopera-
tive histological examination. During morphological analysis, an encapsulated focus of 3-cell adenomatous hyperplasia was verified,
located in the head of the pancreas. This finding necessitated an extended organ resection. It is particularly noteworthy that there is a clear
fibrous capsule around the pathological focus, which presents a diagnostic challenge in differentiating this pathology from an insulinoma.
The postoperative period was uneventful, and stable normoglycemia was achieved, which ultimately confirmed the positive outcome of the
treatment and the patient's recovery. The unique feature of this clinical case is that it represents the first recorded example of the focal form
of congenital hyperinsulinism, characterized by a well-defined fibrous capsule combined with adenomatosis lacking visible boundaries.
As of today, similar observations have not been found in available publications from domestic medical centers, which highlights the rarity
of the described case and its significance for expanding knowledge about the spectrum of focal forms of this disease.

Analysis of this morphological variant highlights the importance of performing a rapid histological examination of tissues during surgery,
which in this clinical case was a key factor in determining the extent of the resection. This decision allowed us not to be limited to just
the encapsulated formation and ultimately led to the patient's full recovery.

Conclusion. This case demonstrates the importance of a multidisciplinary approach in the diagnosis of rare forms of congenital hyperinsu-
linism and highlights the need for a thorough histopathological examination of the surgical material to achieve correct clinical decision.
Keywords: congenital hyperinsulinism, insulinoma, adenomatosis, encapsulated focus
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poxXaeHHbI runepuHcyanHusm (BI'N) npencrapnsier

Cc000i1 reHeTUUYEeCKHU IETEPMUHUPOBAHHOE 3a00JieBa-

HUe, XapaKTepusyloleecs: HealeKBaTHOM rumnepcekpe-

LIMeil MHCYIMHA B-KJeTKaMU MOMXKEeTyTI0UHOM Keae3bl

(IT2K) BHE 3aBUCMMOCTH OT YPOBHSI TTMKEMUU. DTO COCTOSIHUE

SIBJISIETCS BEAYILEH TPUIMHON MTEPCUCTUPYIOITUX TUTTOTTIUKEM U

B HCOHATAJILHOM TIepHOJie U PaHHEM JIETCKOM BO3pacTe, co3/IaBast

3HAYMMBbIC JUATHOCTUYCCKUE U TePATIeBTUYECKME BBI3OBBI IS

KJIMHULUCTOB [1-7]. Ocolyto akTyanbHOCTb pobiema BI'U npu-

oOpeTaeT B CBSI3U C BRICOKMM PUCKOM Pa3BUTH I HEOOPATUMBIX

HEBPOJIOTUIECKUX OCTIOXKHEHU — OT 3aIePXKKH ICUXOMOTOPHOTO

pPa3BUTHS 10 PE3UCTEHTHOM SMUJICTICUU, YTO TUKTYET HEeOOX0-

IUMOCTbh CBOEBPEMEHHOM BepUdUKallMY JMarHO3a U BhIOOpa
ONTUMaJIbHOM TaKTUKU BEeJCHM S NMallMeHTOB [8§].

Hcropuuecku npencrasieHust o B[ npereprneBaiu 3HaYMMY1O

9BOJIIOLIMIO OT MEPBBIX KIMHUUECKUX HAOMI0AEHU I 10 pa3paboTKu

COBPEMEHHBIX CTAaHIAPTOB AUArHOCTUKU U JieueHUsl. BriepBbie

LECHASCHI VRACH, VOL. 28, Ne 9, 2025, https://journal.lvrach.ru/

TEPMUH «BPOXIEHHbBII TUIIEPUHCYJIMHU3M» TTOSIBUJICS TOJBKO
B 1975 rony, a nepBoe ynoMMHaHue 0 MJaIeHYeCKOM TMIOrau-
keMuu gatupyetcs 1954 ronom [9].

B npoiiecce craHOBIEHM S COBpEMEHHBIX TpeacTaBieHuii o BTN
MOCJIeIOBATEIbHO pa3padaThIBaIMCh U COBEPIIIEHCTBOBAINCH KaK
MEXIyHapOIHbIE, TAK M OTeYeCTBEHHBIE KIIMHUYECKIE PEKOMEH-
nmanun (KP). DT maMeHeHUs oTpakaau yriayojaecHe TOHUMaHM S
raToreHe3a 3a00J1eBaHUS U HAKOIJICHUE KJITMHUYECKOTO OIThITa €T
NIMAarHOCTUKU U JjeueHust. OuepeIHOM 3Tar cTaHIapTU3aLU Y TTOIX0-
na K BI'U ObL1 cBSI3aH ¢ TPUHSATHEM OOHOBJIEHHbBIX MEXKIYHAPOIHBIX
pexkomeHaanuii B 2024 rogy. B cooTBeTCTBUM C HOBBIM ITPOTOKOJIOM
TTOPOTOBBII YPOBEHb NIMKEMUH JIJIs YCTAHOBJICHU ST TMarHo3a ObLT
CHUXeH 10 < 2,8 MMOJIb/JT, UYTO MOBBICKJIO CHEIM(MUYHOCTD AUa-
rHOCTUKU. OTHOBPEMEHHO ObLJIM YTOYHEHBI peepeHCHbIe 3HaUe-
HU S KJIFOUEBbIX TOPMOHAIbHBIX TTOKa3aTesIeil: ypOBEeHb MHCYIMHA
ia3mel > 1,25 MME/ma (8,7 nmons/n) u C-nienituaa > 0,5 HI/Ma
(> 0,17 HMOJIB/JT) TPU TTOATBEPXK ACHHOI rurnormukemMud [10].
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Kpowme Toro, B coBpeMeHHBIX KTUTHUYECKIX PEKOMEH AT SIX TIO]I-
YepKUBACTCS BaXKHOCTh T hepeHIInaIbHOI nuarHoctuku BI'N
C MICKJTIOUEHUEM IPYTHUX MPUYUH SHIOT€HHOU TUTIEPCEKPEIINU MHCY-
JIMHA, B YaCTHOCTU WHCYJTMHOMBI. DTU COCTOSTHUST OTJIMYAIOTCS TIO
CBOEH 3TUOJIOT U, TEHETUYECKOI TPUPOJIE, BO3pacTy MaHU(ecTaluu,
JIMarHOCTUYECKUM MOAX0AaM U JieueOHOI TakTKe. COrIacHO akTy-
aJIbHBIM MeXXIyHaponHbIM KP, 3a110103pnTh MHCYJTMHOMY CIIeIyeT
B T€X CJIyYasix, KOrja rMnepuHCYIMHEMUYECKasl TUTTOTTIMKEM U ST
MosIBJIsIETCS y peOeHKa B Bo3pacTe crapiie AByx jet [10]. OnHoit
U3 KJIIOYEBbIX OTVIMYUTEIbHBIX XapaKTePUCTUK UHCYJIMHOMBI OT
BI'M B kOHTEKCTe KIMHUYECKON AUATHOCTUKU SIBJISIETCS] HAJTMYne
YETKMX aHATOMUYECKUX IPAaHUII ¥ KaTICYJIbI, YTO Je1aeT BO3MOXKHBIM
HETOCPEACTBEHHYIO BU3yaIn3allUIoO MAaTOJIOTNYeCcKOro o0pa3oBa-
HUSI C TIOMOIIBIO KJIACCUYECKUX JTYUEBBIX METOIOB TUATHOCTUKH,
B TO BpeMsI KaK Torudeckast nuarnoctuka BI'M Bo3aMoxHa TOTTBKO
¢ TIpUMEHEHNEM PaIHOHYKIMIHBIX METOIOB UccienoBaHus [11-12].

CoBpemeHHas kiaccudukaius BT ocHoBaHa Ha rucromnaro-
JIOTUIECKUX KPUTEPUSIX U BKITIOUAET TPY OCHOBHBIE (DOPMBI: T -
(y3Hy1o, hokanbHyto 1 atunuyHyto [13-15]. Ilpu aTom hokanbHas
(bopma 1eMOHCTPUPYET reTePOreHHOCTh MOP(HOJIOTMYECKOTr0 CTPO-
€HM S 04aroB, IJie 0COObIii MHTEpeC MPEACTABISIET UHKATICYTUPO-
BaHHBII BapUaHT, XapaKTepU3yloluiicsa HaanuueM (puoOpo3Hoit
KarcyJibl, OrpaHUYMBaIOLIE 30HY TUMEPIJIa3uu, YTO CO3aeT
naroMop@doiornyeckue rmapajjiean ¢ HHCyauHoMmo [16-17].
DTOT MOATHUII, TIO JAHHBIM PSIIa UCCIIeOBATENeil, COCTABIISIET OKOJIO
5-7% Bcex cinydyaeB BI'M, onHako coBpeMeHHbBIE JaHHBIE TT03BO-
JISTIOT TIPEATIONOXUTD, YTO €T0 YACTOTAa MOXET OBITh HEIOOIIeHeHa
u nocturaetr 70% [15, 18].

CoriacHo oImyOJIMKOBAaHHBIM JaHHBIM TMCTOJIOTUUYECKOTO
HCCIIeIOBaHUS, B poccuiickoit koropte naiueHToB ¢ BT U y neteit
¢ (hoxkasbHOM (hOopMOIt He HAOJTI01aJIOCh BBIPAaKEHHOM reTepOreHHO-
CTH B OTHOILICHUST HAJTMIMsI (PMOPO3HOI KaTICyJIbl — BCE OITMCaHHbIe
c/lydyau XapaKTepru30BaJIMCh €€ OTCYTCTBUEM, UTO COOTBETCTBYET
KJIaCCUUYECKOMY BapuaHTy (pokasbHoro nopaxeHus 12K [19-20].

INpencraBieHHbINA KIMHUYECKUI ClIyyail UMeeT 0COOYIO LIeH-
HOCTbB JIJIsSI OTE€YECTBEHHOU MPaKTUKHU, MOCKOJbKY BIEPBbIE
JIOKYMEHTAaJbHO MOATBEPXKAeH NHKAICYTMPOBAHHBI BApUAHT
(oxanbHoli hopmbl B'U. BT0 OTKpbhIBaeT IMCKYCCHIO O BO3MOX-
HOI HEOOLIEHKE PACIIPOCTPAHEHHOCTH TaHHON Pa3HOBUIHOCTHU
dokanpHOIT hopmbl B'U B poccuiickoii TOMyasIIuu U TpedyeT
GoJiee MeTaIbHOTO aHaJIM3a MOPGhOJIOTUIECKUX XapaKTePUCTUK
MaTOJIOTUYECKUX OYaTrOB MPU 3TOM 3a00JIEBAaHNU.

OMUCAHUE KAMHUYECKOIO CAYYAA

Manbuuk ot 4-it 6epemeHHocTH (1-9 — adbopT, 2-9 — 310pO-
Basl AeBOYKa JIECATHU JIeT, 3-s1 — a0opT), MpoTeKaBlleit Ha (poHe
OCTPOIi peCrMpaToOpHO BUPYCHOM MH(MEKIIMKU BO BTOPOI IMOJIO-
BUHE OEPEMEHHOCTH, 00OCTPEHU S aJIJIEPTUU; OT BTOPBIX CPOUHBIX
ONepaTUBHBIX POJIOB B CBSI3U ¢ pyOI1IOM Ha MaTKe, C MPUMEHEHUEM
BaKyyM-3KcTpakiuu. [1pu poxxaeHuu: niavHa 53 cMm, Mmacca Tena
3740 r, ouileHKa 110 1mKaje Anrap — 8/8 6aJlyioB.

CeMeitHBII aHaMHe3: 6pak He OJIM3KOPOACTBEHHBIH, HACIe-
CTBCHHBI aHAMHE3 110 SHIOKPUHOMATUSIM He OTSATOIIEH, Y OTIa
pebeHKa — runepToHnYecKas 00Jie3Hb, y Ieaa 1o JMHUN OTIa —
OHKOJIOTMUeCKOe 3a00JiIeBaHME.

B nepBbIe CyTKY TIOCTIe POKIEHU ST COCTOSTHUE peOeHKa YX Y-
IITMJIOCH JIO TSKEJIOTO, Pa3BUJINCH aITHO3, TOHUYECKOE HATTPsIKe-
HUeE, BSIJOCTD, TPOU3BeAeHAa MHTYOAIIMS TpaXeu ¢ IepeBOIOM Ha
HMCKYCCTBEHHYIO BEHTUISLIMIO JIETKUX, MUHUMAJIbHBIN yPOBEHD
IJ1I0KO3bl KpoBU — 0,7 MMOJIb/71, OblJIa MHULIMMPOBaHA UHGY-
3MOHHAsI Tepanust pacTBOPOM I1ioko3bl (20%). B cBsizu ¢ aTuM
HaxonuJcs a0 1,5 Mecsitia B mepuHaTaJbHOM LIEHTPE 110 MECTY
JKUTEJbCTBA C IMAarHO30M: TPAaH3UTOPHBIE HAPYILLIEHU ST YTJIEBOI -

20

HOTro 00OMeHa y HOBOPOXIEHHOT'0, CUMITTOMAaTUUYeCKast TUTTOTI-
KeMu . YTIyOJIeHHOro 00CIeIOBaHUSI TeHEe3a TUTIOTJIMKEMU U
Ha JaHHOM 3TaIle IpoBeAeHO He ObLI0. M3 oCcIoXKHEeHM I OTMeUa-
JIUCh OTEK TTAPEHXUMBI TOJJOBHOTO MO3Ta, CYIOPOKHBIN CHHIPOM.

Ilo TaHHBIM MarHUTHO-PE30HAHCHOY TOMOTpadU U TOJIOBHOTO
MO3ra: MPU3HAKY TUITOKCUYECKOTO UIIIEMUYECKOTO TTOBPEXIEH ST
TOJIOBHOTO MO3Ta, MO3THSISI CTaIus.

Ilo naHHBIM 00CJIenOBaHU S B BO3pACTE OJHOTO Mecs1ia: M1~
JIENTUMOPMHOI aKTUBHOCTH IO pe3yJibTaTaM 3JIeKTposHLeda-
Jiorpacuu He 3aperucTpUpoOBaHO, AWJIaTallMs 3aThIJIOYHBIX POTOB
OOKOBBIX XKeJyT04YKOB 10 TaHHBIM HelipocoHorpaduu. [To naHHbIM
aXoKapauorpaduu: TUIepTpoduss MUOKapa KeayI0uKOB, MEX-
npencepmaHoe coodbieHue 0,4 cM, HeTOCTaTOYHOCTh TPUKYCITU AT b~
HOTO KJanaHa 1-if cTeneHu, aHOMaJIbHO pacItoJIoXKeHHas Xopaa
B TTOJIOCTH JICBOTO KETyIOUYKa.

B mepuion rocniuTan3anuy IIMKeMU S HAXOIUIach B TUAIIa30He
ot 0,7 no 7,4 mmoub/J1. [Tociie BBIMMCKY M3 CTAllMOHApa TTallMeHT
B MEPBBIC X CYTKU UMEJT SMU30/ TIKEJTO0U TMITOTIMKEMUU
B IOMAaIllHUX YCJIIOBUSX, B CBSI3W C YeM ObIJI BHOBb SKCTPEHHO
TOCIUTAIU3UPOBAH B IETCKUI CTAIlMOHAD IO MECTY KUTEJIbCTBA.
IIpoBoauaacey cumMnToMaTuyeckas Tepanus pacTBoOpaMu IJto-
KO3bl, IPUHKUMAJI ITepopaabHO T'MAPOKOPTU30H. B Bo3pacre 2,5
Mecsa Obl1 yTouHeH reHe3 rurnornukemun — BI'U (C-nentug —
1,7 ur/mn, uncynus — 11,3 MME/n Ha (hoHe runornnkeMuu, oTcyT-
CTBUS KETO34). YPOBEHD INIMKUPOBAHHOIO reMorioounHa — 1,6%.
INocne BepuduKamum nuarHo3a MmalmMeHTy OTMEHUJIHN TepaTinio
TUAPOKOPTU30HOM U ITPOBOIUIN MHCYTMHOCTAaTUUECKYIO Tepa-
MU0 B COOTBETCTBUY C TIPOTOKOJIOM BEACHU S JAHHOI ITaTOJIOTUH.
B kavecTBe nmpenapata repBoil TMHUY ObIT Ha3HAUCH TMA30KCU]I,
Ha TUTPALIUU J03bI KOTOPOTO A0 15 MT/KT/CYT He ObIJIO MOJIyue-
HO aJIeKBaTHOM CyTIpeCcCUU CEKPEeIMY MHCYTNHA, COXPaHSIIUCH
runormukeMuu. [locie mepekTioYeHnsT Ha OKTPEOTHI METOIOM
HernpepblBHOI MH(Y3UHU yepe3 MHCYJIMHOBBIH 103aTop Medtronic
Minimed 722 Ha (poHe TUTpaLIMU 103bI 10 21 MKT/KI/CyT yaaaoch
JIOOUTBCS CTOMKOI HOpMorTukeMuu. Cyrnpeccusi MHCY/IMHa Oblja
MOATBEPKJIeHA B ITpo0e ¢ roJI0JaHueM: yepe3 8§ 4acOB INIMKEMU S —
3,6 mmouib/1, uHcynuH — 1,7 MkME/mn, C-nienitun — 0,3 Hr/moL.

IIpoBeneHO reHeTUUECKOE UCCIEIOBAaHNE, BBISIBJICH reTepo-
3UTOTHHBIN BapuaHT ¢.2391-1G>A B reHe ABCCE, 94TO TIOCITY K1~
JIO TIOKa3aHMWEM K MIPOBEACHUIO MO3UTPOHHO-IMUCCUOHHOMK
ToMorpaduu, COBMEIIEHHOU ¢ KOMITBIOTEPHOI ToMOorpadueii,
¢ 8F-nurnnpoxcudennnananntom (MAT-KT ¢ BF-TOMA) nist
Tonunyeckoii auarHoctuku opmbl BI'U. B Bo3pacre 3,5 mecsiuia mpo-
BEIICHO paauosiornyeckoe obcenosanue — [IDT-KT ¢ I8F-JODA,
TT0 pe3yJibTaTaM KOTOPOTO BBIsSIBJIeHa (poKajibHast TUIiephuKcaIus
I8F_TO®A B rososke ITK co cuMHTHrpabHIeCKUMU pa3MepaMu
9,9%9,1X9,6 MM (MmaHKpeaTHYeCKU i MHIEKC Ha 10-MMHYTHOM CKaHe,
BBITIOJIHEHHOM 4epe3 10 MUHYT nocie MHbeKLIMU paanodapmIipe-
napara, — 2,17). Takum ob6pa3om, 1uarHocTUupoBaHa (pokaabHast
¢dopma runepuHCcyIrMHU3Ma ¢ (PoKycoMm B rosioBke T12K.

B Bo3pacTe Tpex MecsilieB MpoBeaeHO onlepaTUBHOE BMeIlla-
TeabeTBO: pesekunst 50% I12K ¢ popmupoBaHneM maHKpeaToeio-
HoaHacToMo3a 1o Py. O6beM pe3eKIIMK KOHTPOJIUPOBAJICS TTPO-
BeIeHUEeM 3KcITpecc-ouorncuu TkaHeit [12K Bo BpeMst oniepaliuu,
M MUCCEUYEHUE TIPOBEICHO IO TPaAaHUIIE CPE30B C TMCTOJIOTMYESCKH
MOATBEPXKACHHON HEU3MEHEHHOM TKaHbIO.

W3 onepaunonHoro matepuaia [12K o ctaHgapTHOM MeTO-
IMKE U3TOTaBJIMBAINCH 3aMOPOXEHHBIE U TapachMHOBBIE CPE3BI,
KOTOPBIE 3aTEM OKpalllMBaJIUCh FeMATOKCUJIMHOM U 203UHOM.
Ha HekoTopbiX MapauHOBBIX cpe3ax OblJIO BHIMOJIHEHO UMMY-
Hoructoxumuueckoe ucciaenoBanue (MI'X) c anturenamu (AT)
K MHCYJIMHY. [0TOBBIE MUKpOMpenapaThl ObLIM OLIEHEHBI C TTOMO-
1IbIO cBeTOBOro Mukpockorna Leica DMLS.
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ITo pe3yapraTam sKcIpecc-o6uorcuu GoKychl aieHOMAaTo3a
pacriojiarajuch B rojioBke u nepenieiike [12K. B xone onepaumn
y4acTok u3 oosnactu nepeueiika [12K 6611 OTIIpaBsieH Ha cpoyHOE
TUCTOJIOTMYECKOe UCCiIeoBaHNe. B muctaibHOM Kpae pe3eKIinu
3TOTO yJyacTKa ObLIN 0OHAPYXEeHBI TPU3HAKY aeHOMaTO3HOM
TUTIEPIIJIa31U, BCJICACTBUE Yero ObLI peseriupoBaH eie 1,0 cMm Tesa
JKeJie3bl M OTIPaBJIeH Ha CPOUHOE F'MCTOJIOTMYECKOE UCCTIeIOBaHME.
B nucranbHOM Kpae nocienHero ¢pparmerta tkaHb 12K 6b11a HOp-
MaJibHOI. B pe3ynbraTe onepariu 66110 peseninpoBato 50% I1XK:
rOJIOBKA, IlIeiiKa, KpIOUKOBUIHBIN OTPOCTOK 1 B3SIThIif HA MHTpa-
ornepalMoOHHOE TUCTOJOTMYECKOE UCCIeOBaHME YYaCTOK ee TeJa.

[1Ipu mocieonepalilniOHHOM I'MCTOJIOTUYECKOM MCCIEI0BAHUU
napaduHOBbIX cpe30B [12K B 06;1acTH TOJIOBKY OBITT BU3Ya T3~
POBaH Y4acTOK aJIecHOMAaTO3HOU TUTIePILIa3uK SHIOKPUHOIIMTOB
(puc. 1), OKpy>KeHHBIIT XOPOIIIO BBIPasKeHHON KaTICYJI0if U3 TIOTHOM
BOJIOKHUCTOM COeIMHUTEIBHO TKaHU (puc. 2). Kpome Toro, 61110
o0HapyKeHo elle 3 yuyacTka ajeHoMarosa (puc. 3, 4), conepkaniux
Tsku pubpo3Hoii Tkanu. [Tpu UT'X-uccnenoBanuu Bo Beex hoxy-
cax aJleHOMaTO3HOI TuIepnjia3uu Oblia BelsiBieHa TUddy3Has
LIMTOIIa3MaTHyecKasi IKCIpeccust MHCYJIMHa (puc. 4).

TeueHue nocieonepaliMOHHOIO Nieproaa — 6€3 0COOEHHOCTEN,
MPOBOIMIIOCH IMOCTENEHHOE paclliMpeHre 00beMa SHTEPaTbHOIO

Puc. 1. Y3en apeHOMAaTO3HOM runepnaasum SHAOKPUHOLUTOB
B $MO6PO3HOM Kancyne; OKpacka reMmaToOKCUAUHOM
Y 303uHOM, x50 [npepocTaBAEHO aBTOpamMHu] /
Node of adenomatous hyperplasia of endocrine cells
in a fibrous capsule; stained with hematoxylin and eosin,
x50 [provided by the authors]

Puc. 2. YuacTok Kancyabl (yKasaH cTpeAkamu) U o6aacTb
aA€HOMAaTO3HOM runepnAasuy 3HAOKPUHOLIUTOB
(cnpaBa); okpacka reMaTOKCMAMHOM U 303UHOM,
x100 [npepocTaBAeHO aBTOpamu] / Capsule section
(indicated by arrows) and area of adenomatous
hyperplasia of endocrine cells (right); stained with
hematoxylin and eosin, x100 [provided by the authors]
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Puc. 3. YuacTku apeHomMaTo3a, oTAeAeHHble GUbpo3HbIMU
KancyAamu (yKa3aHbl CTPEAKaMU); OKpacka
remMaToKCMAMHOM U 303UHOM, X50 [NnpepocTaBAE€HO
aBTtopamu] / Sites of adenomatosis separated by fibrous
capsules (indicated by arrows); stained with hematoxylin
and eosin, x50 [provided by the authors]

Puc. 4. 9kcnpeccua UHCYAUMHa (KOPMYHEBOE OKpaluMBaHUeE)
B y3AaX aA€HOMaTO3HOM runepnaasuu
3HAOKPUHOLUTOB. XOpoLuo BUAHbI GUOPO3HbIE
(HeoKpaleHHble KancyAbl; BbIAEA€HbI CTPEeAKaMMu);
x50 [mpepocTaBAeHO aBTOpamu] / Insulin expression
(brown staining) in adenomatous hyperplasia nodules of
endocrine cells. Fibrous capsules (unstained; indicated by
arrows) are clearly visible; x50 [provided by the authors]

nutaHus (BI1), ¢ mecTbIX CyTOK MOCIe0NnepallMOHHOro Mepruona
rnoJty4daJj mosHbii 00beM DI, nHpy3noHHas Teparus IiII0KO30i1
oTMeHeHa. Ha dhoHe nmostyueHust 3HTepaabHOro MUTAHMS B TIOC/Ieore-
PaLIMOHHOM TEPUOJIE PETUCTPUPOBAIACh CTOMKasi HOPMOTJIMKEM U ST
4,3-7,5 mmounb/n1. I1poBeneHa npoba ¢ mponyckoM rmpuema Mmuilu:
TOJIOAHBII TPOMEXYTOK COCTABUII 6 4YaCOB, YPOBEHb INIMKEMUN —
4,19 mmonsw/a, C-nentun — 0,33 Hr/ma (0,78-5,19), MHCYIUH —
12,9 mmonw/71 (17,8-173,0), 4TO CBUETETLCTBOBAJIO O TIOJTHOW PEMUC-
cum 3a00s1eBaHus. JIaHHBIX 32 HApyILIeH e SK30KPUHHOM (DYHKITNHN
IT2K B mocneonepaimioHHOM Tieproze He ToTyyeHo. KoHctatnpoBaHo
TOJTHOE MEeTabOINIECKOe BHI3OPOBIIEHNE peOeHKa.

OBCY)XAEHUE

OnucaHHBIN KIMHUYECKU I CTydaid MpeacTaBiseT co0oi penKuii
MpUMep MHKATICyJIMpoBaHHOMU hokabHOI (hopMbl BT U 'y pebeH-
Ka. YHUKaJIbHOCTb HAOMIOACHHU S 3aKI0YAETCS B HAJIMYU U YETKO
BbIpakeHHOI (hMOPO3HOI Karcyibl BOKPYT oyara aieHoOMaTO3HOM
TUNEPIIa3uu B-KJIETOK, YTO AeaaeT ero Mop(hoIOornuyecku CXoa-
HBIM C MHCYJMHOMOI 1 TTO3BOJISIET pacCMaTPUBAaTh JaHHYIO pa3HO-
BuaHOCTh BI'M Kak caMoCTOsITeIbHBIM TIOATUTI C O1arONPUSITHBIM
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MTPOTHO30M ITPU paIKaJIbHOM XUPYPruuecKoM jedeHun. JlaHHbIi
MOpP®dOTOTUUECKHiT BAPUAHT MOXKET IIPEACTABISATH TPYAHOCTH
B IIPUHSITUH pellicHN s 00 00beMe OIepaTUBHOTO BMEIIaTeIbCTBA,
TaK KaK BHEIITHE UMEET CXOICTBO ¢ MHKATICYTMPOBAHHOM MHCYIIN-
HoMol. OHaKO yIaJieHue TOJbKO 0 TPaHUlle KarcyJbl ONpeie-
JISIET COXpaHEeHME aleHOMATO3HOW MaTOJOTMYeCKON TKaH!, YTO
HeM30eXXHO PUBEICT K COXPAHEHUTO TUTTEPUHCYTIMHEMUIECK X
TUTONIMKEMU I B MOCJI€0TNEepaliMOHHOM TeproIe.

Ilo naHHBIM 3apy0eKHbBIX MyOJUKaLMi1, MONOOHBIE CyYyanu
MHKAICyJIMpoBaHHOM hokanbHoit hopmbl BI'U cocTaBinstior ot 5%
10 70% Bcex pokanbHbIX hopm BI'M, uTo He 103BOJISET CUUTATH UX
Ka3yuCTUYECKU PEIKUMU, HO CBUIAETEIbCTBYET O BaXXHOCTH Mpa-
BIJILHOM TUAaTHOCTUKM U T GepeHINAIINK C IPYTUMU MHCYIUH-
cexkpetupylomumMmu oopazosanusamu [12K. Tak, B uccnenopanuu
Scott Adzick 1 coaBT., omMcaBIINX PE3YIbTaThl XUPYPTUIECKOTO
negenus 500 mamuenToB ¢ BI'M, Takke ecTh yTOMUHAHKE O HAJTU-
YUY TaK Ha3bIBAEMOI1 TICEBIIOKATICYJIBI B Psijie clydaeB (hOKaTbHON
¢opmbl BI'M, ripu 3TOM yaiiie Bcero orMevaeTcst Iiynaibleoopas-
HOe, He OrpaHMYeHHOE Karcysoit pacnojoxenue dhokyca BI'U [21].

B uccnenoBaHmm OpMTaHCKUMX yUYEHBIX 1O pyKoBoacTBoM Craigie
1 coaBT. (2018) Oblia BhISIBJIEHA BbIpaxkeHHasi FTeTEPOreHHOCTh
TUCTONATOJIOTMUECKUX XapaKTepUCTUK (pokaabHoi ¢popmbl BI'N.
CorlacHo MosyYeHHbIM JTaHHBIM, BCE CJIy4yau ObLIM pa3ieeHbl Ha
JIBa IPUHILIMITUAJIBHO Pa3IMYHbIX TUIA. [1epBbIii, BCTpeyatomnii-
cs1 B 28% ciydaeB, XapaKTepr30Baics 00pa3oBaHreM aMOPMHBIX
04aroB 0€3 YeTKUX I'PaHUIL, IEMOHCTPUPYIOIINX NMHOUIBTPATUB-
HBIH pOoCT B oKpyKatolyio TkaHb [12K. 1151 aT0# rpynnbl Oblia
XapaKTepHa paHHsIsI MaHUdecTalus 3a00IeBaHUS — B CpEIHEM
Ha 2,8 + 0,8 mHs xu3Hu. [{narnoctuyeckas apdekTnBHOCTD [1DT-
KT ¢ I8F-JIOMA cocrasuna nuis 75%, TPU 3TOM OTMEYAJIaCh BbICO-
Kasi 4acTOTa JIOXKHOOTPUIIATEJbHBIX PE3YIbTaTOB. XUPYPruyeckoe
JIeYeHMe TaKMX IMMAIIMEHTOB TPeOOBAJIO BBITIOIHEHUSI PACITUPEHHBIX
pe3eKIMii u3-3a TPyAHOCTe MHTPpAONepallMOHHON BU3yaau3alun
rpaHull mopaxkeHusi. OTaaJeHHbIE Pe3yJIbTaThl B 3TOM rpyTIie ObLIU
MeHee 0JIaronpPUSTHBIMU — OTMEYAI0Ch Pa3BUTHE CAXapHOTo A1a-
OeTa 1 HeBpoJsiornyeckoro aeduiura. Bropoii tvi, Hab oaaBIIN -
cs1 B 72% ciydaeB, IPUHLIUIIMAIBHO OTIMYAJICS HATMYMEM YETKO
BBIpaXKEHHOI (prOPO3HOI KATICYJIbI, IIOJTHOCTHIO OTPaHNYMBAOIIIEH
30HY TMTEPILIa3uy [3-KJIETOK 0€3 MPU3HAKOB MH(MUIBTPATUBHOTO
pocrta. KauHu4yecku ajist 3TOM TpyIIEI OBII0 XapaKTepHO OoJjice
O3 Hee Hayasio 3a00JieBaHus — B cpenHeM Ha 46,6 = 14,3 nHs
xu3HU. JInarnocrudeckast touHocTh [IDT-KT mocrurana 94%,
YTO 3HAYUTEJIBHO 00JIeryasio npeaonepalioHHOE JIaHUPOBAHUE.
Xupypruueckoe jiedeHre orpaH MuuBajIoCh JJIOKaJIbHON pe3eKIuei,
a OTHAJICHHbIE PEe3YJIbTaThl ObLJIM CYILIECTBEHHO JIyYllle: CTOMKast
HOPMOITTMKEMHMSI TOCTUTAIach B 94% citydyaeB 6e3 pa3BUTHS TSIKEITBIX
OCJIOXKHeHui [15].

[lonyyeHHbIe naHHbBIC YOSAUTEIBHO CBUAETEIBCTBYIOT O TOM,
YTO HaJu4yue GpUOPO3HOM Karcyabl IBJISIETCS BaXHbIM ITPO-
THOCTUYECKUM (haKTOPOM, ONPEASISIONINM KaK OCOOEHHOCTH
KJIMHUYECKOTO TeYEHU I, TaK U BBIOOP ONTUMAaJIbHOI JIeueOHOM
TaKTUKHM ITpU pokaabHbIX popmax BI'U [15].

Oco6EeHHOCTHIO OMTMCAHHOTO KIUHUYECKOTO CTyJast SIBISICTCS
TOT (DaKT, UTO B Hallleil IPAKTUKE OH CTaJl TICPBBIM 3apETUCTPH-
poBaHHBIM puMepoM okanbHoi hopmbl BI'U ¢ yeTko Bbipa-
>KeHHOU (rOPO3HOI KAICyJIO B COUETAHUU C aICHOMATO30M,
He UMEIOIINM BU3YaJIU3UPYEeMbIX IpaHuIL. Jlo HACTOSIIETro BpeMeH!
TaK¥e HaOJIOACHUSI B OCTYITHBIX ITyOIMKAIIMSIX OTeYeCTBEHHBIX
LIECHTPOB HE BCTPEUYAJIUCh, UTO JeJIaeT NaHHbII CIydyail He TOJbKO
pPENKHUM, HO M 3HAUMMBIM JIJIs1 paCIlIMPEHU S MPEACTaBICHUS O CIIeK-
Tpe hoKanbHbIX (popM 3a00eBaHUs1. JJaHHBII MOP(OIOrNUECKU A
BapMaHT MOATBEPKIaeT BaXKHOCTh TMCTOJOTMYECKOTO SKCITPecc-
HCCeA0BaHMU S TKaHeil MHTPpaoepallMOHHO, YTO B OMTMCAHHOM
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HaM¥ KJIMHUYECKOM CJTydae SIBUJIOCH KJTIOUEBBIM JIIST TIPUHSTHUS
penieHust 06 06beMe pe3eKIMU TKaHU, He OTpaHNYMBasICh MHKATI-
CyJIMPOBaHHBIM 00pa3oBaHUEM, 1 B (DUHAJIEC TIPUBEJIO K TIOJTHOMY
BBI3JIOPOBJICHUIO TTAIIMCHTA.

IIpyBeneHHOE HAMU ONTUCAHME KJIMHUUECKOTO CITyJast OKa3aHUs
noMolu pedeHky ¢ BI'M neMoHCTpupyeT Bask HOCTb KOMITJIEKCHO-
r'o TTOAX0Ja K TMAarHOCTUKE M JIEUCHU IO MallMEHTOB ¢ (hOKaJTbHOMI
(opmoii BI'M, BKitouaroiero MojeKkyasipHO-TeHETUYeCKOE TECTH-
pOBaHUeE, PAAUOHYKIUAHYIO TMArHOCTUKY U IeTaIbHOE TMCTOMNATO-
JIOTMYECKOe MCCeI0BaHUE ONepallMOHHOTIO MaTepuralia, BKiaoJas
HUHTpaonepaluoHHoe ucciaenosanue. JIB
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