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BEAEHUE NALMEHTOB C CUHAPOMOM M3H-1 B KIIMHUYECKOW NPAKTUKE:

NPEOAOJIEHUNE CNOXHOCTEN NOCPEACTBOM MEXAUCLUMIMHAPHOIO
COTPYAHWYECTBA

HU PO ®OIBY «HMWL, sHaoKkpuHonorum um. akagemunka .M. eposa» Munsgpasa Poccun, Mocksa, Poccus

CYHAPOM MHOMECTBEHHbIX SHAOKPUHHBIX Heonnasmi 1 Tuna (M3H-1) npepctaBnsaeT cobol pefkoe HacneACTBEHHOe 3a-
6oneBaHve, conpoBoXatoLleecs pa3BUTUEM MHOTOGOKYCHbIX OnyXonel B SHAOKPUHHbIX opraHax. B ctaTbe npepcraBneH
KIIVHUYECKUIA Clyyait MauueHTKN ¢ noaTeepxaeHHon myTtaumein MENT (c.203delC p.T70fsX118), y KOTOpoii Ha NPOTAXEHUN
6onee 10 net HabnAANNCb NPOABNEHNA PA3NINUYHBIX KOMMIOHEHTOB CMHAPOMA, BKJI0UYas afjeHOMbl OKOMOLNTOBULHbIX XKe-
nes, HeMPO3HAOKPUHHbIE ONYXONW NOAXKENY[OUYHON »Kefe3bl 1 MUKpoNponakTuHoMa runodusa. lposeeHbl MHOro3TanHble
XVpypruyeckne BmelLaTeNnbCTBa: AyOAEHOMAHKPeaTIKTOMKA, NapaTMpeonasKToMnA C ayToTpaHCMaHTaumnen, pesekuyms
HaZnoyeyHuKa 1 yganeHue nenoMmom nuiesoga. B pabote obcyxgaoTca TpyAHOCTY ANArHOCTUYECKOrO MonCKa nepsBmy-
HOro oYara cekpeuun NapaTropMoHa, CIOXKHOCTU AOCTMXKEHUA ONTUMAasIbHbIX MOKa3aTenen rmmkeMmm Npu abCotoTHOM NH-
CYNVHOBOW HEAOCTAaTOUYHOCTU BBUAY bYNbMMHAHTHOIO Pa3BUTUA CaxapHoro anabeta BCneacTBre TOTaJIbHOW NaHKpeaTaK-
TOMMK, @ TaKXKe acneKTbl PeNnpPOAYKTMBHOIO 340POBbA M KauecTBa Xn3HU. MprBeAeHHbIN cnyyall NoguYepKMBaET BaXXHOCTb
NepcoHanM3NPOBaAHHOIO NOAX0Aa N MEXANCLMMIIMHAPHOIO BeAeHMA NaLMeHTOB C cuHgpoMom M3H-1.

KJTKOYEBbIE CJIOBA: cuHOpom M3H-1; mymayus MENT; Helipo3HOOKpUHHbIe ONyXo/u; NepauYHsIl 2unepnapamupeos; ddeHoma 2unogusd;
momarnvHAs NAHKPeamsKmMOoMUS; CaxapHeil ouabem.

MEN-1 MANAGEMENT IN CLINICAL PRACTICE: NAVIGATING COMPLEXITY THROUGH
MULTIDISCIPLINARY COLLABORATION

© Laura G. Ebanoidze, lasmin A. El-Taravi*, Zalina A. Gabaraeva, Ekaterina A. Pigarova, Dmitriy G. Beltsevich,
Larisa K. Dzeranova, Elena G. Przhiyalkovskaya, Liudmila I. Ibragimova, Svetlana Yu. Vorotnikova
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Multiple endocrine neoplasia type 1 (MEN-1) is a rare hereditary disorder characterized by the development of multifo-
cal tumors in endocrine organs. This article presents a clinical case of a female patient with a confirmed MENT mutation
(c.203delC p.T70fsX118), who exhibited manifestations of various syndrome components over more than 10 years, in-
cluding parathyroid adenomas, pancreatic neuroendocrine tumors, and a pituitary microprolactinoma. The patient un-
derwent multiple surgical interventions: duodenopancreatectomy, parathyroidectomy with autotransplantation, adrenal
resection, and esophageal leiomyoma removal. The study discusses the challenges in diagnosing the primary source of
parathyroid hormone secretion, the difficulties in achieving optimal glycemic control due to absolute insulin deficiency
following fulminant diabetes mellitus development after total pancreatectomy, as well as aspects of reproductive health
and quality of life. This case highlights the importance of a personalized approach and multidisciplinary management in
patients with MEN-1 syndrome.

KEYWORDS: MENT syndrome; MENT mutation; neuroendocrine tumors; primary hyperparathyroidism; pituitary adenoma; total pancreatecto-
my; diabetes mellitus.

AKTYAJIbHOCTb

CMHAPOM MHOXECTBEHHBIX SHAOKPWHHBIX Heonnasnmn
1 Tuna (M3H-1) — pepgkoe 3aboneBaHMe C ayTOCOMHO-[0-
MUWHAHTHBIM TWMOM Hac/ieoBaHNsA, OOYyC/IOBNEHHOE MyTa-
umen reHa MENT, xapakTepusyoweeca COYeTaHHbIM pas-
BUTUEM OMyXONiel NPEeNMYLLECTBEHHO OKOJIOWUTOBUIHbIX
xenes (OWPK), nogxenynouHol »enesbl 1 nepegHent Jonu
runodusa. JleueHne HOBOOOPa3OBaHWI B paMKax AaHHON

MaToNoOrMm YacTo TPeOyeT XMPYpPrmyeckoro BMELIATeNbCTRa,
4TO, B CBOIO OYepefb, COMPOBOXAAETCA BbICOKMM PUCKOM
TAXeNbIX OTAANEHHbIX OCNIOXHeHUN. BegeHve naumeHTOB
¢ M3H-1 TpebyeT mMexpncuMnIMHapHOro MOAXOAa, pery-
NAPHOrO0 MOHUTOPWHIa Y MEepPCOHANN3NPOBAHHbIX CTpaTte-
T K Koppekumm Tepanun. Ocobblii MHTEPeC NpeAcTaBAAloT
cnydyaun pasBuUTUA caxapHoro auabeta (C) BcneacTsume To-
TanbHOW NaHKPEeaTaKTOMUK, YTO CONPOBOXKAAETCA MNONMNOpP-
raHHbIMM HapyLLEHUAMN.

*ABTOp, OTBETCTBEHHbIN 3a Nnepenucky / Corresponding author.
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KINUHUYECKII CINYYAN

OMUCAHUE CNYYAA

AHaMHe3 XKUsHun

MaumeHTka M., 1985 r.p., ¢ 2012 r. Habnogaetcs B MHL,
PO OIbY «<HMWL, sHaokpuHonorum nm. akagemmka W.A. [e-
noBa» MuH3gpasa Poccnn (panee — HMUWL, sHpoKpuHono-
rMmM) B CBA3U C AMArHOCTMPOBAHHbLIM CMHAPOMOM M3H-1,
reHeTMYeCKn MNOATBEPXKAEHHbIM FeTepPO3UTrOTHON MyTaLu-
enn MENT (c.203delC p.T70fsX118). CemeliHbli aHaMHe3 OTS-
roweH: MaTb ymepna B Bo3pacte 44 net, npeanosioxntesb-
HO, oT M2H-1, 6abyLiKa No MaTePUHCKOM JINHWM CKOHYanachb
B 33 roga nocne XMpypruyeckoro BMellaTenbCcTsBa Mo no-
BOAY NaTOMOMMN XenyfaKka N NOAXKenyaouHom »enesbl. Me-
Hapxe — B 14 neT, perynApHbI MEHCTPYasbHbIN LUK,
B aHaMHe3e — ofHonoaHasA 6epemeHHocTb (2010 T.), npep-
BaHa Ha cpoke 11-12 Hegenb NO MeANLVNHCKUM NOKa3aHNAM
B CBA3U C AMArHOCTUPOBAHHOW OMYXOJbl0 NOAXKENYLOUYHON
xenesbl.

AHamHe3 3ab6oneBaHuA

B 2005 r. npu npoBegeHUn ynbTPa3ByKOBOrO UCCeno-
BaHusA (Y3U) 6piolwHON NONOCTU y NaLMEHTKU BNnepBble 06-
Hapy»keHbl 06beMHble HOBOOOpa3oBaHUsA B obnactu nog-
XKenynouHOW enesbl U NpaBoro HagnouyeyHuka. Co cnoBs
MaumMeHTKN, FTOPMOHabHaA aKTMBHOCTb O6beMHbIX obpa-
30BaHUIN Oblila UCKMOYEHa, MEAULNHCKAsA OOKYMeHTaLus
He Oblna NpefoCTaBNeHa, Aariee NaueHTKa 3a MeAULIMHCKON
nomoulblo He obpauwanace. MNpu obcnegoBaHun B 2012 .
ONarHoCTMPOBAH MepBUYHbIA rnnepnapatupeos (MITIT).
BbINnoNHeH reHeTNYECKNA aHann3, NOATBEPXKAEHa MyTaLmA
B reHe MEN1. YunTbiBasi MOJIOAOWN BO3pacT MaHudpecTaunm
3ab0neBaHNA, C LENbI0 UCKTIOUYEHUA APYrMX KOMMOHEHTOB
cuHgpoma M3H-1 npoeegeHo MPT ronoBHoOro mosra, Bu3sya-
NU3MPOBaHa HEOAHOPOAHOCTb CTPYKTYpPbl rnnodusa.

B 2012 r. 8 ®IBMY «HMWL xupyprun um. A.B. BuiHes-
ckoro» MunHsgpaBa Poccnn naumeHTKe BbIMOMHEHa TOTallb-
HaA [yO[EeHOMaHKpPeaTaKTOMMA MO MOBOAY OMyXOJIEBbIX
Y3/10B B rOJIOBKE, Tee 1 XBOCTE MOMKENYyAOYHOW Xenesbl
C COXpaHEeHMeM ceneseHKN, XONIELMCTIKTOMUSA, a TaKxKe pe-
3eKUMA NPaBoOro HagnouyeuyHuka. Mo gaHHbIM Mopdonoru-
YeCcKoro UccreloBaHUA BblABE€HbI MHOXXECTBEHHblE COMa-
ToCcTaTHOMBI (G1) KU CBETNOKNEeTOYHas afeHoMa MpPaBoro
HagnoyeyHuKa. B nocneonepauroHHOM nepuoge B CBA3N
¢ pa3suTrem C[l BCneacTBre NaHKPEaTIKTOMUN MHULMNPO-
BaHa MHTeHCMULMPOBaHHAs NHCYNMHOTEPANKA.

B ceHTAbpe 2013 1. B X0A€ CTaLMIOHAPHOIO JIEYEHNA B OT-
neneHnn HenposHgokpuHonorun HMWLL sHaokpuHonorum
noaTBep)KAeHa CUMMNTOMHasA (KocTHas)) ¢opma MIMT: mu-
KPONUTbI MOYEK, CHUXKEHNE MUHEPanbHOM NIOTHOCTM KOCT-
Ho TKaHu (MITK) HuXe oxXungaemMbix Mo BO3PACTy 3HAYEHNIA:
0o -1,3 SD no Z-kputeputo B nyyeBon Koctu, -1,6 SD B nosc-
HWYHOM OTAEesle MO3BOHOYHMKA U -1,7 SD B NPOKCMManbHOM
oTaene bepeHHON KOCTU. B pamkax rocnmTanmsaumm npo-
n3BefeHa napaageHoMaKTomusA yetbipex OLLK ¢ ayToTpaH-
CnnaHTaumen ¢pparmMeHTOB B NnpaBoe npearseybe. Mo gaH-
HbIM MOpPdONorMyeckoro nccnegoBaHns sepnudnunpoBaHa
rvnepniasusa OKONIOWNTOBUAHDIX XKenes.

Mpwn nocnegytowen rocnutanusauyun 8 2014 r. 8 HMUL
SHOOKPUMHONOIMN OTMEYanoCb NepCUCTUpYtoLee NoBbiLle-
Hue IMTT go 2673 nr/mn 13 NpaBow PYKK (C ayToTpaHCnIaH-
TaToOM), TOraa Kak ypoBeHb [TTT 13 KOHTpnaTepanbHON pyKu
coctaBun 42,46 nr/mn (15-65). C uenbto nogTBEpXAeHMA

Hannuna peuungusa MITIT n3 aytoTpaHcnnaHTata nposege-
Ha npo6a KasaHoBbl (puc. 1), B xofie KOTOpOW Npun 61oKnpo-
BaHUU KPOBOOOPALLEHNA B KOHEYHOCTU C ayTOTPaHCMIaH-
TaTom nogasneHusa MNTI 6onee uem Ha 50% MO CpPaBHEHMIO
C OVLLEMU3VPOBAHHBIM YPOBHEM He 3aduKcnpoBaHo. Mpu
Y31 OLLXK B MecTax nx TMNUYHOIO PacMNoNOXKEHNA AOMONHU-
TesNbHbIX 06 beMHbIX 00Pa30BaHUI He BbISIBNIEHO.

Ha ¢oHe noBbiweHHOro yposHs MTI y naumeHTKn Ha-
6noaganach KNMHMYeCKas KapTuHa runonapaTnpeosa B Buae
napecTe3unii B KOHYMKaX NanbLEB BEPXHUX N HXKHUX KOHEY-
HOCTEN 1 NogepruBaHui molw nuua. OgHako nabopartop-
Hble MOoKa3aTenn oCcTaBannch B npeaenax Hopmol: Ca oo, —
2,4 mmonb/n (2,15-2,55) n Ca cyT. moun — 6,97 Mmonb/cyT
(2,5-8,0). CoxpaHstoLancs HeobxoanMoCTb B 3aMeCTUTESb-
HoW Tepanuy anbdakanbLuAoioM B CYTOUHONW [03€e 2 MKF
B KOMOMHaLMKM C KapboHaTom Kanbuma 3000 Mr pacueHeHa
KaK LUUPKynAauMa MMMYHOPEaKTUBHOIO, HO Gronornyecku
HeakTumBHoro [MTT.

B pamkax ckpuHuHra ocnoxenun [ITIT BbinonHeHa
racTpoCKomnus, BbisiBiieHbl HOBOOOPAa30BaHWA rPyAaHOro oT-
Jena nuuwesoda Ha pacctoaHmm 19-20 cm 1 nogcnmsncToe
0b6pa3oBaHMe rpygHOro oTaeNa NULLEBOAA Ha PACCTOAHMM
30 cm ot pe3uos. B 2016 r. B YKb N°1 OTAOY BO [lepsbii
MIMY um. .M. CeueHoBa MuH3gpaBa Poccum BbiNosiHEHA
TOPAKOTOMUA 1 SHYKIIeaLMA MHOXECTBEHHbIX 06pa30BaHNi
nyiesoda, No pesynbrataMm mMopdonornyeckoro ncciemno-
BaHWA NOATBEPXKAEHbl 4OOPOKAYECTBEHHbIE IEIOMMOMDbI.

B xoge ctaynoHapHoro neyeHusa 8 HMUL, sHgokpuHono-
rum B 2020 r. BBMAY COXPaHAOLWErocsa CTONKOro NoBblLEHNA
MTr go 80,15 nr/mn (neBas pyka 6e3 ayToTpaHCnaHTaLmm),
AVArHOCTMYECKMIA NMOUCK uctouyHuka [MIMTIT 6bin npogon-
eH. Mpu Y3U BusyanusmposaHa runepnnasus ¢pparMeHToB
OLWWX B mblwue npaBoro npegnneubs. [na oueHKn QyHK-
LUMOHANbHOM aKTMBHOCTU TpaHCMnaHTaTa MNpoBefeHa no-
BTOpHas npoba KasaHosbl: MTI 6a3anbHbii — 84,24 nr/mn;
MTT (5 mnHyTa nwemnn) — 81,12 nr/mn; MTT (10 MMHyTa) —
38,52 nr/mn; NTT (15 muHyTa) — 17,59 nr/mn; MTT (Yepes
10 MUHYT nocne CHATUA MaHXeTbl) — 12,56 nr/mn. Mony-
YeHHble pe3ynbTaTbl cBUAETeNbCTBOBaNM o peyuguse MIMT
B MeCTe ayTOTpaHCMNIaHTaTa, B CBA3M C YeM MPOV3BEeAEeHa €ro
peseKkumsa. B nocneonepaunoHHOM nepuoge OTMeYanocb
pa3BuTUe runonapatupuosa: NTI — 8,3 nr/mn, Ca 06w, —
1,91 mmonb/n, Ca noH. — 0,95 mmonb/n (1,03-1,29). Mo gax-
HbIM MOPQOJIOrMYecKoro ucciefoBaHma GparmeHTa TKaHu
(1,0cm) BepudpuuMpoBaHa runepniasMpoBaHHas TKaHb
OKOJIOLUTOBUAHOM »Kene3bl CPefmn CKENETHbIX MbILUL,.

Mo gaHHbIM MPT ronoBHOro mo3ra C KOHTPacTHbIM yCu-
NeHVieM OOHApY)KeHa SHAOCENAPHasA ageHoma runodursa
2X5 MM, FOPMOHaJIbHas akTVBHOCTb 06pa30BaHNA UCKOUEHa.

C uenbio OOCTMKEHNA CTONKOM KOMMEHCaUuWun YrineBoa-
HOro 06MeHa U, Kak cyieficTBUe, NpefynpexaeHns danbHen-
LLEro pa3BUTKA N NPOrPecCcUpPOBAHNSA NO3AHUX OCNOXHEH NI
caxapHoro guabeta, nauueHTKe YCTaHOBEHa UHCYIMHOBASA
nomna ¢ GpyHKLUMen aBTOMAaTYeCKoro pacyeTa o3 6010coB
«Medtronic Paradigm REAL-Time MMT-722».

B cBA3M ¢ xanobamm nauveHTKM Ha becnnogue, nocne
npoBefeHUsa KOHCUInYMa onpefenieHa BO3MOXHOCTb Npo-
BeAeHNA MPOrpaMmbl 3KCTAaKOPMOPaSbHOrO OMIOAOTBO-
peHna (3KO). Mo pesynbtatam NpeumniaHTaLuUOHHON re-
HeTnuyeckon guarHoctuku (MIFA) HXU oguH U3 4 SMOPMOHOB
He peKOMeHO0BaH K NepeHoCy 13-3a BbIAABIEHHbIX MyTaLni
reHa MEN-1.
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PucyHok 1. 3T1anbl npoBeaeHus npobbl KazaHoBbI.
Asmopckuli pucyHOK 8bInosiHeH ¢ nomowbio biorender.com.

A — pyKa C ayToTpaHcnnaHTaTtom, b — KoHTpnaTtepanbHas pyka.

dtan 1. [MogroToBKa K npo6e. MNauneHt yKnagabiBaeTCA Ha KyWeTKY C 4OCTYNOM K o6enm PyKam. HEOGXO,D,I/IMO noarotoBUTb TOHOMETP

1 6 NpobMpPoK AN1A 3abopa KPoBY.
3tan 2. 3abop KpoBsu Ha MTI 3 obenx pykK.

3tan 3. MpoBegeHne npobbl. HanoxeHne MaHXeTbl, 3360p KPOBY 13 KOHTpRaTepanbHO pyku Yepes 5, 10 1 15 MUHYT.
37an 4. OKoHuaHve Npobbl. CHATE MaHXeTbl, 3a60p KPOBY 13 KOHTpRaTepanbHOM pyku yepes 10 MUHYT.

B 2022 rogy Ha poHe npuema anbdakanbyugona 1,25 Mkr
B CYTKM 1 Kanbuua KapboHata 2000 Mr B CyTKM MO KAUHW-
KO-NabopaTOpHbIM  JaHHbIM OTMeYanacb runokKasnbLuy-
pus (1,53 mmonb/cyT) npu nokasatenax GocPpopHO-Kasb-
uneBoro obmeHa B npegenax pedepeHCHbIX 3HAYeHMUN
(NTr — 51,35 nr/mn, Ca ckopp. — 2,26 mmonb/n, dochop —
1,21 mmonb/n (0,74-1,52)), KoppeKkuun Tepannn He Tpebo-
BasloCb. BnepBble AMarHOCTMPOBaHa rMneprnponakTMHEMMS:
nponakTnH — 655,8 MEa/n (94-500), NponakTH 61MoaKTUB-
Hbin — 426,0 MmEp/n (64-365) Npu OTCYTCTBUU AMHAMUKN
pocTa MUKpOaZeHOMbl rnnodu3a, pekomeH0BaH Kabepro-
nvH 0,5 Mr no Y4 Tabnetky 2 pasa B Hedento Ha Houb. OgHaKo
npu ambynaTopHOM 06C/IeJOBaHNM MO MECTY >KUTENbCTBA
YPOBEeHb MPONaKTVHA, CO C/IOB MALMEHTKU, COOTBETCTBOBAJI

pedepeHCHbIM 3HAUEHMAM, B CBA3M C YEM MpPUEM MeanKa-
MEHTO3HOW Tepanunn He ObiT HavarT.

B aHBape 2024 r. nayneHTKa obpatmnacb B HMUL, sHpo-
KpUHonorum ¢ »anobamu Ha obulyto cabocTb, COHNMMBOCTb
N HapyweHne namaTtn. PekomeHgoBaHO nposefeHue Y3/
WWTOBNOHOW »Kenesbl, Mo pe3ynbTaTtaM KOTOPOro BbIAB-
NeHbl NPU3HaKM ayTOUMMYHHOrO nopaxeHus. MNpu anHa-
MMYECKOM KOHTpOJie TMPEOMAHOro CTaTyca OTMEeYeH Mpo-
rpeccupytowmin poct yposHa TTI go 7,2 mME/n (0,35-5,1)
Mo CpaBHEHWIO C Mpepblaywum nokasatenem 4,95 mME/n
o1 2023 1. Ha ocHOBaHUM 3adMKCUPOBAHHOTO [BYKPATHOIO
noeblweHua TTI B gnana3oHe ot 4 no 10 mME/n, anarHo-
CTUPOBaH CYOKIMHVWYECKUA TMNOTUPEO3 B MCXOHE XPO-
HNYECKOrO ayTOMMMYHHOrO TMpeouauTa, MHULMMPOBaHa
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3aMecTuTesNIbHaA Tepanusa NEBOTUPOKCMHOM HaTpus 75 MKr
B CYTKM yTpOM 3a 30 MMHYT 80 efbl.

Ha ¢oHe exegHeBHOro npuiema Konekanbuudepona
5000 ME B cyTkm onpegeneHbl ypoBHU 25 (OH) Butamu-
Ha D — 30,9 Hr/mn (30,0-60,0); Ca 06LL. CbIBOPOTKM KPOBU —
2,38 mmonb/n n Ca noH. — 1,25 mmonb/n. PekomeHgoBaHoO
pepyuupoBaTb Ao3y anbdakanbumgona o 1 MKr B CyTKU
1 Kanbuuna KapboHaTa go 1500 Mr B CyTKW, Tepanuio HaTuB-
HoW popmoi BUTammnHa D npofomknTb B NpeXHeM oObeMe.

CraTyc TeKyuien rocnutannsayum

B mapte 2024 r. B oTAENEHMN HENPOSHOAOKPUHONOTN
HMWL, sHOoKpuHOMOrv oTMeYeHa NnosioKuTesibHasa AMHa-
MMKa B Buge goctmxkeHus pemuccum MIMT Ha doHe nprema
anbdakanbuugona 1 MKr B CyTKM B KOMOMHALMK C KanbLu-
eMm KapboHatom 1500 mr B cyTku. MIK, No gaHHbIM peHT-
reHOBCKOW OEHCMTOMETPUN, COOTBETCTBOBAIA BO3PACTHOM
Hopme. MapKépbl KOCTHOrO MeTabonv3ama (OCTeoKasbLUH,
C-KoHUeBOW TenonenTna KonnareHa 1 Tmna) — B npegenax
pedepeHCHbIX 3HaYeHn. PEKOMEHAOBAHO NPOAOSIKNUTD 3a-
MECTUTESIbHYIO TEPANKIO KasibLemM KapOoHATOM, akTMBHOM
1 HaTMBHOW dopmamu BUTaMmHa D B npexHnX o6bemax.

Mo paHHbIM TOPMOHANbHOrO aHanau3a KpoBM NoA-
TBEPXKAEHA rMNeprnponakTUHEMUA: NPONaKTUH obWun —
668,4 MEL/n; nponakTmH OWOaKTUBHbLIN — 436 MEL/Nn.
Mo MPT runo¢u3sa c KOHTPACTHBIM YCUIIEHMEM COXPaHANACh
SHOOCENNAPHAA MMKpoaaeHoma runodusa 2,3x4,5 mm, 6e3
OUHAMMKKN NO CPaBHEHMIO € pa3mepamm ot 2022 roaa. Ypos-
Hm Nr — 8,72 Ep/n (1,5-11,6) n ®CIr — 5,43 En/n (1,5-12,0)
B pedepeHCHbIX MHTepBaNax. PekomMeHOOBaH MpueM Ka-
6epronviHa 0,5 Mr no Y TabneTkm Ha HOUb 2 pas3a B HefenHo.
OTmeueHa MefMKaMeHTO3Had KOMMeHcaumsa rmnoTnpeosa
Ha GOHe Tepanmm NEBOTUPOKCMHOM HaTPUA 75 MKF B CYTKU:
TTr — 1,866 MME/n, cBT4 — 11,87 nmonb/n (9,0-19,0).

B pamkax TonuMuyeckon AnarHOCTUKK BbinosiHeHOo MCKT
OpraHoB rpyAHoN 1 GPIOLIHON NONoCTen 1 3abPIOLLMHHOIO
NPOCTPAHCTBA C KOHTPACTHbIM YCUNIEHUEM, MO pe3yfbTaTam
KOTOPOrO [aHHbIX 32 HENPOIHAOKPUHHBIE OMyXOnun He 06-
Hapy»eHo.

B oTgeneHun Ha ¢oHe ONTMMM3UPOBAHHOWN MOMMOBOW
uHcynuHotepanun (MHcynnH Acnapt+HukotuHamma+Ap-
FMHWH) OOCTUIHYTbl OKOJNOLeNieBble MOKa3aTenu yrneBog-
HOro obmeHa (HbA1c — 6,7%). MpoBoannca MOHUTOPWHI
rMUKeMUM C UCMOJMIb30BaHUEM pacyeTa YrneBOAHOro Ko-
3bduumeHTa 1 dakTopa UYBCTBUTENIBHOCTU K WUHCYUHY
(TEQ:2mmonb/n). Mpu BbiNcKe 6a3anbHbIn pexkum 1,0 Ef/y,
yrneBofHbin Koadpdurument 1XE: 1,2-1,7 EA.

Mpun cKprHWHre ocnoxHeHun CLl B xone odpTanbMoso-
rMYeckoro OCMOTpa AMArHOCTMpPOBaHa nepudepuyeckas
BUTPEOXOPUOPETVHANbHAA AUCTPOOUS, SNUPETUHANbHBIN
¢$u1bpPO3, MaKynAPHbIN TPAKLMOHHBIN CUHAPOM MPABOrO ra-
3a. PekomeHJOBaHO NpoBefeHne OTrpaHNYMBatoLLen flasep-
HOW Koarynaumm cetyatku. [laHHbIX 3a Hanuuve anabetuve-
CKOM HedponaTUmM He NONTyYEHO: KPeaTUHWUH 63,2 MKMONb/N,
pCKO® — 107 mn/mnn/1,73 M?, COOTHOLLEHMe anbbymuH/
KpeaTuHuH — 0,49 mr/mmonb. [Tpyn ocmoTpe cneumnanncTom
KabuHeTa «[JuabeTnueckan ctona» anabetmyeckasa oucTanb-
HaA NONMHENPONaThA He BbiABJIEHA.

XpoHonornyeckasa nocnefoBaTeNlbHOCTb KIUHUKO-AMa-
FHOCTUYECKMX COObITUI, NabOPATOPHBIX U MHCTPYMEHTasb-
HbIX AaHHbIX, KOPPEKLUMY Tepanum npefcTaBieHa B Tabnu-
ue 1.

OBCYXAEHUE

MNpeacTtaBneHHbIN Cyyal [EMOHCTPUPYET CIIOXKHOe
TeyeHne M3H-1 ¢ MHOropoKycHbIM MOpa)eHnem 3HAOo-
KPVHHbIX M HESHAOKPWHHBIX OPraHoB (puc. 2), BKoyas pe-
UMAVBUPYIOLUNIA TUNeprnapaTnpeos, HenpO3HOOKPWHHbIE
OnyXxonu NOAXeNyAOoUYHOW »enesbl, IeNOMNOMbI NULLEBOAA
1 BOBMeueHue runodumsa.

FeHeTNYecKne n HacdleaAcCcTBeHHble aCneKTbl

Cungpom M3H-1 (cuH. cnHgpom Bepmepa) — pepkoe
3aboneBaHne C ayTOCOMHO-AOMMHAHTHbIM TUMOM Hacsle-
JoBaHua [2, 3], pacnpoCTpaHEHHOCTb KOTOPOro COCTaBnA-
eT ~1-3:100 000 [1, 4]. Y 90% naumeHToB ¢ MOH-1 xoTa 6bl
oavH 13 pogutenein obnagaeT MyTaHTHbIM FEHOM, U TONTbKO
B 10% cnyuyaeB BbiABAseTcA MyTauusa de novo [2]. TeHeTu-
Yyeckuin aHanu3 myTtauum reHa MEN1, kogupytowero 6enok
MEHWH [1], npMeHAeTCA B KNMHNYECKON NPaKTMKe Ansa noa-
TBEpXKAeHnA AnarHo3a M3H-1y naureHToB ¢ AByMs 1 6onee
CYMMTOMAaMM 3ab60NneBaHnA, ANAarHOCTUKN 6eCCUMNTOMHOIo
HOCUTENbCTBA MyTaUWUN Y POACTBEHHNKOB MEPBOW JIVHWMY,
a TaKXe y pOACTBEHHVKOB NEepPBOW JINHUN HOCUTENEn My-
Tauumn C NoJO3PEHNEM Ha Hanuuyme CMMMNTOMOB 3aboneBa-
HUA [5-7]. Y nauyneHTKn H. B reHe MENT BbIABNEHA reTepo3u-
rotHas myTauma ¢.203delC p.T70fsX118, a Takke oTAroLleH
CeMerHbII aHaMHe3: CMepTb MaTepu B Bo3pacte 44 net
(npegnonoxutenbHo, ot M3H-1) 1 6abywkn B BO3pacTte
33 net nocsie XMpypruyeckoro BMellaTenbCcTea No nosogy
NaToNOrnN XXenyaKa 1 NofXenyaouHON »ene3bl CBUAETENb-
CTBYIOT O BO3MOXXHOM Hanmuum M3H-1 y poacTBEHHUKOB.
OTo noayepKMBaeT HEOOXOANMOCTb 00A3aTENBHOIO reHeTU-
YEeCKOro KOHCYNbTUPOBaHMUA 1N MONEKYNIAPHO-TEHETUYECKO-
ro TeCTUPOBAHUA GNVXKANLINX YSTEHOB CEMbU.

®eHotun M3H-1: mynbTnopraHHoe nopa)keHue 1 TakTuKa

neyeHuna

MepBUYHBIN runepnapaTnpeos ABnAeTca Hanbonee
pacnpocTpaHeHHbIM KOMMOoHeHToM M>3H-1, BcTpeuato-
wumca y 6onee yem 90% nauyueHToB [6]. CumnTomaTnye-
ckas runepkanbumemua npu MIMT obblyHO feboTrpyeTt
Ha BTOPOM-TPETbEM AECATUNETUN XU3HN U MOXKET COMpPO-
BOXJATbCA HePPONMTNA30M, KNCTO3HO-GNOPO3HBIM OCTe-
UTOM, Hecrneunduyeckummn CUMNToMamu (nonuvypwus, no-
nuauncua, 3anop, obuwasa cnaboctb M yTOMASEMOCTD),
OCTEOMEHMEN W MOBbIWEHHbIM PUCKOM nepenomos [1].
[daHHble 32 Hannume y nauneHTku H. B 27 neT MMKponnTos
noyek, cHuxeHne MIK B nyyeBomn KOCTU, NOACHNYHOM OT-
[lenie NO3BOHOYHNKa, MPOKCMMaNIbHOM oTaene 6eapeHHON
KOCTV MO3BONUV MOATBEPAUTb CUMMATOMHY0 dopmy MITIT.
lNpoBeneHHOE ypaneHue 4yeTbipex runeprniasvpoBaHHbIX
OWPK c ayToTpaHcnnaHTaumen ¢parmMeHTOB, Kak MpaBu-
N0, OQHOW HaMMeHee U3MEHEHHOW, B NpaBoe npepnieybe
B HacCTosILLEee BPeMs ABNAETCS METOAOM BblOopa npu fieye-
Huwm MITT B pamkax M3H-1, xoTa Bonpoc o uenecoobpas-
HOCTU pPaHHEro OnepaTVMBHOro BMellaTeslbCTBa B Nofo6-
HbIX CUTYaLUAX OCTaeTCA NPeaMeTOM HayUHbIX AUCKYCCUIA
[6]. OgHako HeOOXOAMMO YUMTbIBATb, UTO PUCK Pa3BUTKA
peuvamBa 3abofieBaHWA U3 ayTOTPaHCMaHTaTa 3Hauu-
TeNbHO BbilWe B rpynne nayneHtos ¢ MOH-1, yem ¢ nsonu-
poBaHHbiM MITIT, n gocturaetr 50% B TeueHne 10 net no-
cne onepatnBHoro nevexus [8, 9]. C uenbio BepudpuKauum
ouara runepcekpeumn npu peuugnBupyloLemMm TeYeHUK
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Ta6bnuua 1. XpoHonornyeckas nocnefoBaTenbHOCTb KNMHUKO-AMArHOCTUYECKNX COObITUI, NabopaTOpHbIX 1 MHCTPYMEHTaNbHbIX
[aHHbIX, KOppeKunmn Tepanmm

lon Co6biTue / BMelIaTeNbCcTBO AnarHocTnyeckune faHHble Koppekuusa tepanumn / TakTnka
BbisBneHo obpa3zoBaHue
2005 P N - [ncnaHcepHoe HabnogeHne
B NnogxenynouHou xenese (Y3U1)
ToTanbHas
[yofeHonaHKpeaTsKToMus, ComaTocTatnHoma G1,
XONEeLMCTIKTOMUSA, pe3ekuuns afleHOMa HaJno4YeyHnKa
2012 NpPaBoro HaanoyeuHKa Ba3unc-6ontocHaa MHCYNUHOTepanus
Pa3sutne C] Bcnepgcteume [nioKo3a nia3mbl HaToWAK
naHKpeaTaKTOMMM >7 MMonb/n
YpaneHue yetbipex OLLK,
A P L Anbdakanbumngon 2 MKr/cyT,
2013 |ayToTpaHCANaHTaUmMA TKaHW MTr go 2673 nr/mn M
Kanbuuii Kapb6oHat 3000 mr/cyT
B npeanneybe
OTcyTcTBUE NOAABNEHNA
MTT npn 6nokmMpoBaHUK
KpoBoOOpallleHNsA B KOHEYHOCTH
MNosbiweHwue MNTl, oTpruaTenbHasn P pall
2014 C ayToTpaHCniIaHTaToM -
npo6a KazaHosbl
N3 KpOBOTOKa bonee yem
Ha 50% no cpaBHeHUIO
C fOULIEMU3MPOBAHHBIM YPOBHEM
2016 TopakoTomus, yganeHue MMcTonorus: fobpokayecTBeHHas _
JNIenoM1OoMbI NLLEBOAA neioMmmoma
MosbiweHwue MTI, nonoxutenbHasa MTr po 84 nr/mn,
Pesekuusa aytotpaHcnnaHTtata OLLXK
npo6a KazaHoBbl Ca ckopp. — 2,58 mmonb/n
MoCheonenaLnon bl CHmXeHme po3bl anbdakanbumngona
2020 pau MNTr nocne onepauun — 8,3 nr/mn [0 1,25 mkr/cyT,
rmnonapaTtnpeos
Kanbuua kapboHata fo 2000 mr/cyT
KOMMeHcaumsa
fexomnercay HbA, —7,5% lNomnoBas nHcynMHoTepanusa
yrneBogHoOro obmeHa 1c
MPT: mmkpoageHoMa
2020 |runodusa 2x5 mm, BbisiBJIeHa MponakTnH — 655,8 MEa/n
rMnepnponakTUHeMNs KabepronnH pekomeHaoBaH,
. HO He HauaT
2022 MwukpoageHoMa NPeXHNX BrnoaKTUBHbIA NPONAKTUH —
pa3mepoB, NOBbllLeHNe NponakTuHa (426 mEa/n
Kanobbl: cnabocTb, COHANBOCTD, JleBOTUPOKCUH HaTpua 75MKr
TTF — 7,21 MME/n P P
yXyALeHne namaTu B CYTKM
2024 MTr — 63,94 nr/mn; CHWXeHMe [03bl anbdakanbumaona
MegankameHTO3Hasi KOMneHcauma
Ca ckopp. — 2,34 mmonb/n; 40 1 MKr/cyT,
nrnT
®ocdop — 1,34 mmonb/n Kanbuua kapboHata go 1500 mr/cyT

rmnepnapaTtMpeosa y nauMeHTOB MoOcCie TOTalbHOW na-
paageHOM3KTOMUMU C ayToTpaHcnnaHTaumen tkaHu OLLXK
B MblLULY MpeArnsieybs nokasaHo nposefeHve npobbl Ka-
3aHOBbI. [laHHbIV noaxoa 06naaeT BbICOKOW ANarHocTuye-
CKOWM TOYHOCTbIO, YTO MMeeT MPUHUUNMANbHOE 3HaYeHue
OnAa onpefeneHnsa fanbHenWen TakTUKU XMpypruyeckoro
neyeHusa [6]. B npenctaBneHHOM KNMHUYeCKOM Habnwoae-
Hun peuugms MNIMT y nauyneHTkn H. npomsowen cnyctA
7 neT nocsie napaTMpeonas3KToMum, B CBA3U C Yem BbIMOJ-
HeHa pe3eKkuusa ayToTpaHCnaaHTaTa C Noc/eayoLen Kop-
peKkumnen runonapatnpeongmsMma npenapatamm Kanbuus
N aKTUBHOW popmoi BUTamMuHa D ¢ QOCTUKEeHNEM MefMKa-
MEHTO3HOW KOMMeHcauun.

HelposHgokpuHHbie onyxonu (H30) nogxenygou-
HOI »Kene3bl 3aHMMalOT BTOPOE MEeCTO MO 4acToTe cpe-
OV KOMMOHEHTOB cuHgpoma M>3H-1, puarHoctmpytoTca
B 30-80% cnyyaeB 1 ABAAITCA OQHOMN U3 BeAyLNX NpUYmH
cmepTy naumeHTos [6, 10]. BcTpeuatoTca Kak ¢yHKUMOHab-
Hble OMnyXoNy, KOTOpble MOryT CEKpPeTMpoBaTb FacTPUH,
WHCYNVH, Ba30aKTMBHbIA WHTECTUHaNbHbIA nentug (BUI),
COMATOCTaTVH 1 Ap., Tak 1 HedyHKUMOHUpYiowue [6]. Yum-
TbiBasA, 4To HIO nopxenygouyHOM »enesbl y NalMeHTOB
¢ M3H-1 xapaktepusyioTca MynbTidOKanbHbIM NOPaXKeHU-
em, HTeprpeTaumsa GUOXMMUYECKUX 1 BU3YanN3NPYIOLLKX
NCCNefoBaHnA, a TakKe UX Koppenauua C npegnosnarae-
MbIM AMarHO30M 3aTpyAHeHa [6, 11]. TakTuka neueHns H30
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KINUHUYECKII CINYYAN

OKOJIOLNTOBUAHDIX Kene3
(90%)

Kenygounbie H30 (10%)

Onyxonu HaaNoO4Ye4YHUKOB
+ onyxonu Kopbl (20-40%)
« ¢deoxpomouuTombl (<1%)

lMpoune onyxonn

« nnombl (30%)

+ aHrnodubpomsl (85%)
« KonnareHombl (70%)
« MEeHUHrombl (80%)

Onyxonun =

ApeHombl runodpusa
(30-40%)

+ MPONaKTUHOMbI (20%)

+ comartoTponuHombl (10%)

+ KOPTUKOTPOMUHOMbI (<5%)
+ TOPMOHaNbHO-HEAKTUBHbIE
ageHombl (<5-20%)

BpoHxo-nerouHbie H30 (2%)
H30 Tumyca (2%)

JHTeponaHKpeaTnyeckue

H30 (30-70%)

+ ractpmHombl (40%)

* VHCYNUHOMbI (10%)

+ HedyHKUUOHMpYOLWme
onyxonu (20-55%)

* [NOKaroHombl (<1%)

[ « BUMombl (<1%)

PucyHok 2. ®enotun M3H-1 [1].
AsmopcKuli pucyHOK 8bInosIHeH ¢ nomowjbto biorender.com.

nom<enyao4yHOW »kenesbl y nauneHToB ¢ cuHgpomom M3H-1
3aBUCUT OT pasmMepa, GYHKUMOHANbHOW aKTUBHOCTU U CTe-
neHun guddepeHuyuposkm onyxonu. Metogom Beibopa npu
neyeHmmn HedyHkumoHmpytowmx H30 y naumeHTos ¢ M3H-1
ABNAETCA TOTajlbHAA MaHKPEeaTIKTOMUA BBMAY BbICOKOro
pvcKa peumanBa U MeTacTasnpOoBaHWA, XOTA 3TOT BOMPOC
TaKXe ABNAETCA NPEeAMETOM AUCKYCCUMIA B Hay4yHOM COO6-
wectse [12]. OgHaKo NOAXof K XUPYPruyeckoMy JieUeHUio
[OJIKeH ObITb NePCOHANM3NPOBAHHBIM, YUMTbIBAIOLLMM MHO-
MEeCTBEHHOCTb MOPAXXEHWI M PUCK Pa3BUTKA MocCseonepa-
LIMOHHBIX OCJTOXKHEHUI, TaKMX KaK CaxapHblli Anabet Bcnes-
CTBME NaHKpeaTakTommu [13, 14].

B npeacTaBneHHOM KNMHNYECKOM HabnoaeHNN NaumneHT-
Ke npoBefeHa ToTanbHaA AyoAeHOMNaHKPeaTIKTOMKA MNo Mno-
BOZY OMyXOJsieBblX 0OPa30BaHMI B FONIOBKE, TeNle 1 XBOCTE
nogxenyaouHou xenesbl. [locneonepauynoHHO Y NaLMeHTKN
pa3Bunca abcontoTHbIN fedbuLnT MHCYNIMHA, NOTPeboBaBLIMNA
VHTEHCUPULIMPOBAHHON MHCYNIMHOTEPaNu C NOC/IEAYIOLLM
NCMOJIb30BaHMEM VIHCYSIMHOBOW nomnbl. Takon nogxop obe-
cneynBaeT 6onee CTabubHbIN KOHTPOSb MMKEMUM 1 CHUXKA-
€T PUCK Pa3BUTUA OCTPbIX U XPOHUYECKUX OCNIOXKHEeHWU C/I.

CornacHO nuUTEpaTypHbIM [aHHbIM, HapyLeHusa yrne-
BOAHOro OOMeHa, 00YCNoBJieHHble 3aboneBaHUAMU UK
XUPYPruyeckumMn BMeLLaTeslbCTBaMM Ha MOAKeNnyaouYHOMN
Xenese, nHorga obosHavatoTtca Kak C[1 3¢ Tuna. JaHHbIN
TepMUH BrepBble 6bin npeanoxeH B 2012 r. pabouent rpyn-
non PancreasFest, 06beanHMBLLIEN CNELMANCTOB pPa3iny-
HbIX Npodunern, 3aHMMAIOWNXCA W3YYeHWEeM MNaTosioru
nomenynouHowm »kenesbl [15],a B 2014 . BK/IIOUEH B KNlaccu-
durKaunio AMeprKaHCKOWN anabeTonornyeckon accoumaumnm
(ADA) Kak T!n caxapHoro anabeTa, BbI3BaHHOIO MOPaXKeH-
€M JK30KPUHHOW YaCTu MNOAXKeNnyaoYvHoOM xene3bl [16]. Bno-
cneacteun, B 2016 ., ero NprsHaHue ObIIO NOATBEPXKAEHO
KoHcopumymMoM MO U3YyYEeHMIO XPOHUYECKOrO MaHKpeaTu-

Ta, AmabeTa n paka nogkenynouHon xenesbl (CPDPC) [17].
B 1O e BpemAa B Poccun OTCYyTCTBYIOT KpUTEpUn [MarHo-
ctukm CJ] 3¢ TMna B KNMHUYECKMX pekomeHgauunax Poccunin-
CKOW accoumaumm 3SHAOKPUHOMOIOB, UYTO, BEPOATHO, CBSA-
3aHO C OTCYTCTBMEM [OCTATOYHbIX 3MNUAEMMONOTNYECKUX
HJaHHbIX [18]. B HacTosAwee Bpems AaHHOe 3aboneBaHue
yrnoMuHaeTcss B pybpuke «[lpyrme cneunduryeckme Tumbl
caxapHoro guabeta» B Anroputmax crneunanns3vpoBaHHON
MeaNLUMHCKOW NMOMOLLM 60JIbHBIM CaxapHbIM gnabeTom [19].

ApeHombl runodusa BcTpevatotca y 15-50% nauyuen-
ToB ¢ MOH-1 No AaHHbIM pa3nnyHbIX HabmoaeHun [20-24],
MaHudecTpys, Kak npasuio, B 6onee nosgHem Bo3pacTte
(38,0+15,3 roga) no cpasHeHuto ¢ [MITT n H3O nogxxenygou-
HoW »enes3bl [21]. PaHHWe nccnegoBaHna coobLanm o BbiCo-
KOW pacnpocCTpaHeHHOCTN MaKpoadeHom runodusa (bonee
80%) B maHHOW KoropTe naumeHToB [20, 21], oaHako 6onee
no3gHve cepyn HabnLEeHWI YKa3blBAOT Ha YacToe BbisiB/e-
HUEe MUKPOAAEHOM, UTO, BEPOATHO, CBA3aHO C BHEAPEHNEM
6onee UyBCTBUTENIbHbIX METOAOB BM3yanusauuu [25, 26].
Kpome Toro, Takme onyxonu xapaktepu3sytotcs 6osnee arpec-
CUBHbIM TEUEHWNEM: OHV HEPELKO AEMOHCTPUPYIOT UHGWIIb-
TPATMBHbIV POCT, CKNOHHOCTb K peLanBMPOBaHNIO N MEHb-
LWyl0 YYBCTBUTENbHOCTb K MeAMKaMEHTO3HOW Tepanuu [6],
B CBA3U C UeMm uvalle TpebyeTca nprMeHeHre KOMOUHMPO-
BAaHHOMO MO/X0/Aa, BK/IIOUYAKLLIEro TaKXe afeHOM3KTOMUIO
1 Ny4eBylo Tepanuio.

Cpeon nofatnnoB onyxonen runodusa y nauueHToB
¢ M3H-1 Haumbonee pacnpoCTpaHEeHHbIMU ABMAITCA MPO-
nakTMHoMmbl (40-75%); BCTpeYatoTCa Tak»ke COMaTOTPOMMNHO-
Mbl (5-15%), KOPTUKOTPOMMHOMBbI (3-7%), rOPMOHasIbHO-He-
aKkTMBHble onyxonu (15-40%) n ageHOMbl CO CMeLlaHHOM
cekpeumen (MaMMOCOMATOTPONMHbIE I MAMMOKOPTMKOTPONM-
Hble) [20, 25-27]. B npeacTaBneHHOM KJIMHUYECKOM Habnio-
LEeHnM y naumneHTkm H. B Bo3pacte 28 neT 6bina BbifABEHA
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MUKpoOaieHoMa rnnodusa pasmepom 2x5 MM C YMEPEHHO
MOBbILIEHHbIM MEePCUCTUPYIOWM YPOBHEM MPONAKTMHA,
YTO COOTBETCTBYET SHAOCEIAPHON MUKPOMPONAaKTUHOME.

ApeHombl KOpbl HAANOYEYHUKOB, Yallle NpoTeKawLyme
6eccMMnTOMHO, BCTpeyatoTca B 20-55% cnyyaeB y nauueH-
ToB ¢ M2H-1 [6, 28]. TaKTMKa AMArHOCTUKN U NeYEHUA rop-
MOHaNbHO-aKTNBHbIX aA€HOM HaiMOYEUYHNKOB Y MNaLNEHTOB
¢ M2H-1 He oTnnyaeTcs oT obwenpuHATon [6]. B npeacTtas-
NEHHOM KITMHUYECKOM HabNoAeHN rOPMOHANbHO-HeakK-
TUBHasA WHLUMAEHTasloMa MpPaBOro HaanoyeyHuka O6Ha-
py»eHa B CBA3N C guarHoctukom HIO nopxenygouHom
Xenesbl, MOpdONorMyeckn BepuPULUpPOBaAHa CBETIOKIIE-
TOYHasA afjeHoMa.

Y naumeHToB ¢ MOH-1 MOryT TakXe BCTpeyaTbCA aHro-
¢$bu1bpPOMbI, KonareHOMbI, IMNOMbI U Apyrure onyxonu. Yaue
BCEr0 3T HaxXOAKM MOTYT ObITb ClyYalHbIMK, OHAKO Tpe-
Oyt0T HabnageHUs 13-3a NOTEHLUMANbHOTO PUCKA MASIUTHU-
3auunn.

MnaHupoBaHue 6epemeHHOCT Yy NauneHToB ¢ MOH-1

N BO3MOXHble OC/I0KHeHnA

HactynneHue 6epemeHHOCTM Yy nauneHToB ¢ M3H-1
BO3MOXHO B YCJIOBUAX KOMMeHcauuy 3aboneBaHus v Tuia-
TEeNbHOW MperpaBugapHON MNOAroTOBKU. YuuTbiBaA ayTo-
COMHO-JJOMUHAHTHbI TUM HacnepgoBaHus M3H-1, ogHum
U3 KIOYEBbLIX aCMeKTOB reHeTUYECKOro KOHCYNbTUPOBaHMA
nap aBnseTcA MHOOPMMPOBAHNE O BO3MOXHOCTW NpPOBe-
nenunst KO ¢ M smbpuroHos [29, 30]. Tak, B KNIMHNYECKOM
HabniogeHuun Martin J.R. n coaBTopoB y naumeHTkn ¢ M3H-1
TOJIbKO Y OAHOrO 13 NATY SMOPUOHOB He 6blNo O6Hapyxe-
HO myTaumu B reHe MENT; naHHbIi SMOPUOH 6bIn 0TOOpaH
ONA NepeHoca, UTO 3aBepLUNIOCh POXKAEHNEM KIIMHUYECKN
3gopoBoro pebexka [31]. MNpu ecTecTBEHHOM HaCcTynyIeHUN
6epeMeHHOCTM Mapam MOryT ObiTb MpPenoMXeHbl HEeMHBA-
3MBHbIE 1 UHBA3MBHbIE MpPeHaTaibHble MeToAbl ANArHOCTU-
KM C uenbio gnarHoctnkn M3H-1y nnopa [32].

KonuuectBo AaHHbIX O BefileHUM 6epeMeHHOCT y nauu-
eHTOK ¢ M3H-1 B nuTepaType orpaHnyeHo. KonnekTrsbl aB-
TOPOB NPeACTaBIEHHbIX HEMHOMOYMCAEHHbIX KNUHUYECKNX
HabniogeHUN, BbIpaXatoT eAUHOE MHEHME O TOM, UTO aHanm3
OCNOXHEHMUIN 6epeMeHHOCTU Y nauueHTok ¢ M3H-1 moxeT
OCHOBbIBATbCA HAa COOTBETCTBYIOLUX AaHHbIX O Copajnye-
CKnx GopMax SHAOKPUHHBIX 3abonesaHun (MITIT, nponakTu-
Homa, HOO nogxxenynouHon »kenesbl 1 1.4.) [7, 33, 34].

Mpwn MIMT, nopaxatowem 90% nayneHToB ¢ MIH-1,
6epeMeHHOCTb acCOLUMPOBaHa C MOBbILEHHBIM PUCKOM
BbIK/ADILLA, 3afep)KKaMu BHYTPUYTPOOHOro pas3BuTMS,
npesKnamncunen, a TakxKe pasBnTMem TPAH3UTOPHOW HEOHa-
TaJIbHOWM rMnoKanbLuueMun (B 0COOGEHHOCTU NPU BblPaXKeH-
HOM runepkanbuvemun). MaTeprHcKasa runepkanbunemmsa
TaKXXe MOXET BbI3BaTb NMogaBneHne paboTbl NapaTnpeons-
HOro rOpMOHa nJyioga BO Bpemsi OepemMeHHOCTH, UTO Mpu-
BOAUT K HapyweHuto pa3suTtuna OLLPK. Bnocnepgctemm HoBo-
POXOEHHBIN NoABEPXKEH 6oNiee BbICOKOMY PUCKY Pa3BUTUA
CTONKOW rMnoKanbumeMmn n Cygopor r3-3a XPOHUYECKOro
runonapatupeosa [35, 36]. Mpu Hanuuun BbipaXKeHHOWN
MaTepPVHCKOM  runepkanbunemmn (ypoBeHb  KanbuuA
>2,75 MMOIb/N) XMpypruyeckoe neyeHne nokasaHo BO BTO-
pom TpumecTpe bepemeHHOCTM [33].

Bo Bpemsa 6epeMeHHOCTU NOTPEOHOCTb OpraH13mMa B 1H-
CyNviHe BO3pacTaeT M3-3a Pa3BuTuA GU3MONOrMYECKON UH-
CYNMIHOPE3UCTEHTHOCTK, B CBA3M C YEM BefeHue bepemer-

HbIX NauueHToK ¢ C[l BCneacTBre NaHKPEATIKTOMUN MOXKET
npencTaBnaTb ocobble TpyaHOCTU. Heo6x0AMM NOCTOSHHBIN
OVMHaMUYECKMIN KOHTPOJb NMOKa3aTeniel KoMneHcaumm yrne-
BOAHOIro OOMeHa, UCMOoJSIb30BaHNE CUCTEM HEMPEPbIBHOMO
MOHUTOPWHIA TIOKO3bl C LeNIblo NpefoTBpaLleHus nocnea-
CTBUI MIIOKO30TOKCUYHOTO BO3AENCTBUSA, MPOSABAIOLLErocs
MaKpOCOMMEN Mnofa, PUCKOM Pa3BUTUA MPEXAEBPEMEH-
HbIX POJOB, a TaKXe MPE3KNAMNCUN N JPYTUX OCTTOKHEHUI
y maTepu [4].

HemeHbluylo KIVHUYECKY 3HAUMMOCTb Y MALMEHTOB
¢ M3H-1 npu 6epeMeHHOCTU UMelOT onyxonu runodusa,
B 0COHBEHHOCTM NMPONAaKTUHOMbI 1 COMATOTPOMMHOMBI. [log
[elcTBMEM SCTPOreHOB BO BpemMs GepeMeHHOCTV BO3MO-
eH POCT PasmMepoB OMyXONU C PasBUTMEM KOMMPeCcuu
3puUTeNbHbIX HEPBOB 1 MOSABMIEHWIO TONOBHbIX 6oner. Mpu
NMOATBEPXKAEHUN TOPMOHANIbHOW AKTUBHOCTM MPOMaKTU-
HOMbl PEKOMEHAYETCA Ha3HauyeHuWe Tepanuu aroHUCTamu
fodamuHoBbIx D2-peLenTopoB 0 HacTyrnieHnsa 6epemeH-
HOCTV AN1A AOCTUKEHUs pemuccum. B nepriog rectaumn npu
OTCYTCTBMU CYMMTOMOB OMYXOJIEBOIO POCTa Tepanus npe-
KpallaeTcsa, OfjHako HeobXoAMMO perynsapHoe guHamuye-
CKOe HabnogeHne C oueHKow nonei 3peHns [34].

Bo Bcex npuBefeHHbIX NCCIeJOBAHNAX NOAYEPKUBAETCA
3HAUMMOCTb NMPErpaBUAAPHON NOArOTOBKY, AUHAMUYECKO-
rO KOHTPONA FOPMOHAJIbHBIX UCCNEAOBAHMA U AKTUBHOMO
MYNBTUAVCUMMAIMHAPHOIO HabniofeHNs 3a nauueHTKamu
¢ cuHapomom M3H-1 Ha Bcex 3Tanax 6epemMeHHOCTH.

3AKNIOYEHUE

MNpeacTaBneHHbIN KNMHUYECKWIA ClTyYail UAMCTpupyeT
TPYOHOCTU AMArHOCTUKM MEPBMYHOrO ouara rvnepcekpe-
uvn MTT y NaumneHTOB C ayTOTPaHCMIAHTUPOBaHHbIMUK dpar-
MeHTamn OUK 1 CNOXHOCTU JOCTMXKEHUA ONTUMAsbHbIX
rokKasaTesie rMKeMnm npy abconoTHON MHCYNTMHOBOW He-
JOCTaTOYHOCTM BCNeACTBUE TOTASIbHOM NaHKPeaTIKTOMUN.

MexgucumnnanHapHbIi NOAXOA, CBOEBPEMEHHAA OLEH-
Ka rOpMOHAJIbHOrO, METaboNMYECKOro U PenpoayKTUBHOMO
CTaTyca, a TakKe NPUMEHeHNe COBPEMEHHbIX AUarHoCTnye-
CKMX NOAXOA0B MO3BONAT CYLIECTBEHHO YNyULLIUTb NOKasa-
TENU NPOHAOMKUTENIbHOCTM M KayecTBa XM3HM NaLMeHTOB
C cuHppomom MBH-1 ¢ gocTmKeHnemM JONTOCPOYHON pe-
MMCCUN U MUHUMM3ALMEN PUCKOB MOBTOPHbIX ONEPaTUBHbIX
BMeLIATENbCTB.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢uHaHcpoBaHuA. PaboTa BbiNOSHEHA MO MHMLMATHBE
aBTOpPOB 6e3 nprBneyYeHrs GUHAHCUPOBaHN.

KoH}nuKT nHTepecoB. ABTOpPbI AEKNapupYOT OTCYTCTBUE ABHbIX
1 MOTeHUManbHbIX KOHGIVKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacToALWEN CTaTbM.

YyacTune aBTOpOB. ABTOPbI OCYLLECTBNANV BeA€HWNE NaLMeHTa B CTalmo-
HapHbIX 1 aMOyNaTOPHbIX YCIIOBUAX, MPOBOAUIN MOUCK NITEPATYPbl MO TEME,
y4acTBOBa/IM B HanvcaHWM IUTEPaTypHOro 063opa M onucaHun KnvHUYe-
cKkoro cnyyas. Bce aBTopbl 0fgo6punn duHabHyl0 Bepcuio CTaTbil nepea
ny6nukauven, BbIpas3uin cornacue HeCTU OTBETCTBEHHOCTb 3a BCe acneKTbl
paboTbl, NoApPasyMeBaloLLY0 HajJiexalliee 13yyeHre 1 peLleHne BOnpocos,
CBA3aHHbIX C TOYHOCTbIO NN JOOPOCOBECTHOCTbIO NIIOOOM YacTh PaboThl.

Cornacue naumeHTa. MNauymeHT JO6POBO/BHO NoAnMcan UHPOPMUPO-
BaHHOe corylacue Ha nybamKaLuio nepcoHanbHON MegULMHCKON MHpopMa-
Ly B 06e31MueHHon popme.
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