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CVHApOM MHO>KecTBeHHOW 3HAOKPUHHOW
Heornna3uvun 1 Tna c rmneprnapaTyipeo30Mm,
NHCYAMHOMOW NOA>KENYAOYHOUN >Kenesbl
M raCTpyUHOMoOW BOPOT ne4YeHu
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IpencrasieHo penkoe KIMHUYECKOE HAOMIONEHUE CUHAPOMAa MHOXECTBEHHOW SHIOKpUHHON Heorriazuu (MOH)
1 Tuma (cunapom Bepmepa). CuHIpPOM OTIMYAeTCs 3HAYUTETHLHOI BapuabeTbHOCTHIO KIMHUYECKUX MPOSIBICHUH.
O6HapykeHO coueTaHNe IEPBUYHOTO TMIepIIapaTupeo3a, CUHXPOHHBIX HEWPOIHIOKPUHHBIX OITyXOJIEH XBOCTA MOJI-
JKeJTyTOTHOM XeJie3bl 1 BOpoT neueHrn. OmrcaHust aHAIOTUIHBIX HAOJIOIEHWI ¢ HAIMIUEM TacTPUHOMBI B 00J1acTH
BOPOT TeYeH! He HalileHO. BBITToTHeHO Xupyprudeckoe JeueHrne — OMHOMOMEHTHasI CyOTOTaIbHAS TapaTUPEONIIK-
TOMUSI, AUCTATbHASI PE3EKIINs TMOMKETYIOYHON XKele3bl U MCCeYeHNEe TaCTPUHOMBI BOPOT TieUeHM ¢ (hparMeHTOM
BHETICUEHOUHBIX KETUHBIX TIPOTOKOB ¥ MOCIEAyIomMM (hOpMUPOBAaHUEM TelaTUKOeloHOaHacToMo3a. Habmonenue
JNEMOHCTPUPYET BO3MOXHOCTA COBPEMEHHBIX METOIOB AWUATHOCTHKU W XUPYPTUIECKOTO JIEUEHUs] TIPU CUHIPOME

MOBH u Helipo2HIOKPUHHBIX OITyXOJISIX.

KiioueBble c10Ba: okosoujumosuonas dceneza, nooxwceayOouHas dicene3d, NeueHvb, 2UNepnapamupeos, unepKaibyuemus,
uHcyaunoma, eacmpuroma, MOH-1, cundpom Bepmepa, cundpom 3oanuneepa—Ianucoua.

Ccpuika 1t nuruposanns: Mraatiok B.IL, bputsun T.A., [Toapes J1.B., [ypeuu JI.E. CuHIpOM MHOXECTBEHHOM
SHAOKPUHHOM HeoIJla3uu 1 TUIla ¢ rurneprnapaTupeo3oM, MHCYJIMHOMOM MOIKETyI0YHOM XKeJie3bl U TaCTPUHOMOM
BOPOT TNeUeHU. AuHans xupypeuneckoii eenamoaoeuu. 2018; 23 (3): 57—63. DOI: 10.16931/1995-5464.2018357-63.

ABTO[)BI MOATBEPKIAANT OTCYTCTBHE KOHd)J'Il/IKTOB HHTEPECOB.

Multiple endocrine neoplasia type 1 with primary hyperparathyroidism,
pancreatic insulinoma and portal gastrinoma (case report)

Ignatyuk V.G. *, Britvin T.A., Podrez D.V., Gurevich L.E.

Viadimirsky Moscow Regional Research and Clinical Institute; 61/2, Schepkina str., Moscow, 129110,
Russian Federation

It is presented case report of multiple endocrine neoplasia type 1 (Wermer’s syndrome). This syndrome is characterized
by a large variability of clinical manifestations. In our case, there was a combination of primary hyperparathyroidism
and simultaneous neuroendocrine tumors of the pancreatic tail and portal area. We have not found similar cases with
portal gastrinoma in the available literature. Simultaneous subtotal parathyroidectomy, distal pancreatectomy with
excision of portal insulinoma and partially extrahepatic bile ducts followed by hepaticojejunostomy were performed.
This observation demonstrates the modern diagnostic and surgical methods in patients with MEN-1 syndrome and

neuroendocrine tumors.
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CuHAPOM MHOXKECTBEHHOM 3HIOKPUHHOM HEO-
mwrazuu 1 Tuna (MOH-1, cunapom Bepmepa) Hacne-
JIyeTCs1 TI0 ayTOCOMHO-TIOMUHAHTHOMY TUITY, YaCTOTa
ero — nopsiaka 1 Ha 20 000—40 000 nacenenus [1, 2].
B 10% HabmromeHmit MyTaliisi TeHOB BOSHMKAET CIIO-
paguuecku. Kimaccuueckuii cunapom MOH-1 Bxitio-
yaeT MopaxeHue Turnodusa, OKOJIOIIUTOBUIHBIX
xkene3 (OIIXK) ¢ mepBUYHBIM TUIIEPIIAPATUPEO30M
(IITTIT), Heiipo3HIOKPUHHBIE OITYXOJIU MOIXKEIy-
mouHoit kene3nl (I12K) m XKemymouyHO-KHUIIIEYHOTO
TpakTa. KiMHWYECKUI AUarHO3  yCTAaHABIMBAIOT
npu 3abojeBaHUM  ABYX M3 Tpex 0003HaYeHHBIX
SHIOKPUHHBIX OpraHoB. OObIYHO MepBble CUMIITO-
Mbl MOsIBJSIIOTCSL B Bo3pacte 20—30 jieT, olHaKoO OT
Hauyajla 3a00sieBaHUs 10 MOCTAHOBKW OKOHYATeJb-
HOTO JMarHo3a HEpeaKo MPOXOAUT MHOTrO JieT [2].
Cpennunii Bo3pact nposiienust III'TIT mpu MOH-1
cocraBisgeT 20—25 jiet, 4TO 3HAUYUTEIBLHO paHBbIIIE,
yeM B OOLIEH TMOMyJsiliMA MPU OTCYTCTBUM 3TOTO
cunapoma — 40—49 net. OnucaHbl peakue HabJo-
nenus paka OIIZK B coctaBe cunagpoma MOH-1 [3].
Yame Bcero IIITIT gaBnsiercss mepBbIM KIMHUYE-
ckuM mposiBneHneM MBOH-1. B ocHoBe 3aboneBa-
HUS JIEXUT TUMepIia3us, aleHoMa Win pak OJHOMN
wm Beex yetolpex OILZK. Ha coBpemeHHOM 3Tame
peMuccuu 3a00JieBaHUSI MOXKHO TOOUTHCS TOJBKO
HhcceueHueM TPaKTUYECKU BCEi TMapaTUpeouHON
TKaHu [4].

VY nopsnaka 25% nauueHToB ¢ MOH-1 BBIABISIOT
OIyX0JI1 rurnodu3sa, 1 nojaasisioliee 00IbIIMHCTBO
WX TIPOAYLIMPYIOT TMPOJakKTUH (MpoJaKTUHOMA),
B OCTaJIbHbIX HAOJIIOIEHUSIX 3TO TOPMOHAJILHO He-
AKTHUBHbIE OITYyXOJIU.

ITo umeronMMcs B OT€YECTBEHHOM JUTeparype
JaHHBIM, BO3pacT MaHMdecTauuu 3a00JeBaHMS
y mauueHToB ¢ MOH-1 BappupyeT B OY€Hb LIMPO-
KMUX mpeneiax. ¥ MHOTMX Ha MOMEHT ITOCTaHOBKU
JIMarHO3a Y€ MMEIOTCS MHOXECTBEHHbIE Helpo-
SHAOKpUHHbIE omyxoiu [12K u HoBble omyxosnu
BO3HUKAIOT B pa3Hble CPOKU HabmogeHus [5, 6].
OOBIYHO HENMpPO’HIOKpMHHBIE omyxonu I12K mpu
MOBDH-1 gBagioTCS ONMyXOJAIMH HM3KOM CTEIeHU
3nokadyectBeHHOCTH (Grade 1), M OOJBIIMHCTBO
U3 HUX SBJISIIOTCS KIMHUYECKUMU HE(DYHKIMO-
HupyomuMmu. MucynuHombl npu MOH-1 game
ObIBAIOT 3JI0KAUYE€CTBEHHBIMU, YeEM CIOPATUUYECKUE.
MeTtacTa3bl IepBOHaYaJIbHO BO3HUKAIOT B PEruo-
HapHbBIX TUMbOY3Jax, a Ha 60Jiee MO3AHUX CTaaUSIX
3a00J1eBaH1S — B IT€YE€HU. BOJIBIIMHCTBO raCTPUHOM
OTJIMYAIOTCS WHAOJEHTHBIM TeUYeHWEeM, OJHAKO Y
25% manmeHTOB pa3BUBACTCST SKCITAHCUBHBIN POCT
oryxonu [7]. [lo maHHBIM TUTEpPaTyphl, METACTAaTH-
yeckoe TMopaxeHue JUM@Oy3I0B 3710KaYeCTBEHHbI-
MU HEUPOIHAOKPUHHBIMU OMYXOJSIMU TIPU YCIIOBUU
paauKaabHOW Orepaluy He OKa3biBaeT OTPULIATEb-
HOTO BJIMSIHMSI Ha BbDKMBAeMOCTb OTHX TAlIMEHTOB
[8]. IIporHo3 mJIst MALIEHTOB C HEMPOIHIOKPUHHBI-
mu onyxojsimu 12K B cocraBe cunmpoma MOH-1,
Kak 1 MpU CHOPaTUIECKUX OIYXOJIsIX, MPU YCIOBUHU
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pPaIVKaIBHOCTA OIepalliii HaMHOTO JIydIlle, YeM
y TIepeHeCIINX paTuKaIbHYIO OTIEPAITUIO TI0 TTOBOIY
MIPOTOKOBOIM aleHOKAPIIMHOMBI, 1 OH B TIEPBYIO
odepenb 3aBUCHUT OT pa3Mepa M 3JI0KaYeCTBEHHOTO
noreHuuana (Grade) onyxonu [1]. [TpuBoaum Kiu-
HUYecKoe HaOJoIeH1E.

IManuenTka 32 JeT rocnUTaIM3UpPOBaHA B OTIEICHUE
TepaneBTudeckoii sHmoKpuHosoruv ' bY3 MO MOHUKU
M. M.®D. BragumMupckoro ¢ kajobaMKu Ha TOJIOBOKPY-
JKeHMe, TIepUOINIECKYIO CITyTAaHHOCTb CO3HAHMUSI, T30~
IIbI TIOTepU CO3HAHMS, OOIIYI0 CIabOCTh, COHJUBOCTD,
nBoeHue B rraszax. Cyuraer ce6s1 60pHOM ¢ vioHsa 2016 T,
KOT/Ia BIepBbIe BHE3AITHO BO3HMK 3MHU30] CITyTAHHOCTH
CO3HAHUS, TOJOBOKPYXXEHHE, TOIIHOTA, IMOTIUBOCTD.
Bpau ckopoit MeIUIIMHCKOM TTOMOIIM BBISIBWJI TUIIOTJIH-
KeMU10, OblIa BBeeHa TTI0KO3a — OTMETHIIA YIydllleHHe
COCTOSTHUSI, OT TOCTIMTAIM3allMM OTKa3ajaack. Ha mpots-
JKEHWU Tofa YXyAIIeHNe CAMOUYBCTBUS, TEPUOIUISCKH
Tepsila CO3HaHWEe, YYBCTBOBAJa T'OJOBOKPYXKEHME, Clia-
060CTh, TMOTIMBOCTH; TPUCTYIIBI OO 2 pa3 B HeAENIo.
B ampene 2017 . — odepeaHO# PUCTYII, COIIPOBOXKIAB-
IIUIACS TOJIOBOKPYXKEHUEM, CITyTAaHHOCTBIO U TOTepei
CO3HaHUS; TOCTIMTATU3MPOBAaHA B TepareBTUIECKOE OT-
JleJIeHre CTallMoHapa Mo MeCTy XUTeabcTBa. [1poBoammm
JIedeHue TIII0KO0301, aCKOPOMHOBOI KUCIIOTOM, TeKcaMe-
Ta30HOM, MIJipoHaTOM. OOHaApyXeH BBICOKUI YPOBEHb
naparropMoHa — 185,2 nr/mi (IornycTuMbie 3HaAUYEHUST —
15—65 1r/MIT), MIOHM3UPOBAHHOTO KIS — 1,45 MMOJTB/JT
(1,12—1,30), runornukemusi. Bemmonneno Y3M. Oo6nHa-
pyXeHO HOBOOOpa3oBaHME B IIPABO M JIEBOM HIDKHEN
OILIK, mouekaMeHHass 00JI€3Hb: KOHKPEMEHTHI O0eHX
nouek. DIJIC — »>po3uBHBINA OyJIBOUT, XpPOHUYECKUI
ractput. [1pu pearrenorpacuu yeperna, MPT rogosHoro
MO3ra, peHTreHorpaduu IPyTHON KIETKU IMaToJIOTHYe-
CKUX U3MEHEHU He BBISIBIeHO. JIyTIeKCHOe CKaHUPpOBa-
HME BHEUYEPEITHBIX OTIEIOB OpaxuoliealbHbIX apTepuii:
aCUMMeTPUS IMHEHOM CKOPOCTH KPOBOTOKA TIO TIO3BO-
HOYHBIM apTepusiM. [lepeBesieHa B OTIeIEHUE XUPYPIH-
YECKOW 2HIOKPUHOJOTUHN JISI ONEePaTUBHOTO JICYCHUS.
IMpu ToCTyIUIEHMM COCTOSTHME CpemaHell TsokecTu. TeM-
neparypa Tena 36,7 °C, poct 170 cMm, macca Tena 54 Kr,
HUMT 18,69 kr/m?, Y 16 B MUHYTY, TIYJIbC 72 B MUHYTY,
Al 110 u 70 mm pt.cT. [Ipy nccaeqoBaHUM IO CUCTEMaM
OpraHOB ITaTOJIOTMYECKUX OTKJIOHEHUM He BBISIBICHO.
IMpn wWccaenoBaHWM MOJIOYHBIX Kejle3 M B MECTHOM
cTaTtyce — TakKe 0e3 MaToJoTHIecKUX n3MeHeHuit. bruo-
XUMWYECKU aHalIW3 KPOBU: TJIIOKO3a 3,2 MMOJb/I,
obumii Kanpuuii 2,88 mmonb/a (2,12—2,6), docdop
0,73 mmonb/a (0,87—1,45). B buoxumMuyeckoM aHaIn3e
MOYM Kaibluii 6,0 MMoOJIb/ (HomycTUMO 10 3,8), Kallb-
it B cyrouyHoit moue 12,60 mmonb/cyt (2,5—8,0).
YpoBens maparropmona 233 nir/mi (11-62). TTT, ¢B.T,,
MPOJIAaKTUH, WHCYJIWH, XPOMOTPaHWH A, KaJbLIUTOHWH
B Mpeneiax HOpMbI. B oblieM aHamm3e KpoBU, MOUHU
M KoaryJorpamMmMme U3MeHeHMi He ooHapykeHo. [TpoBeneHa
KT nHa mynasrucnupanbHoM ToMmorpade (256 cpes3oB)
C BHYTPUBEHHBIM OOJIIOCHBIM BBEJICHUEM KOHTPACTHOTO
npenapara (yasrpaBuct 370—390 wmu). LlutoBumHas
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Puc. 1. KommbiotepHsle ToMorpaMmbl. LIluToBMmIHAS XKele3a M OKOJOUIUTOBUIHBIC KeJie3bl, PPOHTATbHAS PEKOHCTPYKIIHS:
a — HaTtuBHas (pasza; 6 — apTepuanbHas (asa; B — BeHo3Has (a3a. TkaHb IIUTOBUIHONM Keje3bl YKa3daHa YePHbIMU CTPEJIKaMU,

OKOJIOIIMTOBUIHBIE XeJIe3bl — OeJIbIMU CTpEJIKaMuU.

Fig. 1. CT-scan. Thyroid and parathyroid glands, frontal plane. a — native phase; b — arterial phase; ¢ — venous phase. Thyroid

tissue (black arrows), parathyroid glands (white arrows).

JKeje3a B pa3Mepax He yBeJudeHa, TOMOT€HHOM TUIOTHO-
ctH, 6e3 00beMHBIX 00pa3oBaHUil. Bmoab 3agHeHIKHETO
KOHTYpa TIPaBOii TOJIM HIUTOBUIHOM KeJIe3bl ITOTIOJHM-
TeJIbHOE M30JIMPOBAaHHOE 00pa30BaHUe HETTPaBUIIbLHO BbI-
TsaHyTOI (hopMbl, 15,0 X 22,0 MM, IJIOTHOCTH KOTOPOTO
yBeanuuBaeTcs 10 164 en.H CMHXPOHHO ¢ TKAHBIO IIIUTO-
BUIHOW >KeJie3bl, MPEMMYIIeCTBEHHO B apTepUabHYIO
(basy ckaHupoBaHUs, B BEHO3HYIO — 00Jiee HU3KOM TIOT-
HOCTH OTHOCHUTETHHO MapeHXUMbI IIIUTOBUIHOM JKeJIe3bl.
AHaJOTMYHOE HOBOOOpa30BaHMWE BIOJb 3aTHEHMKHETO
KOHTYpa JIEBOI TOJIM LIUTOBUIHOM Keie3bl 13,6 X 6,4 MM.
B ocranbHOM Ha I1Iee JOTIOJTHUTEIBHBIX HOBOOOpa3oBa-
HUil HeT (puc. 1). YBeIm4eHHBIX TUMMaTUIECKNX Y3JI0B
Ha 111ee 1 B cpefocTeHrur HeT. COoCyibl IIeu KOHTPaCcTUpy-
oTcsa romoreHHo. Bemomxena KT OpromrHoil monoctu
¥ 3a0pIoIIMHHON KieTyaTku. [ledeHb B pa3Mepax He yBe-
JIM4eHa, HEOTHOPOIHOM CTPYKTYPHI 32 CUET HOBOOOPa30-
BaHMS Ha TpaHuie S7—S8, okpyrioit popMbl, pa3MepaMu
5,7 X 5,7 MM, TOHM>KEHHOH TUIOTHOCTHU, HE MEHSIIOIIETOCS
MPY KOHTPACTHOM ycUJIeHUU. [Ipyrux HOBOOOpa3oBaHUI
B MeYeHU He BBISIBJICHO, BHYTPU- U BHETIEYEHOYHBIE TTIPO-
TOKM He paciimpeHbl. ZKeTqHbI y3bIph HEOOIBINX Pa3-
MepoB, 0e3 pPEeHTTeHOKOHTPACTHBIX KOHKPEMEHTOB.
IlomxenynouHast Xeme3a — XBOCT ‘“‘pacruiactan”, 0e3
YeTKUX KOHTYpoB. Ha ypoBHe XBocTa OIpenessieTcsl 10-
MOJTHUTENIbHOE 00beMHOe OOpa3oBaHMWE HENpPaBUIbLHOMN
OKpYIII0#i (opMmbl, 33 X 32 X 46 MM, HETOMOTEHHO HaKarl-
JIMBarolllee KOHTPACTHBIN Tpernapat (¢ 30HON TTOHWXEeH-
HOIM TUIOTHOCTH) B apTepHalibHyl0 (hady CKaHMPOBaHMSI.
O6pa3oBaHUe TMPWJIEKNUT K XBOCTY IOIKETYTOUYHOMN
Kene3bl (BEpPOSATHO, MCXOIUT M3 HEro), JiaTepaibHbIM
KOHTYPOM TPaHUYUT C MeTUATbHON TTOBEPXHOCTBIO CceJie-
3¢HKU, BEPXHUM — C KETYIKOM, MEIUATBHBIM — C TIETJISI-
MM KMIIKW. Takke Ha ypoBHE XBOCTA IMOIKEITyIOIHOMN
JKeJe3bl OTpenessieTcsl TOTIOJHUTEbHOe 00pa3oBaHue

OKPYTJI0#1 (hOPMBI, TOHMKEHHOM TUIOTHOCTH TIPU HATHB-
HOM ckaHupoBaHUM. OuepTaHusl 0Opa30BaHUs POBHBIE,
yeTkue, 8,2 X 11,9 MM, He MEHSIIOTCSI TPU KOHTPACTHOM
yeuneHun. Kpowme toro, erie ogHo TOTOJTHUTEIbHOE HO-
BoOOpa3oBaHMe, aKTUBHO HEOMTHOPOIHO (TaKXkKe C 30HOM
TMIOHKEHHOM TUTOTHOCTM) HaKaIlJIMBalolllee KOHTPACT-
HBI TIperapat, BBISIBJIEHO B BOpOTax MeueHW (BAOTb
BEpXHEro KOHTYpa BOPOTHOI BEHBI), OKPYIIOil (HOPMBI,
pasMepamu 24 x 25 mMm. OctanbHbie oTnelbl [12K 3ameTHO
He u3MeHeHH! (puc. 2, 3). BUpcyHros mpoTok He paciim-
pen. CenezeHka, obe MOYKM M oba HaAMOYEYHUKA —
0e3 o0BeMHBIX OOpa3zoBaHuii. Ha oTcpoueHHBIX (hazax
CKaHUPOBAHUS B MapeHXUMe 00eUX IMOYeK OINPEneIsioT-
Cs yJaCTKM TTOBBIIIEHHOW TUIOTHOCTU (KOHTPACTHBIN
npenapar). BuISIBJIeHBI JTOMOJHUTEIbHBIC TOJbKU Celie-
3eHKU 10 6 1 10 MM, onHa 13 HUX — BOM3u xBocTta [12K.
B mpoekiyu BepXHUX TPYNIT YalledyeK JIeBOM MOYKU
KoHKpeMeHT 4 X 4 MM, miotHocThio 400 em.H, Taxke
B 00eMX IMOYKax B IMPOCKIMHU HWKHUX TPYIIT Yalredek
OTIPEIEIIAIOTCSI MUKPOJIMTHI. 3aKITIOUeHME: M30JMPOBaH-
HBIE CTPYKTYPBI BIOJIb 3aTHEHKHUX OTHEIOB IIIUTOBUI-
HOM XeJe3bl ¢ 00eMX CTOPOH — BEPOSITHO aJIeHOMBI
OIL2K. [IBa o0bemMHBIX oOpa3zoBaHmsl B xBocre I[12K:
OIIHO — COJIMTHOE, BTOpoe — KUCTOBUaHOe. M3ommpo-
BaHHOE 0Opa3oBaHMe B BOPOTax reueHn. MHOXKeCTBeHHAsT
JIOKaM3aiusl HeiipOSHIOKPUHHBIX oryxoseit? KoHkpe-
MEHTBl 00eux ToYeK. [Ipu3HaKu THeTOPeHATbHOTO
pedmokca ¢ ooeux cropoH. Kucra nmeuenu. [locie mipen-
OTIEPAIIMOHHON TTOATOTOBKHU, Kypca TacTPOIPOTEKTOP-
HOM ¥ Ie3NHTOKCUKALIMOHHOM Tepanuu (pactBop PuHrepa,
pacTBOp INIIOKO3HI, HeKcuyM, acrapkaM) 10.08.2017 marm-
eHTKa onpupoBaHa. Pa3pe3 Ha miee mo Koxepy. I1pu pe-
BU3WM IMWTOBUIHAS Xeje3a He yBeJIMveHa, MATKOdJIa-
ctnaeckoit kKoHcucteHuu. Crpasa nox Karcynoit 2K
B HWDKHEH TpeTW — TUIIEepIUTa3upOBaHHAsT MpaBasi HUK-
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Puc. 2. Kommnsioteprast tomorpamMma. MucynmmHoma xBocta [12K: a — natuBHas dasza; 6 — aprepuanbHas (aza; B — BeHO3Has

¢aza. MHcynnHOMa yKa3zaHa 0esloii CTpesKOIt.

Fig. 2. CT-scan. Insulinoma of pancreatic tail: a — native phase; b — arterial phase; c — venous phase. Insulinoma is visualized

(white arrow).

Puc. 3. KommnbiotepHas Tomorpamma. HoBooOpa3oBaHue BOPOT MeYeHU — racTPMHOMA OOILETO XEeJIYHOro MpOoToKa: a —
HaTuBHas (asza; 6 — aprepuanbHas das3a; B — BeHOo3Has (aza. OImyxoJib yKazaHa 6ejIoii CTPeKOIt.

Fig. 3. CT-scan. Portal neoplasm — gastrinoma of the common bile duct: a — native phase; b — arterial phase; ¢ — venous phase.

The tumor is indicated by a white arrow.

Hasg OLIK 1,5 x 2 x 1,4 cm, mpaBas Bepxuszst OLLIK
1x0,8 x 1 cm, neasg Hukusss OLLK 1,5 x 1,2 x 1,0 cM,
neBas BepxHsist OLLK 1 x 0,7 x 1 cM. BeimmonHeHo ynaie-
HUE TpaBOM HMXXHEN, JIEBOM HMXKHEW, JIEBOW BEepXHE
¥ noyioBuHHI mpaBoii BepxHeit OILIZK. [emocTtas. B moxe
YCTaHOBJICH APEHaX C aKTUBHOI acIIpalreil. YIIBaHue
pansbl. [lomHas cpenunHas namaporomus. [Ipu peBusum
B 00J1aCTH BOPOT MeYeHN OOHAPYKEHO 00beMHOe 00pa30-
BaHMe 10 3,5 CM, IJIOTHOM KOHCHCTEHIIUM, OKPYIJION
dopmel. Ilocime pacceyeHUST XKeTyOIOUYHO-000MOUHOMN
CBSI3KM B OOJIACTU XBOCTa TMOJXKEIYIOUYHOU Keyie3bl To
HIDKHEMY KOHTYpY OOHapy:XeHO BTOpO€ OO0BEeMHOE
oOpa3oBaHUe 10 5 CM IJIOTHOM KOHCUCTEHILIMU, OKPYIJION
¢dopmbl. BemmonHeHno nHTpaonepaunonHoe Y3 — momon-
HUTEJIBHBIX OITyXoJyiell He HaimeHo. OcyllecTBIeHa Ouc-
TaJbHAsl PE3eKIIMsl TOJKETYTIOUHON Keje3bl C coXpaHe-
HUeM cese3eHKu. PacceueHue mopraibHOW TJIACTUHBI,
peBU3Us TIeUYeHOYHO-BEHAAATUIIEPCTHON CBSI3KU.
BoisiBieHa ejuHasi TUTIEPTEH3USI, OOIIMIA KETYHBIN
npotok (OXKII) mo 10—11 MM, CTEHKHU €ro yTOJILIEHHI.
Omnyxonp wucxomuT 3 OXII u sgBnsieTcss ogHOI U3 ero
CTEHOK. BbIMOHEHA XOJIELIMCTIKTOMUS U HCCEYEHUE
OIYXOJIY eAUMHBIM OJIOKOM C (DparMeHTOM BepXHEU TpeTu
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00IIero MeYeHOUYHOIO0 M OOIIEero >KeTYHOTO IIPOTOKa.
Hucranpabiii otaen OXKII ymmrt. BoinenaeHa meTiis TOH-
KOU KUILIKY IINHOM 10 80 cM, BBIIIOJTHEHA IeIaTUKOLSIO-
HOCTOMMSI Ha BBIKJIIOUEHHOM 110 Py TeTsie Toimeit KUKk,
aHACTOMO3 MPELUMU3MOHHBIN, Y3J0BOMU, KMCHOJb30BAIN
npoJjieH 4-0. BproiiHas mosocTh ocylleHa, TIIaTeIbHbIN
reMocTas, ApeHMpPOBaHUE OPIOIIHON ITOJIOCTH, ITOCIIOM-
HOe yIIMBaHMWe paHbl. TakuMm oOpa3oMm, BBEITIOJIHEHA Cy0-
TOTaJIbHAsI TTAPATUPEOUAIKTOMMUSI, pedekiiunst xBocta [12K
C OIYXOJIbIO, NUCCEUEHUE OIMYXOJI1 BOPOT MEYEHU C OOIIUM
MEYeHOYHbIM M OOIIMM 3KETYHBIM IMPOTOKOM, XOJie-
LIMCTIKTOMMUSI, TEMAaTUKOCIOHOCTOMMSI Ha TIeT/Ie TOHKOM
KUIIKKU, OTKIouYeHHoW mo Py. [locieonepannoHHbIi
repuoj poTekas Tsaxesno. OTMeueHbl IPU3HAKU TTOCTe-
OMepaloOHHOTO TAHKpeaTUTa U YaCTUYHOW HECOCTOs -
TEJIbHOCTU TenaTukKoeloHoaHacToMo3a (MOATeKaHUe
JKeJTYU 10 CTPAxOBOYHOMY JpeHaxy 10 200 M1 B CyTKM),
BBIPAXKEHHOW TUTIOKATbIIUEMUN, TUTTOKAIUEMUU, IKCCY-
JMATUBHOTO TuieBpuTa. Ha 6-¢ cyTku mosiBuiach cBOOOI-
Hasl XUAKOCTb B OPIOIIHOW MOJIOCTHU, TePUTOHEAbHbIC
CUMIITOMBI, YTO PACIEHEHO KaK OCTpbIi Iocjeonepa-
LIMOHHBIN TIAHKpeaTuT, (hepMEHTATUBHBIA TEPUTOHMUT.
16.08.2017 BbITIOJIHEHA JIAITAPOCKOIHUS, CaHALMS W JO-
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Puc. 4. Muxpodoto. Pe3ynbTaThl THCTOJIOTMYECKOTO UCCIeIOBaHUS: a — MU dy3Hass HOmyJIIpHast TUTIePIUIa3usl OKOJIOLINUTO-
BUJIHBIX XKeJIe3 3a CYET TTIaBHBIX TEMHBIX, CBETJIBIX M 303MHOMDWIBHBIX KJIIETOK; OKpacka reMaTOKCUJIMHOM 1 903UHOM, YB. X250);
0 — MHCYJIMHOMA COJIMJIHOTO CTPOeHUsI; YB. X250; B — racTpMHOMa U3 Y3KUX TPaOeKyJi, pacroIoKeHHbIX B (hMOPO3HOI CTpoME;
OKpacKa TeMaTOKCWJIMHOM M 303UHOM, YB. X125; T — aKcIpeccrst MHCYJIMHA B KJIIETKaX MHCYJTMHOMBI; YB. X250; 1 — 3KCIpeccus

racTpuHa, yB. xX400.

Fig. 4. Microphotograph. Histological examination data: a — diffuse nodular hyperplasia of the parathyroid glands due to the
main dark, light and eosinophilic cells. Staining with hematoxylin and eosin, x250; b — solid insulinoma, x250; ¢ — gastrinoma
consisting of narrow trabeculae located in fibrous stroma; staining with hematoxylin and eosin, x125; d — insulin expression

in insulinoma cells, x250; e — expression of gastrin, x400.

MOJIHATEIbHOE IpeHUPOBaHue OpIoIIHOI rmojocTu. [Toce
MPOBEICHNS MHTEHCUBHOW Teparuu B YCIOBUSIX peaHM-
MallMM ¥ XUPYPTUYECKOTO OTAETICHUST COCTOSTHME OOJb-
HOM YJIy4IIWIOCH, JMKBUAMPOBaHAa 60T, TOIITHOTA, PBOTA,
HOpMaJI30Bajach TeMITepaTypa Tejia, ypoBeHb INTUKeMUH,
Kanusi KpoBu. ZKeruencredeHue MpeKpaTUIoCh, OTHAKO
JUTUTEJIbHO COXPAHSUIMCh TPU3HAKKM TUITOKAIBIIUEMUU.
TTarmeHTKa B YIOBIETBOPUTEIIBHOM COCTOSTHUYW BBITTMCA-
Ha IS aMOyJIaTOPHOIO HAOMIONeHUS U peaduIUTalluu
y XUpypra, OHKOJIOTa, SHIOKPUHOJIOTa TI0 MECTY TTPOXKU-
Banus. Haznauen kpeon mo 25 000 Ex 3 paza B cyrku Ha
KaxabIii ocHOBHOM nipuem nuimy 1 mo 10 000 Ex Ha xkax-
IBIA IepeKyc, oMenpa3os mo 20 mMr 2 pa3a B IeHb, Kap0o-
HaT KaJblIus Mo 1 gecepTHO JoXxKe 3 pa3a B AeHb, O1O-
Tepanus okTpeoTunoM-gernio 10 mr 1 pa3 B mecsir Nel2
U 1ab0paTOPHbBIII MOHUTOPUHT YPOBHSI KaJIbLIMsI KPOBU.
BoinonHeHo ructosornyeckoe uccienoBaHue. Bo Bcex
npucianasix OUK nuddysHas HopynsipHas rurnepruia-
31s 32 CUET TJIABHBIX TEMHBIX, CBETJbIX U 203MHOMUIIb-
HBIX KJ1eTok (puc. 4a). HoBooOpa3zoBanue xBocrta 12K —

BeICOKONU(DdepeHIIMpOoBaHHAs  OMYXO0JIb  COJIMIHOTO
(OCTPOBKOBO-TOAOOHOI0) CTPOEHUSI U3 OKPYIJIBIX KIIETOK
0e3 BBIPAXKEHHOW SIAEpPHOW M KIJIETOYHOW aTUIUU
(puc. 4 6, T), oOTTpaHMYEHHAsI OT OKpYyXKaromieil TKaHu [12K
y3Kkoil ¢ubpo3HOol mceBnokarncynoii; 3 murosa B 10 pe-
MPEe3eHTATUBHBIX MOJISIX 3peHusl. Pe3ynbrarbl UMMYyHOTH-
croxummnyeckoro (MI'X) nccnenoBaHusi: KJIeTKN OMyXOJIU
SKCIIPECCUPYIOT CMHANITODU3MH, xpoMorpanuH A, CD56
¥ MHCYJIMH; OTCYTCTBYEeT JKCIPECCHS racTprHA 1 IIUTOKE-
patnHa 19. Cpemnuit nageke Ki67 — 9,6% (B pasHBIX
ydacTKax MHAEKC BapbupyeT oT 7 mo 14%), orcyTcTBYeT
9KCIIpecCcusl pelenTopoB K comatoctatuHy 2A tuna (0).
CteHKa XeJIYHOTO My3bIpsi 0€3 MPU3HAKOB OITyXOJIEBOTO
pocta. Omyxojib BOPOT TEUEHU — HEWPOIHIOKPUHHAS
OIyXO0JIb TPAOEKYJISIPHOTO CTPOEHMs, OOpa3oBaHHAS U3
Y3KMX TpaOeKysl M 1ErnoyYeK, 3aMypPOBaHHBIX B TJIOTHOM
(hubpo3sHoii ctpome (puc. 4 B, 1), B OJHOM y4acTKe HaOJII0-
JaeTcsl HeWpoOWHBa3us. MUTO3bI HEMHOTOUYMCIICHHEIE,
meHee 2 B 10 momsx 3penusi. UIX: xnetku omyxonu
SKCIIPECCUPYIOT CUHANTOMU3WH, XpoMorpaHuH A, CD56,
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uTokepatuH 19, racTpuH M MaHKpeaTU4yecKUil TOoJu-
nenTtua. OTCYTCTBYeT BSKCIpeccHus MHCYIMHA, TJIIOKa-
roHa, comarocratua. Cpennuit ungekc Ki67 — 7,5%.
KieTku ormyxosm MHTEHCHUBHO MEMOpPaHHO 9KCITPECCUPY-
JOT peLeNnToOpbl K coMaroctatuHy 2A Ttuma. ®parmeHT
TKaHU XEeJITOBATOTO 1IBeTa 5 MM — JIMMGbaTUIeCKUI y3e
C PAcCTOJIOXKEHHBIM IO/ KaIlCyJI0ii MeTacTa3oM OIyXOJu
COJIUJTHOTO CTPOCHUST — WHCYJMHOMBI. TakuM 00pa3om,
JIMAarHOCTUPOBAHBI CUHXPOHHBIE OITyXOJU: BBICOKOAM®-
(bepeHIIMpoBaHHAs HEWPOIHIOKPUHHAS OIYXOJIb XBOCTA
T12K — nacynmmuoma, Grade 2 1 BeicokonuddepeHInpo-
BaHHAs HEWPOIHIOKPUHHAS TaCTPUHIIPOMYIIUPYIOIIAS
OITyXOJIb BOPOT IeueH — ractpuHoma, Grade 2. Meracras
WHCYJIMHOMBI B JIMMbaTuieckuii y3ena. [Ipn KOHTPOJIb-
HOM OCMOTpe uepe3 3 Mec TocJie BBIITUCKU COCTOSTHHE
0ObHON ymoBieTBOpUTeNbHOE. OTMedaeT IpuOaBKY
Macchl TeJla Ha 5 KT, yBeJIMYeHUe NBUTaTeJbHON aKTUB-
HOCTH, OTCYTCTBHE KJIMHWYECKUX MPU3HAKOB TUITOTJIU-
KeMUM, TUITOKAJIbIIIeMUN, TUIIEpOMIMPYOMHEMMH, OOJIe-
Boro cuHapoMa. [To 1abopaTopHBIM TaHHBIM COXpaHsIeT-
cq yMepeHHasl TUIOKaJbIIMEMUsI, OXHAKO OOHapykKeH
HOpMaJIbHBIM YpPOBEeHb TacTpUHA, XpOMOTpaHWHA A.
Breimonnena KT OpromrHoil ITOJI0CTA — MPU3HAKOB XKeTd-
HOI TMTIEPTEH3UU, PeluaAnBa U MPOTPeCCUPOBAHUS 3a-
0oJieBaHUS HET.

Boabmioe uncio u pazHooOpasne KIMHUIECKUX
HaOmomeHuin cunapoma MOH-1, a Ttakxke SBHBIN
HEIOCTAaTOK PaHIOMU3MPOBAHHBIX MCCIIEIOBAHUI
HE TO03BOJISIOT BEIPAOOTaTh M PEKOMEHIOBATH COM-
HYIO TaKTHKY JIeYeHUS M ITOCJIEeIyIOIIero HabIio-
IEeHMS TaKUX O0NBHBIX. OTHAKO OYEBUIHO, UYTO He-
00XOIMMO TIPOIOJDKATh MCCIIeIOBaHNEe KPOBM Ha
XpOMOTpaHuH A, racTpuH, C-Ientui Kaxibie 6 Mec
B TedyeHue 2—3 jeT, pa3 B ron BbIOIHATL KT
opromHo# nojoctu wian (ayuire) [IOT-KT ¢ %Ga-
DOTA-TATE u #Ga-DOTA-NOC. Ecimm 6071e3Hb
OymeT HOCHUTH PEUUIUBUPYIONINI XapakTep, HO-
CTYITHa XMMUOAMOOIN3alINs, XUPYPTUUECKOE BME-
IIaTebcTBO. BO3MOXHO TIpMMeHEHWE aHaJoTOB
COMaTOCTaTHHA, TAPTeTHBIX IPeTapaToB, TAKUX KaK
CyHUTUHUO min 3Bepoaumyc. Kpome Toro, Heo6xo-
IVMO DWHAMHUYECKOe HaONIONeHHE 3a TUITO(PU30M
JUTST MCKJTIOYEHUST €TO OITyXOJEBOTO TOPaKCHMUS —
3TO BO3MOXHO OCYIIEeCTBUTH C ToMotbio KT mmm
MPT sella turcica. ITockonbky cunapom MOH-1
HacJieyeTcs T0 ayTOCOMHO-JIOMWHAHTHOMY THITY,
HEoOXOMMMO cOOpaTh CeMEHBIN aHaMHe3 1 TIPOBe-
CTU TEHETUYECKUI CKPUHUHT OJU3KUX POICTBEH-
HUKOB MALMEHTKA — JOYEPU W APYTMX YIEHOB
CEMBM — Ha HAJIMYME Y HUX MYTaIllUM COOTBETCTBYIO-
IIeTO TeHa.

YuacTtue aBTOpOB:

HrHatiok B.I. — ocHOBHOI1 aBTOp CTaTbM, OIe-
PUPYIOIINI XUPYPT U JICUAIINii Bpay TaHHOI TTaIm-
€HTKU.

bputBun T.A. — KOppekTop TeKCTa, HayIHBII
PYKOBOIUTETH UCCIICIOBAHMS.
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IMoppes A.B. — crienuannct no KOMIOBIOTEPHOM
nuarHoctuke, BoimonHeHne KT OpromrHoit 1ojo-
ctu, uHtepnperanuss KT-CHUMKOB, TOArOTOBKA
KT-ckaHOB K ImyO/IMKamumu.

IypeBuu JI.LE. — moaroroBka IMCTOIOTMYECKMX
MpenapaToB, TUCTOJIOTUUECKOE U UMMYHOTHUCTOXU-
MMYECKOEe MCCeOBaHNEe YOAJeHHBIX IIpernaparos,
MUKPOCHUMKH T'MCTOJIOTUUECKUX TTPEIapaToB.
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