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Pedbepat. CHOPOM MHOXECTBEHHOW 3HAOKPUHHONM Heomnnasum obbeanHSIET rpynny HacneACcTBEHHbIX 3aboneBaHui,
XapakTepusyoLMXCa pa3BUTUEM OMYXOnu W/unu runepnnasven (amgdysHole, y3enkoBble) KNEeTOoK HEeMpo3KToaep-
ManbHOro MPOUCXOXAEHUsI B ABYX U Goree 3HAOKPUHHbLIX opraHax. Llesb uccnedoeaHust — onucatb KIMHUYECKUN
cny4yan naumeHTa ¢ CUHAPOMOM MHOXECTBEHHOWN SHAOKPUHHON Heomnnasuu 2B-Tuna Kak caMon peikon n arpecCrBHOMN
POPMbI MHOXECTBEHHbIX 9HAOKPUHHBIX Heonnasuin. Mamepuas u Memodsl. B uccnegoBaHny NpoBeaeH aHanua Bcen
MEeAMLMHCKON AOKYMeHTaumun (NONUKNUHUYECKMe KapTbl, BbINUCKA U3 MEAMLMHCKMX KapT CTauMoHapHOro 6obHOro)
naumeHTa C CUHAPOMOM MHOXECTBEHHOW 3HAOKPUHHON Heonnasuu 2B-tuna 3a nepuog ¢ 2011 no 2019 r. Pe3ynbmamei
u ux obeyxdeHue. MenynnsipHbIii pak LWMTOBUOHON Xenesbl MOXET ObITb HE TONMbKO Cnopaanyeckum 3abonesaHunem,
HO 1 B 20-25% crny4yaeB KOMMOHEHTOM CMHOPOMA MHOXECTBEHHOW SHOOKPUHHOWM Heonnasuu. [posBeaeHHbIN nocne
TOTanbHOM TMPEOUAIKTOMUM ONArHOCTUHECKUIA MOUCK MO3BOSWI NPaBUIbHO NOCTaBUTbL ANArHO3 (CUHAPOM MHOXECTBEH-
HOWN 9HOOKPWHHOW Heonnasuu 2B-tuna) n paspaboTtaTte AanbHENLLY0 TaKTUKY BeAeHUs naumeHTa. bnarogaps atomy
6bina BbisiBNeHa (heoXpoMoLMTOMa 1 NPoBeAEHO CBOEBPEMEHHOE onepaTrBHoe NneveHne. Bbigodbl. Takum o6pasom,
OMMUCAHHbBIN HAMUW KMMHUYECKWUIA Crlydan JEMOHCTPUPYET, HACKOMNbKO BaXXHa HACTOPOXEHHOCTb 3HAOKPUHOMOIOB B OT-
HOLLEHNN CMHOPOMa MHOXECTBEHHOW SHAOKPUHHOW HEeonnasumn npu AMarHoCcTuke MedynnsipHoro paka LUMTOBUAHOMN
xenesbl. CBOEBPEMEHHOE XMPYPr1YECcKoe NneyeHne n AuHaMmmyeckoe HabnogeHne No3BoNaoT NPeaoTBPaTUTb Cepbes-
Hble OCINOXXHEHUS, Aenasi NPOrHo3 AaHHOro 3aboneBaHnsa MakcManbHO 6rnaronpusaTHLIM.

Knroyeenble cnoga: cHOPOM MHOXECTBEHHOW SHOOKPUHHOW Heonnasuv, MegynnspHbIi pak WUTOBUOHOW Xenesbl,
deoxpomouuToma.
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T.C. Mbinmas, C.P. WMobparumosa [u ap.] // BeCcTHMK cOBpeMEHHON KNMHUYeckon MmegnuuHel. — 2019, — T. 12, Bbin. 5. —
C.119-121. DOI: 10.20969/VSKM.2019.12(5).119-121.

TYPE 2B MULTIPLE ENDOCRINE NEOPLASIA SYNDROME
(clinical case)

VALEEVA FARIDA V., D. Med. Sci., professor, Head of the Department of endocrinology of Kazan State Medical University,
Russia, 420012, Kazan, Butlerov str., 49, tel. +7-917-255-55-79, e-mail: farida_val@yandex.ru

YILMAZ TATIANA S., C. Med. Sci., associate professor of the Department of endocrinology of Kazan State Medical University,
Russia, 420012, Kazan, Butlerov str., 49, tel. +7-917-399-84-89, e-mail: tsmetannikova@yandex.ru

IBRAGIMOVA SUSANNA R., clinical resident of the Department of endocrinology of Kazan State Medical University, Russia,
420012, Kazan, Butlerov str., 49, tel. +7-919-699-70-71, e-mail: susannin_95@inbox.ru

KHUSEYEVA PETIMAT A., clinical resident of the Department of endocrinology of Kazan State Medical University, Russia,
420012, Kazan, Butlerov str., 49, tel. +7-905-377-51-95, e-mail: petiska94@mail.ru

SHAYDULLINA MARIA R., C. Med. Sci., associate professor of the Department of endocrinology of Kazan State Medical
University, Russia, 420012, Kazan, Butlerov str., 49, tel.+7-960-045-67-79, e-mail: zizi97@mail.ru

PETROVA TATYANA A., doctor of the highest category, Head of the Department of endocrinology of City Clinical Hospital Ne 7,
Russia, 420103, Kazan, Chuikov str., 54, tel. +7-953-11-21-86, e-mail: tanuha1976@bk.ru

Abstract. Multiple endocrine neoplasia syndrome combines a group of inherited diseases characterized by tumor
development and/or neuroectodermal origin cells hyperplasia (diffuse, nodular) in two or more endocrine organs. Aim. To
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present a clinical case of patient with type 2B multiple endocrine neoplasia syndrome as the rarest and most aggressive
form of multiple endocrine neoplasia. Material and methods. We analyzed all medical documentation of a patient with
type 2B multiple endocrine neoplasia syndrome from 2011 to 2019. Results and discussion. Medullary thyroid cancer
occurs not only in sporadic forms, but also in 20-25% as a component of multiple endocrine neoplasia syndrome.
Diagnostic search performed after total thyroidectomy made it possible to correctly diagnose (syndrome of multiple
endocrine neoplasia of type 2B) and to develop further tactics of patient management. Due to this, pheochromocytoma
was diagnosed and timely surgical treatment was performed. Conclusion. Thus, the clinical case described by us
demonstrated how important is the cautiousness of endocrinologists regarding multiple endocrine neoplasia syndrome in
medullary thyroid cancer. Timely surgical treatment and dynamic monitoring can prevent serious complications, making
the prognosis of this disease as favorable as possible.

Key words: multiple endocrine neoplasia syndrome, medullary thyroid cancer, pheochromocytoma.
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B BegeHue. CMHOAPOM MHOXECTBEHHOW 3HAOO-
KpuHHOM Heonnasum (M3OH) o6beunHseT rpynny
HacneacTBEHHbIX 3aboneBaHNii, xapakTepu3ayLmnxcs
pasBuUTHEM ONyXonu n/mnu runepnnasven (auddysHole,
y3€ernkoBble) KNeToK HeNpOoaKToAepMarnbHOro npouc-
XOXOEeHWA B ABYX 1 6onee aHOOKPUHHBIX OpraHax. Bbl-
pensitot cuHgpom M3OH 1-ro n 2-ro Tunos [1-3].

B HacTosLee Bpemsi n3BeCTHO, 4To pa3smutne MOH
2-ro Tuna obycnoeneHo MyTtaumnernt RET-npoTooHKoreHa,
KOAMPYIOLLErO TPAaHCMEMOPAHHO PacnoNOXeHHbIN pe-
LenTop TUPO3MHKMHA3bI.

AKTUBaLMA OAHHOIO reHa NpuBoAnT K 6ECKOHTPOrb-
Hon nponudepaumm C-kneTtok [2, 4]. NoCTOAHHbIMK
npusHakamn cuHgpoma MOH 2-ro Tuna siBnswTca
MeaynnapHbIN pak wutoBuagHon xenesbl (MPLLXK) n
deoxpomouutToma. CTOUT OTMETUTb, HYTO CoYeTaHue
MPLK, doeoxpomMoumToMbl 1 MOPaXKeHUSA OKOSOLLUTO-
BUAHbIX Xerne3 0THOCAT K cuHapomy MOH 2a (cuHgpom
Cunnna). CnHapom M3H 26 (cuHpgpom lopneHa) —
camas pegkas un arpeccuHasa oopma MOH, gmuarHoc-
Tupyetca npu covetaHnn MPLLXK, deoxpoMmounTomebl
C MHOXECTBEHHbIMW FaHINIMOHENPOMaMU CIIM3NCTOM
060n04KN Xenyao4HO-KMLLEYHOro TpakTa (0T pOTOBON
nonocTn u A3blka 40 NpsAMON kuwku). Kpome Toro,
nauueHTbl ¢ cuHapomom MOH 26 nmetot mapdaHo-
noaobHy BHELHOCTb, ¢ AedopMaumsammn ckeneta u
CcycTaBoB (BOpOHKoOGpasHasi rpyaHas knetka, nonasi
crona) [2, 3].

Penkoctb cuHgpoma MOH 26 1 HEMHOrOYMCEHHBIN
ONbIT ANArHOCTMKM U NeYeHns gaHHOro 3abonesBaHus
CBUAOETENLCTBYIOT O HEOOXOAMMOCTUN ONUCAHMUS HOBbIX
KMMHUYeCcKknx HabnwogeHuin. BaxHo akueHTMpoBaTtbh
BHMMaHMEe Ha OMarHOCTUYECKUI MOUCK, TaKTUKY rneve-
HWS1, NPOAEMOHCTPUPOBATL HECTaHAAPTHbIE BAPUAHTbI
TeYeHns naTonormu.

KnuHu4eckutl cnyyat

Y nauueHTta H., 1998 r.p., B Bo3pacTte 13 nert
(2011) BO Bpemsa gucnaHcepusaunm bbinn obHa-
pyXXeHbl U3BMEHEHUS B LUMTOBUOHOWN Xenese U Bbl-
CTaBIeH AnarHo3: « MHOroy3noBon 306. JyTMpeo3sy.
PekomeHgoBaHo HabntogeHne B guHamuke. Yepes
2 roga (2013) noBTOpPHO BbiNonHeHo Y3U wutoBua-
HOM xenes3bl. B xoge vccnepoBaHns oGHapyXeHbI
y3roBble 06pa3oBaHNA: B NpaBoW A05e U303XOreHHbIN
y3en pasmepom 14x15x14 mm, B nesow gone — B
cpegHen TpeTu r’MNO3XOreHHbIN y3en ¢ HePOBHbIMU
HEeYeTKUMU KOHTypaMu, HEOAHOPOAHOW CTPYKTYpbI
pasmepom 9%x8x9 Mm ¢ kanbumHatom. O6bem wmTo-
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BUAHOM xenes3bl coctaBun 23,9 mn. boina npoeeae-
Ha TOHKoWrofibHasa acnupauunoHHas 6uoncun (TAB)
y3roB WuToBUAHOM xenesbl. o pesynsratam TAB
Yy3Mn0B LMTOBUAHON Xenesbl B NpaBoy gone bbina
AnarHoctTupoBaHa MedynnspHas ageHoma, B eBon —
konnouaHbin 306. NpoBegeHa koMNblOTEPHAst TOMO-
rpadus LWMTOBUOHON Xernesbl U OKPYKatoLwmnX TKaHEN.
BbisiBneHo obbemHoe obpasoBaHue npaBon [oOnu
LLMTOBUOHOWN enesbl, HEOAHOPOAHON MArKOTKaHHOM
NAOTHOCTU, C HaKaniuBalLWEN KOHTpaCT NIOTHON
HEpaBHOMEPHOW Kancynown, cMellaroLwen npoceeT
Tpaxeu pesko BrneBo. MeTtacTtasbl He BU3yanu3npoBsa-
nncek. CTOUT OTMETUTD, YTO HUKaKUX aKTUBHbIX kanob
nauneHT He NpeabaBnAan.

CornacHoO KnMHUYEeCKMM pekoMeHZauusm obbem
BMeLLaTeNbCTBA NPU MeaynisipHOM pake LUTOBUAHON
Xernesbl — ToTanbHas TUPEOUAIKTOMUS C yAaneHnem
KneTyaTku 1 nMMdOy3noB LeHTpanbHON napatpaxe-
anbHo 30Hbl. OnepaTuBHOE neyeHne Obino npoeeae-
HO BCKOpe nocne ycTaHoBneHnst anarHosa (2013). Mpwu
BM3yarbHOWN 1 NanbnaTopHOM peBn3nMmn NuMdaTnyecko-
ro Konmekropa wen — U3MeHeHHble numdaTtndeckue
y3nbl He BbiSBrieHbl. [MCcTonornyeckoe 3aknyeHune:
y3en npasoun gonu (5,2 cM) — MeQynnsipHbIA pak.
Komnnekchl KneTok paka B cocyaax Kancyrnbl y3na ony-
xonu. NpopacTtaHne onyxosnbio COBCTBEHHOW Kancynbl
npaBoW 40NN WMTOBUAHOW Xenesbl He 0OHapyXeHo.
Y3en B nesow gone (0,6 cm) — MegynnsapHbIA pak.
®doH — ovarosas runepnnasusa C-knetok. [Mocne one-
paTMBHOIO NeYeHnst Ha3HavyeH NeBOTUPOKCUH HATpuUs
B Ao3e 100 mkr.

3Hag, yto MPLK moxeT 6bITb HE TOMbKO cnopa-
andeckum 3aboneBaHuem, Ho n B 20-25% cny4yaes
KOMMOHEHTOM cuHapoma M3H, 6bin npoaomnxeH
anarHocTtudeckumi nouck. MapdgaHonogobHas BHeLu-
HOCTb NaLMeHTa, MHOXECTBEHHbIE FaHIMMOHENPOMbI
CNU3NCTON 0OOMNOYKM pTa, KOHBLIOHKTUBbLI Mas, rm-
nepTpodupoBaHHble ryBGbl MO3BONUMM 3aNOA03PUTb
cuHgpom MO3H 2B-tuna. MNaumeHT Obin HanpaeneH
B POHL, um. H.H. BrnioxnHa ansa npoBefeHus rexe-
TMYECKOoro mccnefoBaHus. BoigBneHa repmuHanb-
Has mucceHc myTtauusa p.M918T (c.2753 T>C) B
reTepo3nroTHOM COCTOAHUWM NpoTooHKoreHa RET.
Takum obpasom, cuHgpom MOH 2B-tuna 6bin noa-
TBEPXKOEH.

PesynbtaTbl npoBefeHHON MynbTUCNMpPAnbHON
KoMmnbtoTepHon Tomorpacdum (MCKT) BbisiBUnvM o6b-
eMHoe obpas3oBaHue NeBoro HagnovyevyHvka pasme-
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pom 26x27x17 MM ¢ HakonneHuem POT1. MNpaBbin
Haano4YeYHUK He Bbln U3MeHEH. YpoBeHb MeTaHedpu-
Ha B CyTOYHOM Mo4n cocTaBun 877 (25-312 mkr/cyT),
YypOBeHb KOpTU3ona — B pedepeHCHOM AnanasoHe.
KnuHunyeckne nposasrneHna heoxpomMoumnTomMbl OT-
CYTCTBOBanu. Y4nTblBas 3Ha4MTENbHOE NpeBbllLIeHne
YPOBHS MeTaHedpunHa B CYTOYHON MOYe, NPUHATO
pelleHne O NPOBEeAEHMM NTEBOCTOPOHHEN agpeHan-
akTomMuM (aekabpb 2013 r.) ¢ npodmMnakTU4ecKon m
neyebHou uenbto. Nepea onepaTuBHbIM BMeLLATENb-
CTBOM MauUMEHTy HasHa4vyeH npenapar LOKCAa303UH
(«Kapoypa») B fo3e 6 Mr, CO CHWXEHUEM [03bl A0
2 Mr B nocrneonepayvMoHHOM NepuoAe u nocneayto-
Len OTMEHOW.

B panbHeriwem naumeHT NpoXoausn exerogHyto
AvnaHcepusaumio.

Yepes rog npoBeaeHa nostopHas MCKT (aekabpb
2014 r.). O6HapyxeHa MUKPOHOAYNsipHas runepnna-
3151 NpaBoOro HagnoyeyHvka (Teno M MeamanbHas
HOXKa yTornuweHbl 40 5,6 MM, C Hanuynem yserkos
00 4,3 MM). YpoBeHb MeTaHe(PUHOB U HOpMeTaHed-
PUHOB B CYyTOYHOW Mo4e Obln B nepegenax HOpMbI.
Yepes 2 roga (nekabpb 2016 r.) no pesynbraram
MCKT oGHapyxeHo yTonueHne megmanbHOW HOXKK
npaBoro HagnoyeyHuka A0 7 MM C paBHOMEPHbIM
HaKOMIeHNEM KOHTPaACTHOrO BELLECTBA, C 04aroBbIMM
N303X0reHHbIMK ob6pasoBaHmamn 4o 20x11 Mm. Yuu-
TbiBag Manble pasmepbl o6pa3oBaHus, OTCYTCTBME
NOBbILLEHNSI apTepranbHOro AaBneHns, HopMasnbHbIN
ypOBEeHb MeTaHedpPUHOB N HOpMeTaHedpUHOB B
CYTOYHOW MOYe, OT onepauuun GbINO peLleHo BO3-
aepxartbcsi.

NHTepecHa gMHamuka ropMOHOB LMTOBUAHON
xenesbl. KanbUMTOHUH — OCHOBHOW rOPMOH napa-
PONNUKYNNAPHBLIX KNETOK, KOTOpbIe NponudepnpyoT
npu MegynnapHom pake. [1o BbINOMHEHUSA TUpeoua-
9KTOMUM YPOBEHb KamnbLUMTOHMHA cocTasnan 3630—
5402 nr/mn (Hopma 0-5,0 nr/mn). MNMocne ToTanbHoON
TUPEOVAIKTOMUN YPOBEHb KanbLUTOHMHA COCTaBUnN
429 nr/mn ¢ nocnegyowmm cHmkeHnem go 136 nr/mn
(sHBapb 2016 r.). Mpryem 4OCTOBEPHO NOBLILLEHHBIM
YPOBHEM KanbLUTOHMHA NPY MeayrnAspHOM pake Ln-
TOBMAHON >xenesbl ABnsaeTca ypoeHb oT 150 nr/mn
n Bbiwe. Ho yxe yepes 10 mec (gekabpb 2016 r.)
BbISIBIEHO MpaKkTU4eckn 3-KpaTHOe yBenuyeHue
YPOBHSA KanbuuToHMHa (491 nr/mn), coxpaHsatoLlee-
ca 0o HacTtoswero BpemeHn (517 nr/mn). Takasn
TEHAEHUMSA K YBENNYEHWNIO YPOBHS KanbLMTOHNHA Ha-
TankuBana Bpadeyn Ha MbICflb O MeTacTa3npoBaHuu
n/vnn peungmBmpoBaHum onyxonu. lNpoBeaeHHbIe
HeOdHOKpaTHO nccrnefoBaHns (ocTeocUMHTUrpadus
Bcero ckeneta, Y3U WMTOBMAHON Xenesbl) NO3BO-
NNNN UCKITIOYNTL MeTacTasbl U peunanBbl ONyXoru.
YpoBeHb pakoBOro am6prnoHanbHoro aHtureHa (POA)
[0 NpoBeAeHnst TOTarnbHON TMPEOUAIKTOMMUM JOCTU-
ran 156,53 Hr/mn (0-3,8 Hr/mn). Nocne onepauuu n
BeCb nepuog HabnogeHnsa sHadeHne POA, Bonpeku
NOBbILEHNIO YPOBHSA KanbUWTOHUHA, OCTaBasncs B
npegenax pedepeHcHbIX 3HavdeHun. Koppekums go-
3bl L-TMpokcrHa Ha Bcem NpoTskeHun 3abonesaHus
nocrne TUPEeoUA3KTOMUM MPOM3BOAMNACL NOL KOHT-
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ponem TupeoTponHoro ropmoHa (TTIl), B HacTosA-
Liee BpeMS NTEBOTUPOKCUH HATpUs NPUMEHSIETCA NO
150 mKr B CyT.

MauneHT HabnogaeTcsa B 3HAOKPUHONOTMYECKOM
otaeneHnn FAY3 NKB Ne 7 r. KazaHu 1 oHKonorunde-
ckoM gucnaHcepe Pecnybnuvku TatapcTtaH. Kaxagble
6 Mec MpoBOAUTCS KOHTPONb KanbUUTOHUHA, POA,
TTT.

OnuncaHHbIN HaMu KNUHUYECKUI cryvYanm ge-
MOHCTPUPYET, HACKONIbKO BaXkHa HACTOPOXEHHOCTb
9HOOKPUHOMNOroB B OTHOWweHun MIH-cuHgpoma
npy QuarHOCTMKE MedynnsipHOro paka LUTOBUOHOW
xenesbl. CBOEBPEMEHHOE XUPYPruyeckoe neveHue
No3BONSIET NPenoTBPaTUTbL CEPbE3HbLIE OCIOXHEHWS,
Aenas nporHo3 AaHHoro 3aboneBaHns MakcumarbHO
OnaronpusaTHbLIM.

lMpo3pavyHocmb uccriedosaHusi. MiccredosaHue
He umMesio CcrioHCOPCKoU nodOepKu. ABmopbl Hecym
MofIHyt0 omeemcmeeHHOCMb 3a rpedocmasneHue
OKOHYamesbHOU 8epcuu PyKonucu 8 rnedyame.

Heknapayus o puHaHcoebIx u Apya2ux e3aumo-
omHoweHusix. Bce asmopbi npuHumanu yd4acmue 8
paspabomke KoHuenyuu, dusaliHa uccrnedosaHusi U 8
HanucaHuu pykonucu. OKOHYamersrbHasi 8epcusi PyKo-
nucu 6bina odobpeHa scemu asmopamu. A8mopbi He
roslyqanu 2o0Hopap 3a uccriedosaHue.
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