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OunarHocTMka U neveHue CUHAPOMA MHOXECTBEHHOW SHOOKPWHHOW Heomnaswu 2A Tuna, win cuHgpoma Cwnnna, Kak
N OpYrMx SHOOKPWHHBIX HAcnedCcTBEHHbIX CUMHOPOMOB, NPefcTaBnseT onpeferneHHble TPYAHOCTU no psgy npuynH. OpHoWn
N3 HUX SIBNSIETCA PedKoCTb AaHHOW MaTonornu u, Kak CneacTsune, HepgocTaTtoyHas MHMPOPMUPOBAHHOCTb MPAaKTUKYHOLWMX
Bpaden. Kpome Toro, noctaHoeka AmarHosa TpebyeT KOMMNEKCHOro o6cnefoBaHUsi U BbICOKOrO YPOBHS KIIMHWUYECKON,
nabopaTtopHOR, Ny4eBOn 1 MOPONOrnYecKon AMarHoCTUKK. W, HaKoHeL, XMpypruyeckoe neveHne, Kotopoe, no CylecTsy,
ABMSAETCS €ANHCTBEHHbIM METOAOM, MnpegnonaraeT UHANBKAYarnbHbIA MOAXOA K KaXAaoMy naumeHTy. B ctatbe npegcrtasneHo
onucaHne KnnHn4eckoro HabnogeHus cuHgpoma Cunnna y 39-neTHero MyX4mHbl. [narHos 6bin NOCTaBneH Ha OCHOBaHUW
KIMMHUYECKNX U aHaMHECTUHYECKNX AaHHbIX, Pe3ynbTaTtoB nabopaTopHbIX (IKCKpeums MeTaHepUHOB U HOpMeTaHe(hpHOB
B CYTOYHOW MO4e; onpefeneHne ypoBHeN O6LWero KanbLums, napaTtmpeongHoro ropMoHa, KanbLMTOHUMHA B KPOBU) U fyYeBbIX
(yneTpasByKoBOe vccnepoBaHve, KOMMbIoTepHas ToMorpagums) METOROB ANArHOCTVKM M MOATBEPXKAEH MPU r’MCTONOrMY4ECKOM
(MMMYHOTMCTOXMMNYECKOM) U MOMNEKYNSIPHO-reHETUYECKOM UCCnefoBaHumn (aHanua npoTtooHkoreHa RET). MNpoeepeHHoe
XVPYprnyeckoe neveHne obecneynno OHKOMOrMYEeCKylo paAnKanbHOCTb U XOPOWWi (yHKLUMOHANbHLIA pesynsTaT B Buae
HopManu3auuu apTepuanbHOro AaBneHUs U OTCYTCTBUS XPOHWYECKON Haano4e4YHUKOBOW HEQoCTaTOYHOCTH.

KntoueBble cnoBa: cuHgpom Cunnna, MenymispHbIi pak LWMTOBUAHONM Xeneswl, peoxpomouyntoma, RET-npoTooHKoreH,
Xupyprudeckoe nedeHue
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SURGICAL TREATMENT OF A PATIENT
WITH MULTIPLE ENDOCRINE NEOPLASIA TYPE 2A
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The diagnosis and treatment of multiple endocrine neoplasia type 2A syndrome or Sipple’s syndrome, as well as
other endocrine hereditary syndromes, presents certain difficulties for several reasons. One of them is the rarity of this
pathology and, as a result, the lack of awareness of physicians. In addition, the diagnosis requires a comprehensive
examination and a high level of clinical, laboratory, radiation and morphological diagnostics. And finally, surgical treat-
ment, which is essentially the only method, involves an individual approach to each patient. We present the clinical
case of Sipple's syndrome in a 39-year-old man. The diagnosis was carried out of medical history, clinical examination,
laboratory tests (24-hour urine excretion of metanephrines and normetanephrines; serum calcium, calcitonin and para-
thyroid hormone levels), neck ultrasound and abdominal CT scan and was confirmed by histopathological examination
and genetic testing for RET mutation. The achievement of the endpoint in the form of normalization of blood pressure
and the absence of adrenal insufficiency was due to radical surgical treatment.
Keywords: Sipple’s syndrome, medullary thyroid carcinoma, pheochromocytoma, RET-gene, surgical treatment

For citation: Britvin T. A., Bondarenko E. V., Krivosheev A. V., Nechaeva O. A., Tamazyan T. S., Podrez D. V.,
Gurevich L. E., Korosteleva P. A. Surgical treatment of a patient with multiple endocrine neoplasia type 2A. Grekov’s
Bulletin of Surgery. 2020;179(4):79-86. (In Russ.). DOI: 10. 24884/0042-4625-2020-179-4-79-86.

* Corresponding author: Timur A. Britvin, Moscow Regional Research and Clinical Institute («MONIKI»), 61/2,
Schepkina str., Moscow, 129110, Russia. E-mail: t.britvin@gmail.com.

79



BputeuH T. A. n gp.

«Becthuk xupyprum» 2020 « Tom 179 « Ne 4 « C. 79-86

B B e 1 e H u e. Deoxpomoriuromy (D X) HaaOUCH-
HUKa ¥ PaK IUTOBUIHOMN XKeJe3bl Y OAHOTO OOJIBHO-
ro Brepseie onucanu A. Eisenberg n H. Wallerstein
B 1932 r. B xypHnane «Archive Pathology». B 1961 r.
J. H. Sipple mokasaj, 4To 3j10KaueCTBEHHOE MOpaXKe-
HUE MUTOBUIHOM KeJe3bl, IPEXk/Ie BCETo, M-
HbIH pak (MPLX), y 6onbabix ®X BeTpeuaeTcs B He-
CKOJIBKO a3 Yalle, 9eM B 00IIeld OMYIISINH, OOBSICHUB
BO3MOYKHYIO CBSI3b MEK/Ty STHMH 3200JICBaHUSMH TEM,
YTO BBICOKAsI KOHIIEHTPAIHs SITHEe()PHHA B KPOBH CTH-
MYJIUpPYET Npoin(epanuio KIETOK MIUTOBUIHON JKe-
ne3pl. B 1968 1. A. L. Steiner et al. [ 1] ucmonb3oBanu
TIOHSITHE «MHOKECTBEHHAs! SHAOKPHUHHAS HEOTUIA3USI»
(M3H) m1st omucanus HapyIIeHUH, aCCOIMMUPOBAHHBIX
C HAJIMYMEM OIyXOJieH B IBYX U 0ojiee SHAOKPUHHBIX
oprasax, ¥ npeaoxxuim TepMua « MOH 2» mutst coue-
tanusa ®X, MPIK u nepBuuHOro runepnapaTrupeos3a
(TIC°T).

M3H 2-ro Ttuma — CHHIPOM C ayTOCOMHO-[O-
MUHAHTHBIM XapaKTepOM HAacJleOBaHHs, B OCHOBE
KOTOPOTO JISKUAT TePMHUHAIBHAs MHCCEHC-MYTallus
nporooHkoreHa RET, nokanu30BaHHOTO B MEPULICH-
TpoMepHOM ydacTke xpomocombl 10q11.2 u kogupy-
IOIIEro TpaHCMEMOPaHHBIH PElenTOp THPO3UHKHHA3HI,
MOCPEACTBOM KOTOPOTO OCYIIECTBIISIETCS PETYIIALINS
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pocta u audhepeHITNPOBKH KIETOK HEHPOIKTOIEP-
MajbHOro npoucxoxiaeHus. Cunapom MOH 2-ro
BKITIOYaeT B ce0s tumbsl 2A (cunapom Cumma), 2B
(cunnpom l'oprnuna) u Hacneacteennblii MPLDK, mpu-
geM cuHApoM CHINIIIA SBISIETCS HAnOoJee pacipo-
CTPaHEHHBIM, cocTaBisist 10 80 % cpeau Bcex cllydaen
M3BH2, a cunapom ['opiuHa — Hanboee arpecCuBHBIM
C OHKOJIOTMYECKOM TOUKH 3peHust [2-5].

TOYHBIX PMHIEMUONIOTHUECKUX JAHHBIX O YACTOTE
cunsipomoB MOH Her. IIpennonaraemas exeroaHas
3aboneBaemMocTh — 2,5 ciyvast Ha 100 teicsu [3, 5].
B cBsi3u ¢ peakoCcThiO JaHHOW TMATOJIOTMM KaXKIbId
CIy4yail 3acily’KMBacT BHUMAHMs C IEJNbIO aHAIM3a
1 (hOpMHIPOBaHMS KOJUIEKTUBHOTO OITBITA TI0 BOTIPOCaM
JUATHOCTUKH U JICUCHHUSI, OTBETHI HA KOTOPHIE, B Mep-
BYIO OY€pe/lb, B OTHOIIICHUH XHUPYPTUICCKUX ACTICKTOB,
HEOIHO3HAYHBI.

Kannunueckoe HaOawaeHue. [lamuent T., 39 ner,
obparmica B KAl MOHUKU ¢ xanobamu Ha MOBBIIIEHUE
aprepuanbHoro nasinenus (AJ]) mo 240/120 MM prt. cT., compo-
BOJKJIAFOIIIEECS TOJIOBHOW OO0JIBIO, YUAIICHHBIM CepIIcONCHHIEM,
HHOTrZa OHCMCHUCM J'Ia[IOHefI, 0OJIBIO B 5KMBOTE M IMOTIIMBOCTEIO.
HpI/I paccrpoce BBISICHUIOCH, YTO S3MH30[bl IMOBBINICHUA AII
yaie pa3BUBAIOTCS 0e3 CBSA3M C KaKUMH-THOO (pakTopamu, HO
MOTYT IPOBOLHPOBATHCS KALJIEM, YUXAHUEM U HAKIIOHAMU TYJI0-
BHUIIIA.

Puc. 1. KT-epammvl 6prownoii nonocmu ((hponmanvras pekoHCmpykyus,): a — namuenas pasa, 6 — apmepuanshas gpasa;
6 — 6eHo3Has haza; e — omcpouennas (10 mun) paza

Fig. 1. Abdominal CT-scan (front reconstruction): a — native phase; 6 — arterial phase; 6 — venous phase;, 2 — delayed (10 min) phase
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Puc. 2. V3-uzobpasicenusi wyumosuonoii scenesvl ¢ B-peosicume (npodonvhoe ckanuposanue): a — npasas 0ons; 6 — 1e6as 0o

Fig. 2. B-mode ultrasound images of thyroid (long section): a — right lobe; 6 — left lobe

Onuzoaundeckoe nospiieHue A/l Brepssie orMeTui B 16-1er-
HeM Bo3pacTe. [{Bak/ipl 00cneoBaics B KTMHNKaX MOCKBBI, OJJHa-
KO IIPUYMHEI apTEPUATBHON THIEPTCH3UN YCTAHOBJICHO HE OBLIO.
B nanpHeiimeM B CBS3M ¢ yIOBIETBOPUTEIbHBIM CAMOYYBCTBUEM
32 MEIHUIIUHCKON MOMOIIBI0 HE o0paInaics. YXyAIIeHue 00mero
COCTOSIHHS B BHJIE MOCTENEHHOTO YYallleHUs! 3MH30/0B apTepH-
QIBHOM TUMEPTEH3HH, BIUIOTH JIO MMOCTOSIHHOTO MOBBIIIEHHsT AJ]
U TIOSIBJICHHS BBIIICOITUCAHHOMN CHUMIITOMAaTHUKH, CTAJI OTMCYATh
3a 3 roma 1o obpamenus. [Ipn n3ydeHnn aHaMHe3a OKa3ajioCh,
4TO OTeIl TTalMeHTa CTpajgal apTepualbHON IHIIepTEeH3HeH, ObLT
OTIEPHUPOBAH I10 IOBOJY OITyXOJIU HAAIIOYeYHHKa U B 1995 1. ymep
OT METAacTa30B OIMyXOJIH B JICTKUX (KIMHHYECKUIl TMAarHO3 HEH3-
BECTEH M3-3a OTCYTCTBHS MEAUIMHCKOI JOKyMeHTamun). PoqHoit
Opar manueHTa B 23-J1eTHeM BO3pacTe ObUT OTIEPHPOBAH 10 TOBOJLY
@®X HaAMOUEYHUKA, O YEM CBHJIETEIBCTBOBAIO IMCTOIOTHUECKOE
3aKioueHne, U ymep B 2009 r. (mpu4IrHA CMEPTH B CBSI3H C OTCYT-
CTBHEM MEIMIIMHCKON JOKYMCHTAIMH O TCUCHHU 3a00JCBaHUSI
MOCJIe OTIEPAINU TOYHO HE N3BECTHA).

[Tpu PpuzuKaILHOM 00CIICIOBAaHNY TAIIUEHTA N3MEHEHHUH BBISIB-
JIEHO He OBII0, 9aCTOTa CEPACUHBIX COKPAIIEHUH COOTBETCTBOBA-
na mysecy u cocrapisuia 82 yu./muH, AJl — 130 u 80 MM pT. cT.
Ha MomeHT oOpaleHust mo peKoMeHIaluy TepaneBTa MoTydal
Jlozapran no 1 tabnerke yrpom. B mpezncrasnennsix adboparop-
HBIX aHaNn3ax (KIMHUYECKUH 1 OMOXMMHYECKUH aHalN3 KPOBH,
o0IMi aHAIN3 MOYH, KoaryjlorpamMma) IOKa3aTenu Obuin He
HN3MCHCHBI.

Ha ocHoBaHNM KIMHUYECKUX CHMIITOMOB M CEMEHHOTO aHAM-
Hes3a y naryeHTa 3anono3pesa @ X, BO3MOXKHO, KaK MPOsIBICHUE
MDH 2A. be1o Ha3HaueHO 00CTEA0BAHNE: aHATN3 MOYH Ha METa-
HepHHBI 1 HOpMeTaHe(PHUHBI, aHAJIM3 KPOBH Ha OOIIMH Kallb-
Ui, TapaT-TOPMOH M KaJIbLIIUTOHUH, YJIBTPa3BYKOBOE HCCIIEI0BA-
aue (Y3U) mmToBUAHON Kene3bl U OKOJOIIUTOBUIHBIX JKeles,
kommnbotepHast Tomorpaus (KT) Opromnoii monoctu. Taxoke
MAaUeHTy PEKOMEH/IOBAaH MOJICKYISIPHO-TCHETHIECKUH aHanu3
KPOBH ISl BBIABJIEHUS MyTaluu mpotoonkoreHa RET. Pesynbrarsl
71a00paTOPHBIX HCCIICIOBAHUH IIPUBEICHEI B maobauye.

KT 6prowmnoti nonocmu ¢ 6/6-KOHMPACMHbIM YCULCHUEM.
B o6oux HaamoyeuHnkax — oObeMHBIC 00pPa30BaHUS C YETKUMH,
HEPOBHBIMU KOHTYpaMU, HETOMOI'€HHO HaKaIUTMBAIOI1e KOHTPACT-
HBII IIpernapar: cupana pazMepamu 48x37x32 MM H INTOTHOCTBIO B
HatuBHYIO a3y uccnenosanns 36 HU, B aprepuansuyio — 52 HU,

B Benosuyio — 71 HU, B orcpouennyro (10 mun) — 50 HU;
cieBa — pasMepamu 16x15x13 MM, MJIOTHOCTBIO B HATHUBHYIO
¢asy 35 HU, B aprepuanbuyto — 57 HU, B Berosuyto — 76 HU, B
orcpoueHnyio — 54 HU. 3aximouenne: «Omyxonp 060MX Haamo-
4eqHUKOB, 1o KT-xapakrepuctukam 00JbIne JaHHBIX 32 (heoxpo-
mouutoMy». Pesynbratet MCKT OproniHoii MoiocTu HoKka3aHsl Ha
puc. 1.

V3U weu. 1lluroBunHas >xejie3a THIIMYHO PACIIOJIOKEHA,
C POBHBIMHM M YETKUMHU KOHTYPaMH, pa3MepoM: IpaBas JOJIsT —
42x18x19 mm, neBas gona — 41x16x15 MM, neperieex — 2 MM.
[Napenxuma sxene3bl CpefHei 3XoreHHoCTH, TU((Y3HO HEOTHO-
PorHOM CTPYKTYpHI. B 00enx 101X (B mpesienax Karncyibl JKeIe3bl)
OIIPEICIISIIOTCS Y3JIOBbIE 00Pa30BaHMs CHIDKEHHOM 9XOT€HHOCTH,
0e3 YEeTKHX KOHTYPOB, pa3MepOM B ITpaBoii 1oj1e 11x6 MM u 4 MM,
B JIeBOHU fone — 4x5 MMm. CTpyKTypa BBIABIEHHbBIX 00pa30BaHUI
HEOTHOPO/IHAA, C MEIKMMH KaibImHaTamu, B pexkume LIJIK (uBe-
TOBOE JIOMIIIEPOBCKOE KAPTHPOBAHNE) 00pa30BaHMS THIIEPBACKY-
nsapusle — TIRADS 5. B mecte Tunnunoro pacnonoxenus OILLDK
¢ 00enx CTOpPOH JOTOJHUTENBHBIX 00pa30BaHHUN HE BBISIBICHO.
Ha mee BI0JIb COCYAUCTBIX ITYYKOB OIIPEACIIAIOTCSA HEU3SMCHCHHbBIC
nuMbarrdeckue y3ibl cipasa 10 17x7 MM, ciesa — 10 13X5 mm;
B HAJKIIOYNYHBIX OONACTSIX TUM(ATHIECKUX y3]I0B HE BBISBIIE-
HO. 3aKIIIOUeHNe: «Y3/I0BbIe 00pa30BaHUS IIUTOBHIHON XKEJe3bl
(TR-5) Ha doHe m3MeHEeHUs ee CTPYKTyph». Pesynsrarer Y3U
OpraHoOB IIeH NOKa3aHbl Ha puc. 2.

Puc. 3. Maxponpenapam (onyxons npago2o HaOno4eyHuxd,
@pazmenm 16020 HAONOUEUHUKA C ONYXOAbIO)

Fig. 3. Macroscopy (tumor of the right adrenal gland, part
of the left adrenal gland with tumor)
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Puc. 4. Deoxpomoyumoma npagozo Haonoueunuxa. I ucmonoeuyeckoe cmpoenue u UMMyHODEHOMUN ONYXOIU: a — OnYXolb COMUOHOZO0
cmpoenus (OKpacKka 2eMamoKCununom u 203unom. x125); 6 — sxenpeccus xpomoepanuna A 6 onyxoneguix kiemkax. x125; ¢ — sxenpeccus S-100
MOILKO 8 CYCMEHMAaKYIAPHbIX Kiemkax. X250, e — Huzkas npoiugepamuenas akmusHocmy.: Ki67 axcnpeccupytom eounuunvie s0pa. X400

Fig. 4. Histological and immunohistochemical features of the right adrenal gland’s pheochromocytoma: a — Solid architecture of the
tumor (hematoxylin-eosin. x125); 6 — chromogranin A immunostain in tumor cells. x125; 6 — S-100 immunostain in sustentacular cells only. x250;
2 — low proliferative index (expression of Ki-67 was observed in single nuclei). x400

Lumonoauueckoe ucciedoganue GUONMAMOS y3106blx 00PaA30-
BAHULL WUMOBUOHOLL Jicee3bl. B IeBO# 1071e IMUTOBUHOM XKee3bl —
IIUTOJIOTYECKast KapTHHA 3002 C KUCTO3HBIMU H3MEHEHHSMHU, yMe-
peHHbIM urciioM inMponHbIX aneMeHToB (TBSRTC — 11 kareropust
«JloOpokavecTBeHHBIN Tporieccy). B mpaBoil jone MUTOBUIHOMN
JKEJe3bI — IINTOIOTHYECKast KapTHHA 300a C KNCTO3HBIMH H3MEHe-
nusmu (TBSRTC — 11 kareropus «/loOpokadecTBEHHBIH IPOLIECC»).

C y4eToM pe3yibTaToB IPOBEJICHHOr0 Ha aMOy/IaTOPHOM dTarie
00cIeI0BaHNs NAMEHT ObLT TOCTIUTAIN3UPOBAH ISl XUPYPTHIECKO-
TO JIeYeHus 1o oBoay AByxcropoHHel P X. Bmecre ¢ Tem naHHbIE
VY31 muTOBUIHOM HKeNe3bl 1 MOBBIIIEHNE KaJbIUTOHUHA B TIpeie-
JIaX «Cepoii 30HBD) TPeOOBAJIN POBEICHHS CTUMYJISILIHOHHOTO TECTa
C DIFOKOHATOM KaJTBIHS [T HCKITIOUEHNST METYJUTIPHON KapIIHHOMBI.

Cmumynayuonnuviti mecm ¢ 2niokonamom kanvyus. Kamib-
LUTOHUH KPOBU 0a3anbHblil — 44,8 1ir/mi, yepes 2 1 5 MUH 1OCTIe
BBeJIeHUsI TIpernapara — 563 u 461 nr/mit, 94To COOTBETCTBYET AUa-
rHoctuyeckuM kpurepusim MPIIDK.

Takum 00pa3zom, ManueHTy ObUT YCTAHOBIICH KIMHUYECKUI
nuarHo3 cuapoma Cunmia (BO3MOXKHOCTU NPOBECTH MOJIEKY-
JSPHO-TEHETHYECKOE UCCIIeIOBaHNE HE OBLIO).

J171st oieHKHM (pyHKITMOHATIBHOTO COCTOSIHUSI CEPICTHO-COCYIIH-
CTOM CHCTEMBI BBINTOTHEHEI anekTpokapauorpadus (OKI), cytod-
HbIi MoHUTOpHHT AJ] 1 3X0Kapauorpadus. OTMedeHa CHHYCOBast
TaxuKapaus 10 94 B MUH, CTOMKas apTepuaibHas TUIIEPTEH3HsI CO
CPeITHUMH 3HAYCHUSIMU CUCTOJIMYECKOTO U JHACTOINIECKOro AJJ

82

nHEeM 155 1 86 MM pT. CT., HOYBO 135 11 86 MM PT. CT., THTIEPTPOPHS
MHUOKap/a JIEBOTO JKeIy/10uKa jerkoi crenenu. Ilocae npenone-
panMoHHON MOAroTOBKU JlOKCa303MHOM B CYTOYHOH 103€ 4 Mr
MalMeHTy ObLIa BBINOJIHEHA JIANapOCKONNYECKasl aJpeHaIIKTO-
MU CTIpaBa M PE3eKIHs JICBOTO Ha IoueyHuKa (j1ekadbps 2019 1).
Makpomnpenapar rnokasa Ha puc. 3.

T'MCTONIOrMYECKH: OITyXO0JIb IPABOTO HA/IMOYCYHHKA COIHIHO-
IO CTPOSHHUS U3 KPYIHBIX KIETOK C D03MHO(PMIBHOM 3epHUCTOM
IIUTOILIA3MOMH, OBATEHBEIMH THIIEPXPOMHBIMH SAPAMHE C BUIUMBIMH
SPBILIKAMH, MTHBa3UBHOTO POCTA B KAIICY/Ty Ha IMOYEYHHKA, COCY-
bl 1 TIPUJIEKALILYIO KUPOBYIO KJIETHYATKY HET, B KpasiX pe3eKINH
0€e3 OIyXOJIEBOTO POCTa; MPU UMMYHOTHCTOXHMHYECKOM HCCIIe-
JIOBAaHUM KJIETKH OIYXOJIM SKCIIPECCHPOBAIN CHHANTO(DH3HH,
xpomorpanuH A, npotenH S-100 B cycTaHTEKyIAPHBIX KIETKAX,
unaeke nponudepannu Ki67 6pu1 B npenenax 2,5 %. Onyxoib
JIEBOTO HAJINOYEYHNKA aHAJIOTHYHOTO CTPOCHHMSI, B KPAsIX PE3EKIINH
OITyX0JIeBOTO pocTa Het. 3akmoueHue: «PX mpaBoro m JeBoro
HAaJIMOYEYHHKOB». B IMOC/conepalioHHOM Mepruosie OTMedeHa
HopMaim3auust AJl, HaINOYeUYHHKOBOH HEJOCTaTOYHOCTH HE
Habmonanocsk. Ha 2-m srane seuenust (sHBaps 2019 1) mpous-
BE/ICHA THPEOMAIKTOMHUS C IEHTPAIBHON JMM(OIHCCEKINE.
I'mcronorndecku: B 00enX AOMAX Y3IIbI METYUISIPHOTO paKa alb-
BEOJISIPHOTO M BEPETEHOKJICTOYHOTO CTPOCHUS, KICTKU OITYXOJIH
9KCIPECCUPOBAIM CHHANTOMH3UH, XPOMOTPAaHUH A, KalbL[HTO-
HUH, CPEAHHH HHAEKC MpoInQepaiy OmyXoJeBbIX KieTok Ki67
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Puc. 5. Medynnapnulil pak wumosuonoi sicenesol. I ucmonozuieckoe cmpoenue u uMMyHOQEeHOmMUn ONyXonu. a — onyxois
npeuMywecmeenno 06pazoeand us 6epemeHoGUOHbIX kiemok. OKpacka 2eMamokCUTUHOM U 203UHOM. X125; 6 — uHMEHCUBHAsS SKCNPECCUs. 8 KIeMKAX
onyxonu xpomozpanuna A. x250; 6 — UHMEHCUBHAS IKCNPECCUSL 8 KNEMKAX ONYXOIU KalbyumoHuna. X250; 2 — nponupepamusnas akmusHoCmsy:
5,5 % s0ep onyxoneswvix knemox sxcnpeccupyiom Ki67. x250
Fig. 5. Histological and immunohistochemical features of the medullary thyroid carcinoma: a — the tumor consists of spindle cells

(hematoxylin-eosin. x125); 6 — high expression of chromogranin A in tumor cells. x250; ¢ — high expression of calcitonin in tumor cells. x250;
2 — Ki-67 proliferative index (5.5 %). x250

6611 B ipeaenax 5,5 %; B okpyKaromeil TKaHH HMETNCH (POKYCHI
C-KJICTOUHOH THIepIIIa3uy, B TUM(Oy3Iax METacTa3oB MEmyi-
JSIPHOTO paka He 0OHapYKeHO. 3aKimoueHue: « MyIbTH(HOKATBHBII
MPIIXK». B y1oBIeTBOPUTEIHEHOM COCTOSHHH MAIEHT OBLI BBITIH-
CaH U3 KIMHUKH C PEKOMEHJallel 3aMeCTUTEILHOM TOPMOHAITb-
HOH Tepanuu JIeBOTHPOKCHHOM HaTpus B CyTOUHOIT 103€e 150 MKT.

PesynbraThl rTHCTOIOTHYECKOTO H MMMYHOTHCTOXUMHIECKOTO
HCCIIeI0BaHUH MOKa3aHbl HA puc. 4, 5.

Takum 00pa3zoM, 3aKIIIOUUTENBHBIN KIMHUYECKUH JUAarHO3:
«Cuampom MDH 2A: MPIPK, pTla(m)NOMO, I cragms; ©X
npaBoro Hagmodednuka, pPT2NOMO(RO), II cragus; ®X neBoro
Haxnodeynuka, pTINOMO(RO), I cragms.

IIpn xoHTpomsHOM ocMotpe B (eBpane 2020 r. cocrosiHHE
TanyeHTa PaclEeHeHO KaK YIOBICTBOPHTEIBHOE, COXPAHSIOTCS
HopmanbsHble ndpst A/l Tlo pesynsraraM 1ab0paTOpHBIX HCCIe-
noBauuit (mabauya), Y3U men, KT rpynHo# KieTkn u OpromHoi
nonocty, perausa ©X, kak u nepcucruposanus MPILDK, He orme-
uyeHo. [lannbix 3a III'T Ttaxke He nomydyeHo. HopmaibHble ypos-
Hu yrpenrero AKTI (38 nr/mn, Hopma — 7,2—63,3) u kopTu3oia
(265 umonb/1, HOpMa — 171-536) B KpOBH CBUJIETEIECTBOBAIN 00
OTCYTCTBHH XPOHHYECKON HAIIOYETHHKOBOH HEIOCTATOYHOCTH.
TNarrrenTy 6611 BeITOTHEH aHamu3 npotooHkoreHa RET (9x30mwI 10,
11,13, 14, 15), npu koTOpOM OOHapyKeHa FeTePO3UTOTHAS My TaIIUs
(c.1900T>C p.C634R) B 634 komone 11 3Kk30HA, OMMCaHHAS TPU

MDH 2A (uccnenoBanne mpoBeEHO B 1TaOOPaTOPHN MOJEKYIISIP-
Hou nuarnoctukn HMULL sunokpunonorun Munsnpasa Poccun).
PexomennoBano nanpHeiIee TMHAMIYECKOE HaOMOICHIE.

0 06 cy:x e Hu e. JJaHHOE KIMHUYECKOE HAOMIOTE-
HUE MPEJICTaBISIET COO0H MpUMep MPaBUIBHOH U B TO
e BpeMs HECBOEBPEMEHHO TMarHOCTUKY CHHAPOMa
Cunuta. Panee, kak MUHIMYM, Ha dTarle JICYEHHUS POJI-
HOTO Opara marueHTa, OblIa AOMyIeHa OMnoKa, TaK
KaK TUCTOJIOTHYECKH OATBEPKIeHHBIN auarno3 ®X
[IPY HAJIMYUM CEMEHHOro aHaMHe3a 3a00JeBaHus He
BBI3BaJI HACTOPO)KEHHOCTH IO ITOBOLY cuHApomMa MOH
2A. D10 00CTOATEIBCTBO HMEIIO BAKHOE 3HAUCHHUE, MO~
CKOJIbKY HEY/IOBJIETBOPUTEIbHBIC PE3YIbTaThl JICUCHHS
U TIJI0XOU MPOTrHO3 TpH cuHapomax MOH B 06b1Ieii
CTETIEHU ONPENEIAIOTCS O3 JHEN TNarHOCTHKOM, He-
KeTH OMOJIOTHUECKUMH OCOOCHHOCTSIMH OITyXOJICH,
0 YeM CBUJETEIbCTBYET MPEACTABICHHBIN B JINTEpa-
Type OMBIT JICUEHUs TAKUX OONBHBIX [0, 7].

Kak u3BectHO, Hanbonee yacteiM (95-97 % ciyva-
€B) U, KaK MPaBUJIO, IEPBBIM MposiBieHrneM MOH 2A
siisercs MPIIDK. @ X u I1I'T pa3zBuBarotcs, mpumep-
HO, y 50 1 20-30 % OGonpHBIX cOOTBeTCTBEHHO. [IpH
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PesynbTatbl nabopaTopHbIX UccrnegoBaHUmn

Results of laboratory tests

MokasaTenb Mo nedveHus Yepes 1 rop nocne neveHus PedepeHcHble 3HaveHns

MeTtaHedpurHbl 06WwmMe B Mo4e, MKI/CyTKu 3129,5 23,2 <320
HopmeTtaHegpurHbl 06uWmue B MoYe, MKI/CYTKu 1417, 67,83 <390
KanbuuToHnH KpoBW 6asanbHbliA, nr/mn 44,8 <2 <8,4
P3A kpoBw, Hr/mn 3,2 <5,0
KanbUMTOHWH KPOBW CTUMYNWPOBaHHbINA, MNr/Mn:

2 MUH 563 — <100

5 MUH 461 - <100
Kanbuuin kpoBu 06wWMiA, MMOIb/N 2,53 2,44 2,2-2,65
MapaTmpeonaHblii TOPMOH KPOBU, MMOMNbL/N 3,4 4,4 1,6-6,9

9TOM CYIIECTBYET 3aBUCHMOCTb MEXKTy JIOKaJIU3aIneit
myTanuu B rene RET, neHeTpaHTHOCTBIO «KOMITOHEH-
TOB» 3a00J1€BaHMS U MX KIMHUYECKUMH OCOOCHHOCTSI-
MH, YTO JOBOJIbHO TOAPOOHO OTpaKeHO B padboTax
psima aBTopoB [5, 8, 9]. B aT0# CBsI3M MONEKYISPHO-
reHeTHYeCKUuil aHaiu3 nporooHkoreHa RET umeer
B)KHOE 3HAYEHHE HE TOJIBKO B IJIAHE OATBEPKICHHS
nuarHoza MOH 2A, Ho ¥ U1 TOCTPOEHUs Tapauienen
«TEHOTHII — (DEHOTHID», KOTOPBIC OIPEEIISIOT TUATHO-
CTHYECKYIO U JIeUeOHYIO TaKTHUKY, a TAKXKE TaKTHUKY
HaOJIO/ICHYSI 32 MTAIIEHTAMH U CPOKH CKPUHHHTOBOTO
o0cemoBanys 4IeHOB X ceMei. K coxkanmennio, Bo3-
MOXKHOCTbH NMPOBEACHUS TAKOTO aHANN3a B OOJBIINH-
cTBE KIMHUK PD orpaHnyeHa wim OTCyTCTBYET.

VY Hamiero namnueHTa ObLIa BBISBICHA MyTAaLUs
B 634 xomone 11 sx30Ha (c.1900T>C p.C634R). D10
OJTHA M3 HEMHOTHX MYyTallHi, KOTOpasi 00ycCliaBIuBaeT
Oosiee BBICOKYIO IeHeTpaHTHOCTh DX npu cuHApome
Cunmia B CpaBHEHHHU ¢ MyTalUsMHU B APYTHX KOZIO-
Hax 11 sx30Ha [10—12], 4T0 B ONpeaeIeHHOHN CTEIEHN
MOATBEPIKAACTCS M HAIUM KIMHUYECKAM CITydaeMm,
B KOTOpOM 3a00JieBaHue MaHU(ECTHPOBAIIO IBYXCTO-
pouneit ®X, a MPILK Ob11 0OHapysKeH B pe3ynbTare
LeJICHapaBJICHHOTO AuarHoctuyeckoro noucka. [T
3a 14 MecsiueB HaOMIOACHNUS 32 MALUEHTOM BbISBIICH
He Obu1. HaBepHOE, Hellb3s OAHO3HAYHO YTBEPKAATh,
YTO MMEHHO TakoW ()eHOTHUI 3a00JIEBAHUS ACCOIIMH-
posan ¢ mytanueil p.C634R, Ho cienyer NpuHATH BO
BHUMaHHE, YTO B HEKOTOPBIX PadOTax MpeacTaBICHBI
aHajornvabele HaOmoaeHus. Tak, M. Prabhu et al. [13]
HaOIroIaM ceMbio ¢ cuHapoMoM MOH 2A, Briroda-
forryto B ce0s 10 myxuus u 11 >keHImuH, cpeau KoTo-
pBIx y 12 uenosexk Oblna BeisgBIeHa MyTarus p.C634R.
[okazarensHo, uto y 10 n3 HUX 3aboneBaHNEe MaHU-
¢dectupoaio ®X u MPUK, a I1I'T He ObLT BBISIBIICH
HH B OJIHOM CJIy4ae B TEUEHHE JOBOJIBHO JUIUTEILHOIO
nepuoaa Habmonenus (9—156 mecsies).

Crparerus xupyprudeckoro edenust MOH neransHo
n3noxeHa B 003ope C. M. Kiernan u E. G. Crubbs [14].
OO1enpu3HaHHO, YTO IPH OIHOBPEMEHHOM BBISIBIICHUH
OX u MPIHX xupyprudeckoe eueHUe MoApazyMeBaeT
3TAIHOCTb C BBIIOJIHEHUEM CHa4aJla OIepalyy 10 Io-
BOJIy OIyXOIM HaJMOuYedyHHKa. TakKe HMCCIeaoBarel
€IIMHOYLIIHBI BO MHEHUH, YTO MUHUMAJIbHBIM 00BEMOM
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oneparmu ipu MPILDK nomxkHa ObITE THPEOUIIKTOMUS
¢ TieHTpatbHON mMdomuccekumeit, mpu 11T — cyoTo-
TaJbHAS TAPATHPEONIIKTOMIS JTHO0 TOTaIHHAS TTApaTH-
PEOMAIKTOMUS C ayTOTpAHCIUIAHTAIUEH.

HauGonee QUCKYCCHOHHBIM BOIIPOCOM JICUCHUS
MAIUeHToB ¢ cuHApoMoM CHIIUTA SBISIETCS BHIOOP
o0bema omeparun 1o nooxy OX. AnpeHaTdKTOMUS
WJIH pe3eKnus HaanodeyHnka? HaaqnoueunrnkoBas He-
JIOCTAaTOYHOCTD WJIH PUCK PEIIUANBA OITyXou? MHuorue
ABTOPBI, OCHOBBIBASICh HA COOCTBEHHBIX HAOFOICHUSIX,
BBICKA3bIBAIOT MHEHHE, YTO BBITIOJTHEHUE OPTaHOCOX-
PaHSIOMIMX ONEpaNuii IPU TEHETUIECKH JIETePMUHH-
poBanHOW DX sBiseTcs Maodd(HEKTUBHBIM B CBSI3U
C YaCTBIM penuauBupoBaHueM 3aboneBanws [7]. C ux
TOYKHU 3pPCHHMS, Olepalrell BbI0Opa CYUTACTCS JBYX-
CTOPOHHSIS AAPECHATIIKTOMUS C TOCIEAYIOMICH TOXKU3-
HEHHOW 3aMECTUTEIbHOW TOPMOHAJIBHOU Tepamnuen
XPOHHYECKOW HAJIIOYEYHHKOBOW HEIOCTATOYHOCTH.
C nmpyro#i cTOpOHBI, B TIOCTIEIHUE TOMABI MOSIBIINCH
paboThI, B KOTOPBIX OTMEUACTCS YBEIIMUCHUE CITyda-
€B BHE3AITHOW CEPJICUHON CMEPTH Y OOJIBHBIX XPOHHU-
YECKOW HaJIIOUYCYHUKOBON HEIOCTaTOYHOCTHIO [15].
[Ipu sTOM mpeAnpUHUMAaeMbIe TOMBITKH PEIICHUS
ATOH POOIEMBI, BKIIFOYast Ay TOTPAHCIUIAHTAINIO KOP-
TUKaJbHON TKaHW HAIIOYEYHHKA, HE IPUHOCST abco-
JIIOTHOTO yAoBIeTBOpeHus [16, 17]. DT0 mocay)uio
[TOBOJIOM JUIsI [TPOBEICHHSI MHOTOLIEHTPOBBIX UCCIIEIO0-
BaHUH C IIeITBI0 OIICHKH 3(D(DEKTUBHOCTH BBITIOJTHEHUS
60pHBIM MOH?2 opranocoxpaHsoIuX oreparuii mo
ooy @X, B psme KOTopsIx [9, 10] ObuTH TTOTy9eHBI
yOenuTenpbHbBIe JaHHBIC O MEeIeCO00Pa3HOCTH PE3eK-
LMW HAJIIOYCYHUKA Y 3TOM KaTEerOpUH MalUeHTOB.

B Hamiem HaOnrofieHUU, HApsSAY C aJAPEHAIIIKTO-
MueH, Oblla BBIIIONHEHA PE3eKIUs APYroro HaJro-
YeYHHWKa, MPH ITOM JIaHHBIE THCTOJIOTHYECKOTO HC-
cnemoBanus (RO-pe3eknns) W IOeTadbHBIA aHAIN3
n3ob6paxenuii, momydenusx npu KT GpromrHoii moso-
CTH TIOCJIC OTIEPAIINH, TIOATBEPIUIN €€ PATUKATIEHOCTb.
Kpome Toro, oneparus Takoro oobema ooecrieumnia rna-
LUEHTY XOPOIINH (PYHKITUOHAIBHBINA PE3YJIBTaT B BUJIC
HopManu3auuu AJl 1 OTCYTCTBUS HAAIIOYEUYHUKOBON
HEA0CTAaTOYHOCTH. be3yCiioBHO, AalibHEIIee JMHAMU-
YECKOE HAOIIOICHNE 32 MTAIMEHTOM MTO3BOJIUT OIIEHUTH
MPaBWILHOCTH IIPUHITOTO HAMH PEIICHUSI.
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