OpuruxHanbHbie UccnefoBaHus

MenynnapHbiii pak WumoBuAHo[ ene3bl B cocmase cunapoma M3H 25.
Knunuyeckui cnyvail

JI.H. JIioouenko!, ®.A. Amocenko', M.T'. ®uaunnosa’, B.3. loopoxorosa?, E.I'. Margkun'

'QI'BY «POHI[ um. H. H. broxuna» PAMH, Mockea;
2[0Y BIIO «Ilepeviii mockosckuil cocyoapcmeentblii meouyunckui ynueepcumem um. M. M. Ceuenosa» Munsopasa Poccuu

Konmaxmot: Jlloomuna Hukonaesna Jlroouenko clingen @mail.ru

Cunopom MO H 25 sensemcs 00HUM U3 NOOMUNOE CUHOPOMA MHONCECHBEHHbIX IHOOKPUHHBIX HEONAA3UL 2-20 MUNA U XAPaAKMepu3yemcs
pazeumuem azpeccusHvlx hopm MeoyNsipHO20 PAKa WUMOBUOHOL Jceae3bl @ pAHHeM 803pacme, 8blCOKUM PUCKOM PA38UMUS (PeoXpOMOUU-
MOMbL U 2UNEPRapamupeoudro2o cunopoma. B cmamove npuseodumcsi cobcmeenHoe Kaunuueckoe Habnooenue nayuenma ¢ cunopomom MOH
26, accoyuuposanuvim ¢ eepmunarvroil mymavueil 6 npomoorxozene RET.
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Medullary thyroid cancer as part of MEN 2B syndrome. Case report
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MEN 2B syndrome is a subtype of the multiple endocrine neoplasia type 2. It is characterized by the development of aggressive forms of med-
ullary thyroid cancer at an early age, pheochromocytoma and hyperparathyroid syndrome. This article provides an own clinical observation
of the patient with MEN 2B syndrome associated with a mutation in the proto-oncogene RET.
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Cunampom MBOH 2, BcTpedaromuiics B ITOIYJISIINT
c gacrotoii 1:30 000, sBIIsIETCS AyTOCOMHO-TOMIMHAHTHBIM
CHHIPOMOM C BBICOKMM PHCKOM DPa3BUTHS HEHPOIHIIO-
KPUHHBIX OITyXOJICH, XapaKTePU3YIOIINMCS BO3HUKHOBE-
HUEM ¥ HaKOIUICHMEM B CEMbSX MEIY/UIIPHOTO pakKa
mmToBuAHOM Xee3bl (MPILLK), (heoxpoMOLIUTOMBI U T -
nepruia3uu mapaluTOBUAHBIX Xene3 [1]. Bo3pact maHu-
decTanmn, KIMTHIYECKHE XapaKTEPUCTUKI M YaCTOTa TIep-
BUYHO-MHOXECTBEHHBIX OITyXOJe B OOJBIIMHCTBE
CITyJacB SIBIISIIOTCS] TCHOTUTI-3aBUCUMBIMIU.

C y4eTOM KIMHUYECKHMX TIPOSBICHHUU CHHIPOM
MOBH 2 monpasnmessiroT Ha 3 MOATUIIA, a TePMUHAIBHBIC
MYTallM¥ B MPOTOOHKOreHe RET accOLMMPOBAaHbI C pU-
cKoM pa3utus BapuantoB MOH 2A, MDH 2b u nacnen-
crBerHoro MPILK («MPIILX) [2, 3].

Cunanpom MBOH 2A (OMIM 171400) cocraBmsiet 70—
80 % ot Bcex cimyyaeB MOH 2. MPILLXK siByisieTcst iaBHBIM
MnposiBJieHNeM 3aboJieBaHns U Bcrpedaercst B 70—90 %
ciydaeB. JImarHocTupyeTcsl OOBITHO B Bo3pacTe 10 35 JIeT,
rnpu 3ToM y 70 % nauueHToB — YXKe Ha CTaAuU PerMOHaJIb-
Horo TMM@OTeHHOTO MeTacTazupoBaHus [4]. deoxpoMo-
LIMTOMA JUArHOCTUpYyeTcs y maureHToB ¢ MOH 2A B 50 %
ciaydaeB, a B 13—27 % BbICTyHaeT Kak IepBoe MPOsIBJICHUE
cungpoma MOH 2A [5—7]. Tuneprutasus mapauToBU/I -
HBIX KeJie3 mpu MOH 2A, Kak nTpaBuiIo, XapaKTepU3yeTCst

MSTKAM TEUCHUEM ¢ MaHH(becTallie TUTIeprapaTupeOnI-
HOTO CMHJpoMa B Bo3pacTe 38 Jer [3, §].

HacnencrBennsiii (cemeitnsiii) MPIL2K (CMPIIK
(OMIM 155240)) cocrasisier 10—20 % Bcex ciiyyaeB CUH-
npoma MOH 2 u sgBasteTcs, Kak IMpaBUjIoO, eAIMHCTBEHHBIM
TIPOSIBJICHNEM 3a00JIeBaHUS C 00JIce TTO3MHIM BO3pacTOM
MaHudecranun 6osesnu [2, 3,9, 10].

Cunapom MBH 25 (OMIM 162300) cocraBisieT npu-
MepHO 5 % oT Bcex citydaeB cuHapoma MOH 2. JlaHHbIi
TIOATUII XapaKTepu3yeTcsl paHHel MaHU(ecTaIeit arpec-
cuBHBIX hopM MPIILXK [11]. DeoxpoMoLinToMa B COCTaBe
cunapoMa MOH 2b Bcrpevaercs mpumepHo y 50 % maim-
CHTOB U TIPUMEPHO B MTOJIOBMHE CIIyJacB SIBJISICTCS OMIa-
TepasbHOM. [TposIBICHMS TUTIEPIUIA3UH TTAPAITATOBAIHEIX
xkene3 mpyu MOH 2B cunTtaroTcsd KIMHUYECKU He 3HAYM-
MBIMU.

B omnnume oT nBYX IOpYrux TOATUIIOB CHHAPOM
MBH 2b xapaxkrepu3syeTcsl HATMINEM (PCHOTUTNICCKIX
IposBIIeHNH, oTCyTcTBYIoIMX mpy HMPILK 1 MOH 2A.
Tak, yke B MiTalecHUECKOM ¥ JETCKOM BO3pPacTe BO3MOXKHO
BBISIBJICHMC HEBPMHOM Ha TIepeaHel TopcaIbHOM ITOBEpX-
HOCTH $I3bIKa, TBEpIOTO Heba WJIM TVIOTKHU, a TakKe psiaa
OTJIMIMTENIPHBIX YepT BHEITHOCTH: BEICTYIIAIOIINE TYOHI,
TOICM3UCTEIC Y3eIKN Ha TTOTPAaHUIHON JIMHUU Ty0, He-
BPMHOMEI BeK, BHI3BIBAIOIINE YTOJIIICHNE W BEIBOPOT Kpast
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BepxHero Beka. [1pubiusutenbHo 75 % MalleHTOB UMEIOT
MaphaHOITOTOOHBI (heHOTHII, CTPaIaOT K(OCKOINO30M
WJIH JIOPI030M, Y 9aCTH OOJIBHBIX OTMEUAIOT N30BITOYHYIO
MMOABIKHOCTD CYCTAaBOB M CHIDKCHME HAKOIUICHUS TIOMI-
KoxHoro xwupa [12]. ¥ 40 % nauueHTOB, CTpagalOLINX
cungpomoM MOH 2B, npu miaHOBOM 00CiIeTOBAaHUN
nuarHoctupyetcs Augdy3HbIA TaHIJIMOHEHPOMATO3 XKe-
JIyIOIHO-KHUIIICIHOTO TPaKTa, aCCOIIMMPOBAHHEIN ¢ pa3-
BUTHEM TaKMX CHUMIITOMOB, KaK METaKOJIOH U HapyIIIeH-
HbI ety (mmapest) [13].

JlpaiiBepHble MyTalluu B IIpoToOHKOTeHe RET OblIn
MpeUTOKEHBI B KaUeCTBE 3THOJIOTMYECKOro (dakTopa Ha-
ciencteenHoro MPIIK B coctraBe cuHapoma MOH
B 1993 . AByMSI He3aBUCUMBIMU TPYIIIAMU 3apyOeKHBIX
yueHBIX |14, 15].

IIporoonkoren RET (rearranged during transfection)
(OMIM 164761), BuepBble KJIOHUPOBAHHBINA SITIOHCKUM
ncciaegosareneM Takahashi B 1985 1., moxammsyercs
Ha mmruHHOM Triede 10-if xpomocomsr (10q11.2) u comep-
XWUT 21 3K30H, KOOUPYeT TpaHCMEMOpPAHHBINM PEIIEITOP
C TMPO3WHKMHA3HON aKTMBHOCTHIO [16]. Myraunu BHe-
KJICTOYHOTO JOMEHA MPOTOOHKOTreHa RET TOKaIM3yoTCs
B 10-M u 11-M 5K30HAX U BBISIBISIOTCS B OOJIBIIMHCTBE
cirydaeB pu cuHapomax MOH 2A n CMPILK. Myrtamn
BHYTPHUKJICTOYHOTO JoMeHa (14—16-1i 5K30HBI) acCOLMH-
poBaHkbI ¢ pa3ButueM cuHapoma MOH 2b. CormacHo no-
CJIeMHUM JaHHBIM, TipeactaBieHHBIM ARUP Online Sci-
entific Resourse, 3apernctprupoBaHo 155 repMUHaIBLHBIX
myTauuii [17].

Koppensgunu «RET-renotun — MOH 2-denotumn»
OBUIH TIEPBBIMM M3 OIMCAHHBIX TCHOTHUIT-(DEHOTUIT-aCCO-
OUanuii IpW HacJAeACTBEHHBIX cmHapomax [18]. Taxk,
Ha CEeTOMHSIITHII ACHb IIPEICTaBICHBI KITMHUICCKIE TIPO-
SIBJICHMSI MyTaLyii B 634-M KOOHE, OTBETCTBEHHBIX 32 pa3-
putue 85 % CMPILLK u cunapoma MOH 2A. TepMuHaiib-
Hasg MucceHc-MmyTanmusg p. M918T ommcana TOJIBKO
o cuHapomMa MOH 2b. HekoTopble mpyrue MyTamuu
(B xomonax 790/791) xapakTepusyioTcsl HU3KOW TieHe-
TpaHTHOCTBIO. CepHst KpYITHBIX MEKIICHTPOBBIX MCCIICHO-
BaHWl TIpUBEJIAa K CO3IaHUIO «KJIacCuUKaUW» TS T1a-
IIUEHTOB — HOCHUTENICH TepMUHAIBHBIX MYTallMii B T€HE
RET, 1a 4 rpymsl (A—D) OTHOCUTEIRHO pHCKa Pa3BUTHUS
HeonmaronpugaTtHeIX popm MPIIK [17, 19—21]. B ogHOM
n3 takux ucciaenosanuii, EUROMEN, 6bI10 IToKa3aHo,
YTO BO3pacT MaHMMeCTallny 3a00JIeBaHUS Y HOCUTEICH
MYyTallMii BHEKJIETOYHOTO JOMeHa MpoTooHKoreHa RET
3HAYUTEIIFHO MOJIOXKe — cocTaBisuI 10,2 roma B cpaBHEHUN
¢ 16,6 roga rpu JoKaIM3aLUKl MyTaLlMid BO BHYTPUKJIETOY -
HOM 1oMeHe [22].

CornacHo MexXayHapomHoit 6a3e manHeIXx ARUP On-
line Scientific Resourse n manHBIM ATA (American Thy-
roid Association), TaIMeHTHI, CTpamalOIIe TOJBKO
CMPIIX, MMEIOT OTHOCUTENIBHO HU3KUIA PUCK Pa3BUTHS
arpeccuBHbIX popM MPII2K, nipu 3TOM 3ameiicTBOBaH-
HBIMU B TIATOTEHE3€ Jallle BCEeTO SIBISIOTCS 13-1 9K30H
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(xomoHbI 768, 790), 14-i1 ok30H (KomoH 804) 1 15-ii 9k30H
(komon 891) mporoonkorena RET. Y mauieHTOB C CUH-
npomMoM MBH 2A coxpaHSIeTCST TIPOMEKYTOUHBIA PUCK
pPa3BUTHUSI MPOTHOCTUYCCKU HEOIATONMPUATHBIX (OpM
MPHIXK 1 MyTamy 4aime BCero JJOKaau3yloTcs B 10-M
9K30He (Komonnl 609, 611, 618, 620) u B 630-M KomoHE
11-To sk30Ha reHa RET. K rpymme BeIcokoro pucka C
OTHOCSATCS TAIUEHTHI C KJIACCUYCCKUM CHUHIPOMOM
MBH 2A, myTaniuu B JaHHOM CJIydae OOHapyKMBAIOTCS
B 634-M xonoHe 11-ro sk3oHa rporoonkoreHa RET. K ca-
MOl HeOJIarONMPUATHON TpyIIle IMporHo3a D ¢ paHHUM
BO3pacTOM MaHHU(eCTalln, pAHHUM OTIaJCHHBIM MeTa-
CTa3MpPOBAHUEM U arPeCCUBHBIM XapaKTEPOM POCTa OIIy-
XOJIM OTHOCATCS TallMeHTHI ¢ cuHapoMomM MOH 2B,
TIpY KOTOPOM Yallle BCETO MYTAIIMU BBISIBIISIOTCS B 883-M
KonoHe 15-ro ak30Ha (3 %) u 918-M KomoHe 16-r0 5K30HA
(95 %) nporoonkorena RET [12, 17, 23].

Rnuxuveckuii cnyyaii

Ilayuenmxa K. 23 sem enepsvie oopamusace 6 OI'bY
«POHI[ um. H. H. Broxuna» PAMH 6 cenmsiope 2010 e. Ilo-
6000M 0451 00OpAUEHUS NOCAYICUAO 310KAHECBEHHOE HOBO-
obpazosanue wumosuduoll yceaesvl (I1[2K), no nosody komo-
P00 paHee NO MeCMY JcUmMenbcmea Obli0 BbiNOAHEHO
onepamugHoe emMeulamenscmeo HepadukaibHoeo o00sema.
U3 anamuesa uzeecmno, umo nepgvie nposigieHus: 60ae3HU
noseuaucy 3a 200 0o NOCMAaHOBKU JuazHo3a, Koeda cmaiu
becnokoums snU300bl «NPUAUBOE», MAXUKAPOUL, KYNUPYIO-
wuecst CamocmosimenbHo, KOmopble no Mecmy Jicumenrbcmed
ObLAU pacyeHenvl KaK cumMnmomsl mupeomokcuxosa. Iayu-
eHmKa 0biaa 00c1e006aHA Y SHOOKPUHOA02A, BbISIGACH V3108011
300. B cesa3u ¢ pocmom y3ana 6 utone 2010 e. no mecmy cu-
menscmea nposedeHo onepamusHoe emeutamenscmeo Ha LK
8 0bseme yacmu4Hol pesexyuu npasoii doau 11K, Ilpu euc-
MOA0RUMECKOM UCCAe008AHUL ONEPAUUOHHO20 Mamepuand
1O Mecmy JCUMenbCcmeda YyCmaHo8AeH 8epOsiMHO OUUOOUHbLI
moponoeuueckuii duaenos: nanurnsapuoiil pax 12K, Ilpu do-
00c1e008aHUU RO MeCMY ICUMENbCMBA Y NAYUEHMKU Bbl6-
AeHbl MHOJICECIBEHHble Memacmassl @ NeekKux U npogedeH
1 kypc noauxumuomepanuu no cxeme: yuxaopocgan 800me,
suHKpucmuH 2me, dokcopyouyun §0me, npednuszonon 60me.

s onpedenenus danvHeliuiell MaKmMuKy Ae4eHus U Ha-
61100eHUs nayUeHmKa camocmosmensto oopamunacs 8 PIbY
«POHI[ um. H.H. baoxuna» PAMH. Yuumeisas xapaxmep
canob u mapgharnonodobHbLil eabumyc nayueHmku, 6oin npeo-
noaoxcen MPIIX ¢ kapyurnoudusim cunopomom. Ymounumeo
MopghonoeuecKuil 8apuUarm onyxoau no 20mMogbiM UCMOoN0-
2UYeCcKUM npenapamam Ha ambyramopHom smane 00c1e008a-
HUs He Y0anoch, NOCKOAbKY npenapamsl He Obiau npedcmaegie-
Hot. OOHAKO NO OAHHBIM UCCACO08AHUS CbIBOPOMKU KPOBU
8blsi6NeH 8bICOKULL YposeHy Karvuyumonuna — 19.000 ne/a.
Ilo pesyasmamam obcaedosanus ¢ DPIBY «POHII
um. H.H. Bbroxuna» PAMH ycmanosaen duaenos: MPIIK
€ Memacmamu4eckum nopasiceHuem 000ux Aeekux, aumgamu-
YecKux y3n08 cpedocmenus; KapuyuHouowwlii cunopom. Cun-



Puc. 1. Jlucnponopyus auyesoeo u mo32068020 omoenog yepena

Opom MHOMICECMBEHHOU SHOOKPUHHOU Heonaazuu 1l muna (?).
Ilo dannoim komnvromeprotii momoepaguu (KT) oprowroii
HOA0CTU 8bISI8AEHbL Y3108ble 00PA308AHUS NPABO20 HAONOYeY -
HUKa, Me2akonow, dekcmpaxapous. B oxkmsope 2010 e. nayu-
eHmKe GbiNoAHeHa onepayusi 8 o00seme MuUpeouddIKmMomuu
U acyuarbHo-pymaapHo2o ucceveHus KAem4amgu uweu
cnpasa. CumnmomvL ONyxone8oil 2unepceKpeyi nocae Gblnoa-
HeHUsI ONepamuHo20 Meuamenscmea He 80300H0BASAUCS.
Ilpu naanosom eucmonoeuueckom uccaedo8aHuu Onepayiion -
Ho2o mamepuana evisierer C-Kaemourblil (MeOyANSAPHbLIL) PaK
1K, Ilo pexomendayuu aeuauweeo epaua 00avHas Ovira
NPOKOHCYAbMUPOBAHA 8pavom-oHKozeHemukom. Ilpu coope
AHAMHeCMU4ecKUxX OaHHbIX GbIACHUAOCH, YMO HUKMO U3 pOO-
CMEEHHUKO08 KaK ¢ MAMePUHCKOU, MaK U ¢ OMyo8cKoli cmo-
POHbL panee He cmMpadan OHKOAOUHECKUMU 3A001e8aHUSIMU.
Tlpu ocmompe nayuenmgu 6biay ommeUeHsl MHONCECBEHHbLe
npusnaku oucmopgoeeresa: OUCHPONOpUUs AULEB020 U MO3-
206020 omaenog uepena (puc. 1), enaznoil eunepmenopusm,
SNUKAHMYC, MAKPOCMOMUS, MAKpO2eHUs, deuuyum 3Y0HOU
gopmynet, duacmema, mpemol, 8aaveycHas degpopmayus Ko-
JAEHHbIX CYCMAB08, YKOPOUeHUe AeB0ll HUNCHel KOHeHHOCMIL,
opaxudaxkmuausi Kucmei u cmon (puc. 2, 3), wacmuyHas
xoxucrasn cundaxkmuausn I1—II1 nasvyes kKucmelii, a maxice
makue gheHomunuueckue nPU3HAKU, Kaxk gpicmynaroujue 2yool,
nodcausucmeie y3eaKu (2aHeAUOHe8pPUHOMbL) Ha NOSPAHUUHOU
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Puc. 2. bpaxudaxmuaus cmon

Puc. 3. bpaxudakxmunus kucmeii

Puc. 4. Boicmynarowgue 2yoot, noocausucmeoie y3eaku (eaHeAuoHe8pUHOMbL)
Ha NO2PAHUMHOU AUHUU 20

aunuu 2y6 (puc. 4), doauxoacmeromenu4eckKuii mun meaocao-
acenus (puc. 5).
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Puc. 5. Jloauxoacmenomenuveckuii mun meaocaoxicerus

Puc. 6. Cuxesenc 16-e0 sx3sona eena RET

HpMHLLMa}Z 60 GHUMAHLE MOA000T eo3pacm nauyueHmku,
cUCmoa10cu4ecKyro anIHa()/le.)K‘HOCI’)’lb onyxoau, (j)eHomunuue—
CKUue CLIH()pOMO/lO.ZLlWeCICLIe NPU3HAKU, nAuyUueHmke 0bL10 8bI-
NO/IHEHO MONEKYAAPHO-2eHemu4ecKoe uccnedosarnue 6 ooseme
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onpedeneHust nepguuHoil cmpykmypul 16-20 29K30Ha NPOMOOH-
rxoeena RET c yeavto uckawuerus/noomeepicoerus Hacaeo-
CMBEHHOU IMuU0A02UU 3a001e6aHUS C UCNONb308AHUEM MEMO-
006 peCmpUKUUOHHO20 AHAAU3A U CEKBEHUPOBAHUSL.

Tenomnyro JIHK evidensinu uz aumgpoyumos nepugepuue-
ckoil kposu ¢ nomouybro Hatopa QIAamp DNA Blood Mini Kit
dupmot Qiagen (lepmarnus).

s nposedenuss pecmpukuyuorHoeo anaauza 10 mkn
npodykma noaumepasHoii yenrot peaxyuu (I1L[P) cmewusa-
auc 2mkn 10x 6ygepa u ¢ 2—5 ed. sndonykneaswt Fok I (New
England Biolabs, CIIIA), dosoduau obsem 600oii do 20 mxa
u unkyouposanu 6 mevenue 2—4 u npu 37 °C. Opaemenmol
M HK anaauzuposanru memoodom snekmpoghopesa ¢ 6 % noau-
akpunamudnom eene. leau okpawueanu opomucmoim d3mu-
duem.

Onpedenenue HyKAeOMUOHOU NOCA008AMENbHOCIU K-
30Ha 16-20 eena RET npoodunu ¢ nomouibio npsmoco agmo-
Mamuueckoeo cekeeHuposanus Ha annapame 3130x! Genetic
Analyzer @upmor Applied Biosystems, ucnoav3ys me ice
npaiimepst, ymo u npu I P-amniuurayuu.

Cexeenuposanue sx30ua 16-20 eena RET no obeum ye-
nAM BbI8UN0 8 00HOL U3 Xpomocom 60avHoll 3ameny A na C
6 noaovxcenuu 2753. OOHapysiceHHAs: MPAH3UUUS U3MeHsIem
cmoien kodona 918: Met (ATG) > Thr (ACG) (p. M918T) (puc.
6). Pecmpukuyuonnsiit anasus 3k30na 16 ¢ nomoupro 3HOOHY -
Kkaeasvt Fok I noomeepoun pezyrsmamol ceK8eHUpPOBAHUS.
Juaenocmuposannas mymayus 3ape2ucmpupo8ana 6 meicoy-
HapooHotl b6asze daunvix MEN2 Database ARUP kak kaunu-
uecku 3Hauumbli gapuarm [17].

Kaunuko-eenemuueckuii ouaenos: MPIIK ¢ cocmase
cunopoma MBOH 25.

Yuumvieas eepmunanvhoiii xapakmep @vis61eHHOU Myma-
yuu, IHK-0uaenocmuxa npomoonkoeena RET 6vi1a npose-
dena mamepu nayuenmku. Ilo pezyremamam monexKyasapHo-
2eHemuueckoeo uccaedosanuss mymauuii 6 eeve RET
8blsi61eH0 He Obl10. Ham He yoanocs npogecmu ananoeuunoe
uccaedosanue y omuya 60AbHOU. Yuumoleas KpaiiHe 8blCOKYHO
nenempaumruocmo cunopoma MO H 25 (no dannoim ARUP —
6o3pacm Ha momenm manugecmavuu MPIIK npu cundpome
MOBH 2B cocmasasiem 5 aem, 8 aumepamype onucaubvl u cay-
uau evisenenus memacmaszoe MPIIK y HosopoxucOeHHbix
[24]), omcymcmeue dcanob Ha cocmosiHue 300p06bs
y 45-n1emueeo omya na MomeHm Onpoca, MONCHO NPeonoso-
acums de novo xapakmep 8bis61eHHOU MyMAayull, 4mo He npo-
mueopeuum Mupossvim AumepamypHoim danuovim [25, 26].

06cyxneHue

HHK-mnaraoctuka rpu cuaapome MOH 2 sBisietcsa
OIHUM M3 BaXKHBIX TIPUMEPOB, KOTAA BBISIBICHHBIE MIUC-
CceHc-myTaluuu B reHe RET ciiy>Kat BaXKHbIMUA KPUTEPUSIMU
JIJISI paHHEW AMaTHOCTUKM, TPOTHO3UPOBAHUS KIMHUYE-
CKOTO TeueHUsT 00JIe3HU, MPOPUIAKTUKI U OTNIPEAeIIeHUS
JTaJIbHEMNIIe TaKTUKKM BeJdeHUd TanneHToB. K coxaire-
HUIO, BEAYIIINM METOIOM ITPOGIIaKTUKI HACICACTBEHHO-
ro MPII2K Ha cerogHsILLIHUIL IEHb OCTAIOTCSI CBOEBPEMEH-



HbIC MPODUIAKTUUCCKIE XUPYPTUICCKUE TTOAXOIHI.
BrrepBbie TpeBeHTUBHBIC TUPESOMIIKTOMUY OBLTI OITICAHBI
aMEPUKAHCKUM XUPYproM YajuicoM B 1994 r. B ory6inko-
BaHHOM MM paboTe MpUBOAATCI JaHHBIE O 13 mpodunak-
TUYECKUX TUPEOUIIKTOMUSIX, BBITIOJTHCHHBIX Y HOCHUTEICH
repMMHaJbHBIX MYyTaluil B mnpoTooHkoreHe RET.
[Ipu 3TOM TT0 TaHHBIM TUCTOJIOTUICCKUX UCCIICAOBAHUI
B KaxX10M oOpasiue ynaaeHHou 112K Ob1iv BbISIBIEHBI JIU -
60 C-xyrerouHas runeprmasus, 1uoo MPIIXK [27].

Ha ceromastramMiz 1eHB pa3paboTaHbI M NCTIOIB3YIOTCS
B IIPaKTHKE PEKOMEHIALIMH I10 BBITIOJTHEHUIO TTPOIIIaK-
TUYECKUX TUPCOUIIKTOMUI Y HOCUTEIICH TepMIHATBHBIX
MmyTaumii B npotooHkoreHe RET, nipennoxeHHble ATA
u Oasupyrommuecs Ha 6omee yeM 400 mccaemoBaHUsX, T10-
cBsrieHHbIx MPIK [12]. JIuna, KOTOpbIM He OBIITA BbI-
TTOJTHEHBI CBOEBpEMEHHBIC TTPOGMIaKTIUCCKIE OITepalliH,
JTOJDKHBI HAOTIOMATHCS B YCJIOBUSIX OHKOMMUCcIaHcepa [28].
BroxuMmaeckmii CKpUHUHT CJIeMyeT HAUMHATD Y BCEX IeTel
¢ cunagpomMoM MBOH 2B, ¢ Bo3pacra 6 Mec U ¢ Bo3pacrta
3—5 net st cunapoma MOH 2A u CMPILX [3].

Ilepen mpoBemeHMEM OIEPATUBHBIX BMEIIATCIHCTB
Ha 112K BceM mammmeHTaMm ¢ ITOATBEPXKIACHHBIM HOCUTEITb-
CTBOM T€pPMMHAJIbHBIX MYTallMii B MpOTOOHKOreHe RET
HEOOXOIMMO MCKITIOYaTh TOPMOHAIBHO-aKTUBHBIC (DOPMBI
(GeoXpOMOIIUTOMBI TSI M30eKaHMS MHTPAOIIePAIIMOHHBIX
KaTeXoJIaMUHOBBIX KpU30B [29]. Tak, B OMHOM U3 IMPOCTIeK-
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TUBHBIX UCCJIEAOBAHUIA ObLIO II0KA3aHO, YTO Y 8 % 60Jib-
HbIX ¢ MPII2K cMHXpOHHO 1MarHOCTUPYIOTCS (heOXpOMO-
LUTOMEI, 9TO TIPEITOIAraeT BEITTOJTHEHIE alpeHAISKTOMMIA
Ha TICPBOM 3Talle OKa3aHUS XUPYPrUIeCcKOM IMOMOIIIH T1a-
muenTtaMm [30]. KpoMe Toro, cormacHo peKOMeHIalMsIM
NCCN «raxe y IMaleHToB ¢ OYEBUIHBIMA CIIOpaIdde-
ckumu popmamu MPIL2K gomkeH ObITh UCKIIIOUEH CUH-
npoM MOH 2, runeprnapaTUpeOnIHBIN CUHAPOM U (peo-
XpOMOLIMTOMA, acCOUMUpOBaHHbIE ¢ RET-myrauusimu,
JT0O MOMEHTa OIlepaTUBHOTO BMelateabeTBa Ha K> [31].

Bce mamnmeHTs — HOCUTENN TePMUHATBHBIX MyTallit
BTeHe RET MOIKHBI IOABEPTaThCsl CKPUHUHTOBBIM MCCIIC-
MOBAHUSM, BKITFOUAIOIINM OLICHKY OMOXMMUYICCKIX TTOKA-
3aTesieit KPOBH, C TIOCIICIYIONINM ITPOBEICHIEM MarHUTHO-
pe3oHaHcHo# Tomorpadun win KT OproiiHoil monoctu
Ha TIpeIMeT WCKIIoueHUsT QeoxpoMonuTomel [3, 32].
CpenHuii BO3pacT IIJIsT Hadajia IPOBEICHNST CKPUHIHTOBBIX
OMOXMMUYCCKUX WCCICOIOBAHUN KPOBU UISI HOCHTEIICH
mytauuii B 630-M 1 634-M KOOOHAX COCTaBJISIET 8 JIET,
B OCcTaJIbHBIX KogoHax — 20 et [3]. [TanmeHThI ¢ CMHIpO-
MoM MBOH 2B 10omKHBI OBITh BKITIOUEHBI B TTPO(MIIaKTH -
YECKUE ITPOTPaMMBI TT0 CHIDKEHIIO PHCKa Pa3BUTHS U IIPO-
pmrakTuke peoxpoMoUTOMEI ¢ 8 JieT [3].

Paboma wacmuuro noddepxucana epanmom Munucmep-
cmea obpaszosanus u Hayku Poccuiickoii Dedepauuu
16.512.11.2048.
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