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dunnonusi); nofobeH, HO He JoKa3aHO eheKTNBEH Nopaau nunca Ha
Npoy4YBaHusi, BapnaHT € N KoMBuHaumaTa BEHO3HU KOPTUKOCTEpOuau
+ opbuTanHa nbyeTepanus; TpeTa Bb3MOXHOCT € TPUMECEYEH KypcC C
YMEpEeHN [03M oparHu KopTukocTepouau (HayanHa posa 0,5 mg/kg
Terno nNpeaHu3oH) B koMbuHauwmsa ¢ cyclosporine — 5 mg/kg Terno 3a 3
Meceua. HYeTBbPTU BapuaHT € Nie4YeHneTo ¢ rituximab.

M. BaHkosa

NPEPABOTEHU NPENOPBKU HA AMEPUKAHCKATA TUPEOMOHA
ACOLIUALINA 3A NEYEHUE HA MEOYNAPEH TUPEOULOEH
KAPLUWHOM (YACT 1)

Wells, A. S. et al. Revised American Thyroid Association Guidelines for the
Management of Medullary Thyroid Carcinoma.

B CALL megynapHuaT TupeongeH kapumHom (MTK) cbkcTasnsasa
1-2% OT BCUYKM KapLUMHOMW Ha LUMTOBMAHATA Xresa. ToBa € MHOro
NO-HUCBK MPOLEHT OT 0bnyanHo umntupaHmTe 3-5%, KOETO BEPOSITHO
Cce Ob/MKN Ha HapacTBaHETO Ha OTHOCUTEMHUSA AAN Ha nanunapHus
TUpEeouadeH KapuuHoM. TOYHOTO XWUCTOMOMMYHO onucaHne Ha MTK
gatnpa ot 1959 r., korato Hazard n cbTp. npegnarat HauMeHoBaHue-
TO ,MepynapeH’. Williams yctaHoBsBa npousxoga My oT napadonu-
KynapHute C-kneTku B LUMTOBMAHATA >XNesa, KOMTO OT CBOSA CTpaHa
npomnsxoxaaTt OT HeBpanHusi rpebeH. Tashjian n cbTp. oTKpuMBaT, 4e
Te3N KMNeTKU HOPManHO CekpeTupaT nonunenTuga KanuuToHuH. Te
YyCTaHOBABAT OLle, Ye KanuMTOHWHBLT Cce NoBuLWaBa crej WHTpase-
HO3HO NMPUMNOXEHUE Ha KanuWui, NEHTaAracTpuH UK N OBETE e4HOBpe-
MEHHO. [10-KbCHO Ce OTKpUBa N HAYUHBT Ha Bb3HUKBAHE Ha TO3U BUS
KapLUUHOM — WM CNOpPagMyHO, UNN KaTo YacT OT HacneAcTBeH CUHA-
poM — MynTUMneHaTa eHOoKpuHHa Heornasus Tun 2 (MEH2A wu
MEH2E) u kato otgeneH cuHgpom — doamuneH MTK.

Emuornoeus Ha criopaduyHusi u Ha ¢pamunHus MTK. RET npoTook-
KOreHbT, IoKanuavpaH BbpXy AbMAroTo pamo Ha 10-a xpomosoma
(10911.2), koampa TpaHCcMeMOpaHeH peuenTop OT TUPO3UHKMHA3HOTO
cemerictBo. RET ce ekcnpecupa B KNeTKK, MPOM3NMU3aLLM OT HEBpanHus
rpebeH, OT XPUIMHUTE apKku U OT yporeHuTanHata cuctema. OTkput e
npes 1985 r. or Takahashi n cuTp. Mo-manko oT AeceT rognHU No-KbCHO
Ce YCTaHOBSIBa, Y€ Ha npakTuka Bcudku naumeHtn ¢ MEH2A, MEH2B6 n
damunen MTK ca HocuTenn Ha repMmHaTVBHa MyTaums B TO3W NPOTO-

18



OHKOreH, a npu npubnuantenHo 50% ot cnopagnyHnte dpopmmn Ha MTK
Ce Hamypa HEroBa COMaTU4YHa MyTaumMs. YYEHUTE HACcKopO yCTaHOoBABAT
CbLLO, Ye npu cnopagunyHnte copmm Ha MTK, npu kouTo He ce Hamupa
comatuyHa Mytauus Ha RET npotooHkoreHa (mexagy 18 n 80% ot Bcuy-
Kn crnopagunyHn dopmu), Ma MyTauus B e4uH OT crnegHuTe Tpu reHa —
HRAS, KRAS unu, psagko, B NRAS. YcTaHOBEHO €, Ye MyTauusTa B Ko-
noH M918T Ha RET Bellae no-arpecvBeH xo4 v Mo-rolla nporHosa Ha
BonecTTa npu cnopaguyHuTe dopmn Ha MTK. B egHo npoyysaHe ce yc-
TaHOBsIBa W cregHaTa 3aBUCUMOCT — YecToTaTta Ha Tasu MyTauus Kope-
nvpa c pasmepa Ha Tymopa — npu Tymop < 1 cm, 1a e 11,3%, npu pasve-
py Ha Tymopa 2-3 cm — 31,8%, a npu Tymop > 3 cm — 58,8%. Tosa nos-
avra Bbnpoca ganv RET NpoTOOHKOreHbT AENCTBUTENHO MMa MbPBOCTE-
MEHHO 3HAaYEHVE B UHULMMPAHETO Ha OHKOreHesaTa Npu CropagnyHus
MTK, nnu mytauumTe B HEro NPOCTO akTUBUPAT TYMOPHUS pacTex, a He
ca cneundunyHn 3a To3n B pak. ANTEPHATMBHO OBACHEHUE Ha Tasn Ha-
XofgKa e, Ye TymopuTte, HocuTenu Ha mytaums B kogoH M918T Ha RET,
NUMaT NoO-roNsiM pacTeXeH NoTeHuman, N BeposiTHOCTTa Aa 6baart avar-
HOCTULUMPaHN € Mno-ronsiMa, Korato ca no-roriemMu no pasmep. Mva u
©0MH TEXHNYECKM acneKT Ha NPOYYBAHETO — YYBCTBUTEMNHOCTTa Ha METO-
[a 3a oTKpmBaHe Ha MyTauum B kogoH M918T Ha RET e 6una camo 30%.

MyTtaumute B RET He ca cneundmdnm 3a MTK. Mpu 20-30% oT na-
LUMEHTUTE C NanunapeH TMPEOoUAEH KapLMHOM Ce Hamumpa akTuBupalla
RET xpomo3oMHa TpaHcnokaums. TakaBa MOXe Aa MMa U Npy NaumeHTu
C afeHoKapuuHoM Ha Genust pod M Npu XPOHUYHA MUENOMOHOLMTHA
neskeMus. MIHakTvBMpaLla MyTaums B CbLUMS OHKOTEH MbK € TUMNMYHa 3a
BonectTa Ha Hirschsprung. Hesasncumo ye mytaumute B RET He ca ns-
usano cneuundpmuHmn 3a MTK, nmeHHO Ha Tax ce 6asupa pasgensiHeTo Ha
HacnencteeHnss MTK Ha pasnuuHn deHOTUNoBE C pasnnyHa CTeNeH Ha
arpecuBHOCT Ha Tymopa. B 3aBucumocT oT myTaumata B RET npu Hac-
NEACTBEHUTE CMHAPOMM, B KOUTO npucketBa MTK, ce faBa npenopbka
3a HezabaBHa N oTnoxeHa TupeouaekTtomus. OTkakTo € oTkput RET
OHKOreHbT, ca onucaHu Hag 100 pasnuyHu MyTauumu, Qynnvkaumun, vH-
cepumn 1 geneumn, B KOUTO TOW Y4acTBa, XapaKTepHU 3a pasHOBMOHOC-
TUTE Ha HacnegcteeHus MTK. B tabn. 1 ca onucaHu Hai-vyecTute MyTa-
unn, xapakrepHn 3a MEH2A 1 MEH2B cuHapomute, Kakto 1 Ha Kakea
arpecuBHOCT Ha TYMOpa OTroBaps BCAKa OT TAX.

Mpu cnopaguyHuTe hopmu Ha MTK cTeneHyBaHeTO Ha pucka 3a
arpecuBHOCT Ha Tymopa ce onpegens no knacuyeckata TNM Home-
knatypa. lpu HacnenctBeHnTe HOPMM PUCKBT CE OMNPEREns KaTo
Hali-BMCOK, BUCOK N YMEPEH B 3aBUCUMOCT OT MyTauuaTa. Hair-Bucok
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e pucksT npu nauueHTn ¢ MEH26 1 mytauns B kogoH M918T. Bucok
€ puUCKBLT npu MyTauum B kogoHn C634 n A883F. Bcuuku octaHanm
myTauum B RET HOCcAT ymepeH puck.

Ta6nuua 1. Bpb3ka mexay Hsikon yectu RET myTtauum u pucka ot arpecuseH MTK
npu naumeHTn ¢ MEH2A n MEH2B. Bpb3ka mexay BuAa Ha MyTauusitTa U YyecToTa-
Ta Ha cheoxpoMoUMTOM, XunepnapaTMpeonansbLM, KOXHa NMXeH amunonaosa u
6onectTa Ha Hirschsprung npu naumenTn ¢ MEH2A

RET myTtauus Ek30H | Puck (arpe- YecrtoTa YecTo- KNA | Bonect Ha
CMBHOCT Ha Ha Peo Ta Ha Hirschsprung
MTK) XnT

G533C 8 YmepeH + - He He

CB09F/G/R/SIY 10 YmepeH +++ + He [a

CB811F/G/SIY/W 10 YmepeH +++ + He [a

C618F/R/S 10 YmepeH +++ + He fa

C620F/R/S 10 YmepeH +++ + He fa

CB30R/Y 1 YmepeH +++ + He He

D631Y 1 YmepeH +++ - He He

C634F/G/R/SIWIY | 11 Bucok +++ ++ fa He

A883F 15 Bucok +++ - He He

M918T 16 Haii-Bucok +++ - He He

Peo — gpeoxpomouutom; XMT — xunepnapatupeonansvm; KITA — koxHa nuxeH
amunongosa

KnuHuyHU xapakmepucmuKu U 83auMospb3ka Mex0y eeHomun u
geHomun npu criopaduyHus u npu HacnedcmeeHuss MTK

CnopaduyHusm MTK Bb3HukBa obudvariHo mexgy 40- n 60-
roguwHa Bu3pact. Owe npu Manbk pasmep Ha Tymopa (T1) B 14% ot
cryYyaumTe ca Hanuue MeTacTasum B LeHTpanHuTe nMMgHn Be3anm n e 11%
— B narepanHute numdHy BL3NW. [Npu no-ronam Tymop (T4) meTtactasu
B TE3N MECTa MMa B MHOIO BUCOK MPOUEHT — CbOTBETHO 86% u 93%.
MeTactasu B WWMNHUTE NMEOHN BB3NK ce Hamumpart npu 70% oT nauuex-
TUTE, MPW KOUTO AMarHosaTta ce NocTaBA nopagu nannupyema maca B
obnactTta Ha wwsTa. Npn 10% OT TAX Ce HammpaT QareyHn MeTacTasu.
CurypHu puckosu thakTopy 3a no-roLla NporHo3a ca camo Bb3pacTtTa Ha
naumeHTa Npu NoCTaBAHE Ha AvarHosaTta MU CTaausAT, B KOWUTO € YCTaHo-
BeHa Gonectra. Jpyrn daktopy, Kato MBXKKW NOr, flokarnHa TymopHa
WHBa3Wsa UM METaCcTasn B CbCeAHU UMK AaneYvHn NMMMHN Bb3NW, He ca
[JOKa3aHO 3Ha4YvMMU KaTo MPeauKTopy Ha uaxopa ot Bonectra. [decetro-
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OVLLHaTa NPEXUBAEMOCT NPV MbpBU, BTOPW, TPETU N YETBBPTU CTaaui
Ha BonecTTa e cboTBeTHO 100%, 93%, 71% 1 21%. KnMHWYHUAT xof, Ha
cnopagndius MTK e Henpegsuaum. Bb3aMOXHO € 1 npu Hanmuuve Ha
JareyHn MeTacTasun NaumeHTbT Ja NPEXNBEES HAKOIKO roguHn. [duarHo-
3aTa ce MoCTaBA KbCHO MpW OKOMO MOMoBWMHAaTa OT nauueHtuTe. [Npes
N3MUHANNTE HSAKOMKO OECETUNETUS] HSMa CbLUECTBEHO NogobpeHne no
OTHOLLEHWE MO-paHHaTa AmarHoctTuka Ha Bonectta. lMpexuBsaemocTTa
CbLLO He e nogobpeHa.

Hacnedcmeen MTK

Mpe3 1968 r. Steiner n kon. onuceaT CEMENCTBO, NMPU KOETO ca
HanuyHn egHoBpemeHHo MTK, cdheoxpomoumTom, xmnepnapaTnpeoun-
an3bM 1 cnHgpom Ha Cushing. Cera ToBa cbyeTaHue OT 3abonssa-
HNS € U3BECTHO KaTo MHOXECTBEHA €HOOKPUHHA Heonnasus Tun 2A
(MEH2A), kaTo uma aBa HENHU BapuaHTa — CbY€TaHWe C KOXHa nu-
XeH amunongosa unm ¢ 6onect Ha Hirschsprung.

MEH2B cuHgpoMbT ce xapakrepuanpa cbe cbyeTanme Ha MTK u
deoxpomoumTom. lMaumeHTUTe umat NecHo pasnuyuMm OEeHOTUMNHU
XapaKTEPUCTUKMU,

MauneHtuTe ¢ pamuneH MTK ca TpygHO pasnuyMmu OT Tesn C
MEH2A. B mnHanoTo guarHosata pamuneH MTK ce e noctaesna Bb3
OCHOBa Ha CTPUKTHW kputepumn — nosede ot 10 yneHoBe Ha pamunnms-
Ta ga umat MTK, na nma mHoro 3abonenun unu Hocutenu Hap 50-
roguiHa Bb3PacT, MPU HUKOrO Aa He € OTKPUT heoxpomoumTom. Kibm
MOMEHTa ca ONUCaHU camo Tpu cemenctea ¢ pamuneH MTK, kouto
OTroBapAT Ha OPUTMHANHUTE CTPUKTHU KPUTEPUK 33 NOCTaBsAHe Ha auar-
HosaTa. Cera y4yeHuUTe ca No-CKMOHHW Aa npuemart, Ye damunHmat MTK
€ camo pasHoBuaHocT Ha MEH2A, a He oThenHa HosonornyHa eanHuLa.
ToBa e 1 HoBaTa npenopbka Ha ATA OTHOCHO knacudmkaumsata Ha MEH
cvHgpomnte — MEH2A fa ce oTHacs 3a YeTupy nogBapuaHTa — Krnacu-
yecku (BrNtouBa 3agbrmkmTenHo MTK B KOMBMHaUMSA ¢ heOXPOMOLIMTOM
nvinu xuvnepnapatnpeonamnssm); MEH2A ¢ koxHa nuxeH amunovaosa,
MEH2A ¢ 6onecT Ha Hirschsprung; doamuner MTK.

Knacuyecka MEH2A. MEH2A cecTaBnsea 95% OT BCUYKM criydan
Ha MEH. Cpepg cnyyanTte Ha MEH2A Hait-4yecTu ca knacudeckute. 3a Tax
ca TMNU4YHM MyTauum B ek3oH 10 (kogonu 609, 611, 618 unun 620) n B
ek3oH 11 (kogoH 634) Ha RET. Bcuukn naumenTy passmsat MTK, a npu
HAKOW, B 3aBMCMMOCT OT MyTauusiTa, ce passuBaT U PEOXPOMOLUTOM
Unu xunepnapaTtupeouansbM. Han-ronsiva e yectotata Ha PeoOXpoMo-
LUMTOMMWTE, KOraTo € 3acerHaT kodoH 634. 3a TaAx e xapakTepHo, Ye ca
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[0BpoKayYeCcTBEHN, MHOTOLIEHTPOBM, BunaTtepanHu 1 ¢ Nponsxoa oT Hag-
61BOpeyHaTa xnesa. Yecto ce ycTaHoBsBa AvdpysHa HogynapHa xunep-
nnasvs Ha MegynaTta Ha HapbbvbpeyHaTa xnesa. Tasu BbanecTa xvnep-
nrasvsa e TMNn4YHa Npu 3acsrade Ha kogoHu 918 n 634. MNpu nauneHTuTe
¢ MEH2A v egHocTpaHeH heoXpoMoLMTOM OOUKHOBEHO B pamMKMUTE Ha
10 roguHy ce pasBuMBa M BTOPM TakKbB Ha CpeLLyrnonoXHaTa cTpaHa.
Mpean HaBNM3aHETO Ha BUOXUMWNYHWTE M FEHETUYHK Cnocobm 3a Jokas-
BaHe Ha (heoXpoMOLIMTOMUTE, rMaBHaTa NpuymMHa 3a CMbPTEH U3Xo4 Npu
naumeHtute ¢ MEH2A e 6una MMeHHO PeoXPOMOLIMTOMBT, a He Meay-
NapHWAT TUPEOUZEH KapumHOM. XunepnapatupeovansmbsT Mpu Tesu
NaumMeHTn No NpaBumo € Nek 1 NPeausBMKBa UCKPETHa cuMnToMaTuka.
Moxe pa 6bae n acumntomeH. Morat ga 6baaT yBenuyeHn Mexay eaHa
N YETUPW NapaTUPEOUIHN XIe3N. TbPCEHETO Ha OTKIOHEHWS B Kanuue-
BO-hochopHaTa XomMeocTasa crnejsa fa ctaBa €4HOBPEMEHHO C Auar-
HOCTMKaTa Ha peoxpomouuToma.

MEH2A ¢ koxHa nuxeH amusioudo3a. KoxHaTta nmxeH ammnou-
[03a e psako 3abonssaHe, KoeTo 0OMKHOBEHO Bb3HWNKBA CMOPaAnNYHO,
HO Moxe fa 6bae n yHacnegssaHo, kaTto Yact ot MEH2A Hanpumep.
KoxHuTe nesunm 3acdarat gepmatomu T2-T6 u ca BuauMu Haii-Beye B
obnacTtTa Ha ckanynuTe. XapakTepeH € CUNMHUAT cbpbex, KONTo ce
nopobpsBa Npy usnaraHe Ha chibHUEe, a Ce Brollasa Mnpu NOBULLIEH
cTpec. No-KbCHO ce NoABSBAT XUNEPNUTMEHTALUNMW, BEPOATHO BTOPUY-
HW B pesynTaT Ha pasyecBaHeTo. [NaBHaTa nesud, uarnexga, ce
copmMupa kaTo pesynTaT OT CeH30pHa HesponaTus, 3acarawja [op-
3anHUTE CNMHanNHM HepBu. KoxHaTta NMMxeH amunongosa ce siBsBa B
Mriaga Bb3pacT U MOXe Aa CNyXMW KaTo anapmupaly npusHak 3a Tbp-
ceHeTo Ha MTK. TunuyHo e 3acaraHeTo Ha kKofoH 634. JledeHneTo Ha
KOXHUTE Ne3un € HecneundmnyHo — npunaraT ce fNoKanHn KOpTUKOCTe-
povau, OBnaXHsBaLM NOCUOHU U KPEMOBE, aHTUXUCTaMUHW 3a CUC-
TEMHO npunoxeHue n doTtotepanus. EdekTsT e BpeMeHeH.

MEH2A ¢ 6onecm Ha Hirschsprung. bonectta Ha Hirschsprung
Ce OTKpMBa fNeCHO CKopo cnep paxgaHeto. CbyetaHneTo U ¢ MEH2A
nsrnexga napagokcanHo, Tbil kaTo npu Gonectta Ha Hirschsprung
myTauuute B RET ca no tuna ,3aryba Ha dyHkumsa”, a npyu MEH2A-
no Tuna ,4o6aBsHe Ha yHKUMA”.

@amuned MTK. MNauueHTuTe ca YacT oT haMunus, npu KoATo ce
yctaHoBsiBaT MTK B pesyntart Ha myTtauun B RET. 3a To3n nogsapu-
aHT Ha MEH2A e Tunn4yHo, Ye He ce pasBrBa HUTO HEOXPOMOLIMTOM,
HUTO XUNepnapaTupeonan3bm.
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MEH25. Mpwn naumeHtute ¢ MEH2B MTK ce nssaBsaBa owie B ne-
pvoda Ha paHHOTO AETCTBO. TOMW € MHOro arpecvBeH, MeTacTasupa
paHoO B pervoHanHuTe NMMMHU Bb3NK U n3BbLH TAX. MNpubnuantenHo
75% ot cnyvaute Ha MEH2B ca cnopaguyHu, T.e. npu nauuMeHtute
myTaumsaTa B RET ce e nosiBuna de novo, a He e npugobuTta no Hac-
negcteo. Hacneacteenute cdopmm Ha MEH2B ca okono 25% ot
Bcuykn. Okono 95% ot naumeHTute ¢ MEH2B umat repmuHatuBHa
MyTaums B kogoH M918T Ha eksoH 16 Ha RET. Mo-manko ot 5% umat
MyTaumsa B ek3oH 15 (kogoH A883F). MNpu Tax xogobT Ha Gonectta
mMoxe ga 6bae no-6naronpuaTex.

Oxkono 50% ot nauuneHtute ¢ MEH2B passuBaT deoxpomoum-
ToM. MauneHTnTe ¢ MEH2B CcbLO Taka MMaT MHOro xapaktepHu Oe-
nesun: O4HU — neka nTo3a; nunca Ha cnb3oobpasyBaHe B paHHa Bb3-
pacT, 3agebeneHn n obbpHaTU knenayn; 3agedeneHn Hepeu Ha poro-
BMLATa; CKENneTHU — MapdaHomaeH XabuTyc; TACHO U WU3LOBITKEHO
nvue; ckonuosa; pes cavus,; pectus excavatum u gp.; reHepanusupa-
Ha raHrnMoHeBpOMaTo3a Mo YCTHWTE, e3uka, HebueTo, dapuHkca,
ropHaTta 4acT Ha XpaHOMnpoBOAa, MMacHUTe BPb3kM M napuHkca. Nose-
YETO NauMeHTU UMaT CTOMALLUHOYPEBHU OMMakBaHWA — NofyBaHe Ha
cTOMaxa, KOHCcTMnaums, auapud. MoHsakora ce Hanara onepaTtvBHO
neyeHue no nosof uneyc. BaxHo e guarHosata MEH2B pa 6vae
nocTaBeHa B Mrnaga Bb3pacT, KoraTo BCe OLLUe MMa BEPOATHOCT Tupe-
ongektoMmuaTa ga 6bae nevebHa. 3a cbxaneHme B peanHarta npaktu-
Ka ce cry4yBa TOYMHO 0OpaTHOTO — naumneHTuTe GmeaTt guarHoctTuumpa-
HW Npu BeYe pa3sun ce u nporpecupan MTK.

EnHa manka rpyna nauMeHTM umat no-HETUNUYHO NpeacTaBAHe
Ha MEH2B — cMHOpoMBT ce n3sBsiBa B NO-KbCHa Bb3pacT — okono 20-
30 roamHwu. Mpu Tax ce HabnogaeaT ABOWHW repMuHaTneHn RET my-
Tauuu Ha eauH 1 cbly anen. EgHata myTaumsa 3acara kogoH V804M, a
apyrata — eavH OT cnegHuTe kogoHu — Y806C, S904C, E805K unum
Q781R. MNMpoTtnyaHeTo Ha MTK e no-arpecuneHo.

[eHeTUYHMAT aHanuW3 3a nocTaBsHe Ha AumarHosata MEH2A
BKMoyBa TbpceHe Ha RET myTaumm ocHoBHO B ek3oHM 10 (KOAOHU
609, 611, 618 n 620) 1 11 (kogoHn 630 1 634), KaKTO U B €K30HM 8,
13, 14, 15 n 16. 3a nocTtaesiHe Ha gnarHosata MEH2B ce Tbpcu my-
Tauusa B kogoH M918T Ha ek3oH 16. Npu HeraTuBeH pesynTaT ce Tbp-
cn MyTauusa B kogoH A883F Ha ek3oH 15. B Hskou crnydaun ce Hanara
Ja ce u3cnegsa uenuat pervoH, kogupaw, RET. Toea ce Hanara B
crnyyawTe, KOrato UscrnegBaHoOTO NuUE He 3Hae C TOYHOCT MyTaumaTa,
NpUYnHMna n3asarta Ha 3aboNaBaHETO NPU HErOBUTE POLCTBEHMLN.
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Mpwn cnopaduyeH MTK cblo ce nposexaa aupekreH OHK ana-
nn3 3a TbpceHe Ha repmuHaTueHu myTaumm B RET. Tosa e Taka, 3a-
woto 1-7% OT NaumeHTUTE CbC CNopaaunyeH KapuvHOM BCBHLUHOCT
nmaTt HacnegcteeHo 3abongsaHe. B To3n cnydanm Tpabea ga 6vaat
N3CrnefBaHn BCUYKN POACTBEHULM OT NbpBa NMHUA. Ha reHeTuyHo
nscneaBsaHe NOANEXAT U BCUYKM MPYNU C NOBULLIEH PUCK — NALMEHTU C
KOXHa NMXeH amunoungosa unm ¢ 6onect Ha Hirschsprung, npu kouTo
e fokasaHa MyTauusa B ek3oH 10. CeLyo Tpabea ga ce otbenexu, 4ye
5-9% ot nauyueHtute ¢ MEH2A u ronsama 4act OT naumeHTuTe C
MEH2B nimat de novo myTaums. U Taka, Ha reHeTnYHa KoHCynTaums u
reHeTUYHO TeCTBaHe MOANEXaT CnefHuTe rpynu nauueHTn: a) poacT-
BEHMLM OT NMbpBa NUHUS € AokasaH HacneactseH MTK; 6) poguTenu,
YMUTO Jeua Mmart knacudecka eHoTunHa mssea Ha MEH26; B) nauu-
EHTW C KOXHa NUXEH aMunonpoasa; r) geua ¢ 6onect Ha Hirschsprung
C JOoKasaHa repMuHaTMBHa MyTaumsa B ek3oH 10 Ha RET, kakTo n Bb3-
pactim ¢ MEH2A n myTaumsa B ek3oH 10, KOUTO UMaT CUMATOMM, TU-
nnyHK 3a BonectTa Ha Hirschsprung. B cnyyan, 4ye egHO CeMelcTBO
OTroBapsi KIMMHUYHO Ha guarHozata MEH2A vnn MEH2B, Ho T4 He e
JoKasaHa cnep mscnensaHe Ha uenus RET npoTooHkoreH, ocTaea
CbMHEHMETO 3a HacneacTBeHo 3abonsBaHe. YneHoBeTe Ha ToBa ce-
MENCTBO MOAMNEXAT Ha NEPUOLMNYEH KOHBEHLIMOHANEH CKPUHUHT (Bno-
XUMUYeH, obpaseH 1 T.H.) 3a MTK, cdeoxpomounTom 1 xunepnapatu-
peonansbm npes 1- 4o 3-roauLLIHM MHTepBarnw.

PenpoldykmueHU 8b3MOXHOCMU 3a Hocumenume Ha RET wmy-
mauusi

MauneHtute ¢ MEH2 nognexart Ha npeHaTanHo v npeaumMnnaH-
TauMoHHO TecTBaHe. [lpeHaTanHOTO TecTBaHE ce npoBexaa Mpes
MbPBX UM BTOPU TPUMECTBP C XOPUOHOMOMNCKSA UNN aMHUOLEHTE3a.
Moxe ga ce HanpaBu reHeTUYHO M3CnefBaHe U KaTo Ce K3MonsBa
KpBbB OT MaiikaTa. Taka Hanpumep, ako ballaTta e 3acerHar, a Maika-
Ta He, MOXe [a ce NpoBepw Januv AETETO e nMa CUHAPOMA Ui HE B
paHeH eTan Ha 6pemeHHocTTa. [peanMnaHTaUuMoHHOTO TECTBAHE ce
nspassiBa B TOBa, Ye NPeau Aa ce MMMIaHTMpa OnactoumcTsT, OT
HEro ce npemaxsaT ef4Ha WUIn ABe KINeTKWU, B KOUTO Ce TbPCu MyTaums
B RET. Taka ce nmnnaHTupaT camo emOproHM, 3a KOUTO Ce 3Hae, Yye
He ca HocuTenu Ha myTtauus. NMpouenyparta ce Hapuda npegumnnaH-
TaUMOHHO MOCTaBSIHE Ha reHeTUYHa AguarHosa. Tsi € ocobeHo UeHHa
3a naumenTute ¢ MEH2B, Tbih KaTO XMPYPrM4yHOTO NeYeHne Ha 3acer-
HaTuTe geua pagKko € yCnewHo M MHOTO Mariko OT Tax GuBaTt uaneky-
BaHW.
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CekpemopHu ripodykmu Ha MTK

C-kneTkuTe Ha LUMTOBMAHATA XMe3a CEeKpeTUpaT HSKOMKO XOop-
MOHa, Cped KOUTO KanuWTOHWH, aOEHOKOPTMKOTPOMNEH XOPMOH
(ACTH), B-menaHounTCTUMynupaly XOPMOH, KapumHoemBpuoHarneH
aHTureH (CEA), xpoMorpaHuH, XuCTammnH, HEBPOTEH3NH N COMATOCTa-
TUH. OT BCMYKM N36pOeHM camo kanumToHuHbT U CEA npegcTtasnssar
HadeXaHU TYMOPHWU Mapkepu npu nauveHTute ¢ MTK u TexHuTe ce-
PYMHW HMBa KopenupaTt AUPEKTHO ¢ TYMopHaTa mMaca.

KanyumoHuH

KanuuMToHuHBLT € nentug, marpageH ot 32 aMuHoKucenuHu. He-
roBuW NPEKypcopu ca NpenpokanuUTOHNHBLT U NPOKaNUUTOHUHBT. pe3
nocrnegHvuTe rogMHN nabopaTopHUTE METOAM 3a U3MEpBaHe Ha Kan-
UMTOHMHA Ca CTaHanu TOmKOoBa YyBCTBUTENHW, Y€ BEpPOATHOCTTa Aa
oT4eTaT NOrPeELUHO U NPEKypcopuTe My e cTaHana MHoro mMarnka. Tosa
€ BaXXHO, Tl KaToO NpU CENcuc Hanpumep CUITHO Ce NOBMWLLIABa HABOTO
Ha npokanuuToHuHa. ToBa CTaBa B TbKaHW, KOWTO HOPMAanHO He
TpaHcKpMbuparT reHa 3a KanuMTOHWH, T.€. U3BBbH LWMTOBMAHATA Xesa.
CepyMHOTO HMBO Ha KanuuTOHWHA CbLUO MOXe ga 3abnyau KnuHu-
uncta — oceeH npu MTK, To ce noBuwaea n npu XpoHndHa 6ubpeyHa
HeAOCTaTbYHOCT, XuUnepnapaTupeouansbm, aBTOUMYHEH TUPEOUAMT,
OPEOHOKNETbYEH N edpokneTbYeH BenogpobeH KapuvMHOM, NpocTa-
TEH KapuuHOM, MacTouMTO3a, KaKkTo W B Criydaute Ha 4YpeBHu u Be-
noapoBHN HEBPOEHOOKPUHHM TyMopu. KoraTo KanuuTOHUHBLT € NoBu-
LIeH npy HeTMpeouaHo 3abonsaBaHe, TOW He ce MoBMLIaBa OOMbMHU-
TENHO NpW CTUMynaumsa C Kanuuii Unum neHTaracTpuH. NamepeH kato
KONMMYECTBO KanuMTOHWUH Ha rpam TbKaH, TOW ce Npou3Bexaa B Hal-
ronamo konudectso npyu MTK, n B no-cnaba creneH oT Tymopute C
n3BbHTUPeouaeH npousxod. lpu naumeHtTn ¢ gucemuHupad MTK
HMBaTa Ha KanuuMTOHWHa MOXe Ja ca TOMKoBa NOBULLEHW, Ye TeCTbT
Ja r'v oT4yeTe NOrpeLUHO HUCKM — T.Hap. ,edekT Ha kykata’. Tosu na-
BopaTtopeH cheHOMeH ce HabniogaBa BCe NO-PSAKO NPU HOBUTE UMY-
HoxemunymuHucueHTHr (ICMA) ananusn, Ho TpsibBa ga ce uma npea-
BWA NPU NaUMEHT C MHOrO ronam TYMOP M U3HEHaABaLLO HMUCKO HMBO
Ha KanuuTOoHWHA. HopmarnHo, KanuWTOHUHBLT € HEU3MEPUMO HUCHK
npu 56-88% OT nauueHTuTe, a Moxe ga 6bae namepeH (> 10 pg/mL)
npu gpyrn 3-10%. PedpepeHTHMTE rpaHnLm Npy MbXKETe ca No-BUCOKU
OT TEe3U NpM XEeHWTE NOopPagM No-rofsaMoTO KONM4ecTBo Ha C-kneTtknuTe
B MBXKUS non — 95-nat nepceHtun € 5,2 ng/L npu xennte n 11,7 ng/L
npu mbxeTe. MNpn geua nod 3-roguliHa Bb3pacT HMBATA Ha KanuuTo-
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HMHa ca cuIHO noeuweHu. Owe no-BUCOKM ca npu geua nog 6-me-
CeYHa BBb3pacT. BaxHo e npegu n crneg TUPEOMAEKTOMUSA U B Xo4a Ha
neyeHuneTo npu HanpegHan MTK ga ce nonsea egvH u cbly nabopa-
TOPEH MeToA 3a U3MepBaHe Ha KanuMTOHWH. CBHOTHOLUEHWETO Npo-
KanuMTOHUH/KanuUMTOHWH MOXe Aa Ce U3Mon3Ba kaTo MPOrHOCTUYEH
MapKep — BWCOKOTO CbLOTHOLLEHME KOopenupa C no-fiowa nporHosa
(HanpegHano 3abonseaHe M KbC nepuog, csobogeH ot 6onect). MNpu
naumeHTuTe ¢ MTK ToBa CLOTHOLLEHME HE ce u3crnegsa pYTUHHO, a
CMyXu KaTo gonbneawo nicnegsaHe. B HAKom LueHTpoBe Beyve He ce
npaBu U CTUMYNaUMA C NEHTaraCTPUH UMK Kanuun, KaTo ce cmMATa, Ye
HOBUTE NabopaTopHW METOAU ca OOCTaTbyHO YyBCTBUTENHW, 3a Ada
OTyYeTaT HMBOTO Ha KanuMTOHMHA B XO4a Ha NeYEHMETO Ha NauueHTu-
Te ¢ MTK. B gpyr1 KIMMHWKK npunarat TECTOBETE C Orrfef OTKpuBaHe
Ha HeoTCTpaHeHa YacT OT KapuvHOMa crej TUPEeOoULEeKTOMUSA Unm 3a
oTkpuBaHe Ha MTK npu nauueHTn ¢ HogosHa rywa. lNpunarat ce u
npu geua, 3a KOUTO ce 3Hae, Ye ca yHacneaunu mytupan RET anen.
Jluncea eavHeH cTaHgapT 3a NpoBEXAaHe Ha CTUMynaumaTa ¢ neHTa-
racTpuH u ¢ Kanuuin. Takes Tpsabsa Aa ce M3paboTu OT BCAKA KIUHK-
Ka, KOSITO e pelunna ga npunara TeCToBeTe, a ToBa MOXe [a Ce Oka-
Xe Nno-TpyAHa 3ajaya oT YTBbPXKAABaHETO Ha pedepeHTHU rpaHnum
3a abHOpPMHO 6a3anHo HMBO Ha KanuUTOHUHA.

Kapuyu+HoembpuoHaneH aHmuaeH

BbasanHuTe HMBa Ha kanuutoHnHa n Ha CEA Tpsbea ga ce us-
cnepggart ycnopeaHo. Npu naumeHTn ¢ asaHcupan MTK 1 HUCKO HMBO
Ha KanuuToHuHa, HO BUCoko Ha CEA, ce npegnonara HuckoamdepeHum-
paH kapumHoMm. CbLUOTO e BannaHO M ako 1 ABata MapKkepa ca HUCKM
1nn HopmarnHu. ToraBa MoXe Jda Ce Kacae U 3a rpeluHa guarHosa. Ako
AnarHosarta e CurypHa, nporHosarta € MHOro foLua.

Tpsibea ga ce uma npegeug, Ye CEA He e cneumdunyeH TymopeH
mapkep 3a MTK. 3atoBa 1 nopagun dakTa, Ye TO He ce CTUMynupa oT
MeHTaracTpuH ¥ Kanuui, nacregBaHeTo My B paHHuUTe cTagum Ha MTK
He e ocHoBaTemnHo. TON MoXe Aa CryXu KaTo TYMOPEH Mapkep camo B
NO-KbCHUTE CTadauu, 3a OPUEHTUP Janu Kma nporpecupaHe Ha 3abo-
nsiBaHETO Npu KNMHU4YHO ussiseH MTK 1 kaTto nokasaTen 3a ycnexa ot
npoBeaeHaTa Tupeongektomus. CEA e danwmeo nosuLlEH B MHOIO
crnyyaun — npy nywayy, nNpy raCTpoOMHTECTUHANHN Bb3NanuTenHn 3a-
fonsasaHus, npu gobpokavecTBeHn GenogpobHu 3abonssaHus, npu
Heonnasmm ¢ NPON3Xo U3BHLH LLMTOBUOHATA Xresa.
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Mpu naumeHtTuTe ¢ MTK egHOBpEMEHHOTO NoBULLIABaHE Ha Karl-
untoHuHa n Ha CEA e Bener 3a nporpecnpaHe Ha 3abonsiBaHeTo. B
X0A4a Ha NEYEHNETO MOHWXKABAHETO Ha KanuWUTOHUHA Ha ¢hoHa Ha
TpariHo nouwaealy ce CEA nbk € 6ener 3a no-HuckoagudepeHLpaH,
cboTBETHO no-arpecuseH MTK. Mpu nMyHoxmcToxummuyHa obpaboTka,
Haw-arpecmBHUTE hopmn Ha MTK ce oupeTsaBaT MHTEH3NBHO 3a CEA,
a 3a KanuuToHUH — cnabo nnu nsobo He. B egHo npoyysaHe 0,83%
(7 ot 839 mnscnepsarn) naumeHtTn nmanm MTK, KONTO He cekpeTupan
HUTO KanuuTOHWH, HUTO CEA. lNporHosaTta npu Tesu naumeHTn ce e
konebaena OT yMepeHO NnoLla ¢ NPOABLIMKUTENHOCT Ha X1BOTa Cpea-
HO 12,5 roguMHU OO MHOro nowa ¢ dartaneH usxon o 1,75 roanHu
Ccnea NocTaBsiHe Ha guarHosara.

MopdonornyHata oueHka Ha TbkaH OT TUpeowdeH TyMop, 3a
KOWTO ce cMsATa, Ye Mmoxe da e MTK, Bkntousa 3a4bmKUTENHO UMYHO-
XUCTOXUMUYEH aHanmM3 3a [OKasBaHe Hann4MeTo Ha KanuuMTOHMH,
xpomorpaHuH n CEA un nuncata Ha Tupeorno®ynuH. lNpu gokasaH
MTK, ce npenopbuBa uanaTta TMpeovges na ce noanoxu Ha mopdo-
norvyHa oueHka, ¢ uen u3knoyeaHe Ha MynTudokanHo 3abonsasaHe.

MTK e HeBpoeHOOKpUHEH TymMop. Toi e knacudumumpaH KkaTto Tupe-
oufeH camo 3apagy pPasnonoXeHWeTo My B LMToBUAHaTa xresa. Mak-
POCKOMNCKA TYMOPBLT € TBBbPA, C OAn, XXbNTeHWKaB WUnu YepBeH LBAT.
CnopagnyHuTe KapumHOMKU ca No NpaBuno e4HOCTPaHHW U €4MHWUYHM,
gokato HacnegcteeHute MTK ca MHOXeCTBeHW W OBYCTPaHHO pas-
nonoxeHu. MNMpn XMCTONOrMYHO U3CnenBaHe ce ONUCBaT KPbBbIMN U MHO-
FOCTEHHW KNETKU MM BPETEHOBUAHW, hopMmpalLm rHesaa, nogpeneHn
nanncagHo 1 Hammpalum ce B gobpe BackynapuavpaHa ctpoma. B noro-
B/HAaTa OT XMCTONOMMYHUTE MaTepuani ce nsobpassasa n amunond. Toea
BCBLUHOCT € KanuUTOHWHBT. XUCTONOrMYHnAT obpas Ha MTK moxe ga
6bae noasexgaly. Yecto ce 6bpka ¢ APYrM XUCTOMOMMYHW AMarHO3n
KaTo nanunapeH TUpPeoudeH KapuuHOM, bonukynapeH TMpeouaeH kap-
LUMHOM, MaparaHrnnomM, aopu numdom mnm capkom. Knetkute Ha MTK
eKkcnpecupaT uuTokepaTtuHn, Ha-Bede CK7 n CK18, NKX2.1 (TTF1) n
XPOMOTrPaHWH A, HO Hal-BaXXKHUTE AMArHOCTUYMHW MapKeEpU ca Kanuuro-
HUHBT U CEA. UMyHOXUCTOXUMUYHUAT aHanu3 MOXe fa NoKassa KakTo
MHOMO HacUTEHO, Taka 1 cnabo OLBETABAHE 3a KanLUUTOHWH, HO ako Ta-
KkoBa M300LO NUncBa, guarHosata TpsibBa fa Obae noanoXeHa nog
cbMHeHue. OupeTsaBaHeTo 3a CEA 0OMKHOBEHO € CUITHO MONOXUTENHO.

MoHsikora MTK Bb3HMKBa €QHOBPEMEHHO C NanunapeH unn onu-
KyrnapeH TupeougeH kapuuHom. Torasa ce HabntogaBa HeLo KaTo cny-
YalHO cMecBaHe Ha C-KneTku 1 donukynapHu kneTkn. Pagko ce cnyysa
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MTK v conmkynapHUST My KOMMOHEHT Aa MeTacTasuvpaTt NooTAENHO B
€[MH 1 cbL NpuueneH opraH. MNpu naunenTn ¢ MTK, npumeceH ¢ donu-
KynapHW enemMeHTW, OnepaTUBHOTO NIEYEHNE € CPEeACTBO Ha MbPBM U3-
6op. Mpun HacneacteeH MTK C-kneTbyHaTa Xunepnnasvs npeglectsa
passutmeto Ha MTK u ce nsobpassasa gobpe npu MMyHOXUCTOXMMUYEH
aHanms, C aHTuTena cpeLly KanuuToHuHa. ,C-kneTbYHa xunepnnasus’
BCBLLHOCT € NorpeLuHo HaseaHue. Npeasng MHOXECTBEHOTO pasnpocT-
paHeHune Ha HacneacTBeHns MTK, Tol e pesynTaT oT KrnoHanHa nponu-
depaumst Ha MHOXECTBO TpPaHCHOPMUPaHM NPOreHUTOPHU C-KNeTKu.
CneposatenHo TepMmuHuTe C-KneTbYeH KapuuHom in situ nnm C-kne-
Tb4Ha Heonnasus buxa Gunu no-noaxogsawm. Kputepumre 3a noctaesiHe
Ha guarHosata C-KneTb4YHa XWMepnnasus ca MpoTUBOPEYMBU, HO Mo-
BEYETO MaToNo3N ca cbrnacHK, Ye TpsibBa fa ce BKAAT NoBeYe OT ce-
aem C-kneTku Ha rpyna, uenu conukynu, 3aocbukoneHn ot C-KneTku, u
pasnpocTpaHeHne Ha C-KMNeTKU U3BBLH HOPMAarHOTO UM PasnofioKeHue.
C-kneTknTe obMYaiHO ca pasnonoXeHN NaTepanHo Ha rpaHuLaTa Mex-
Jy ropHata u cpegHaTta TpeTa Ha noboseTe. PasnpocTpaHeHWETo UM
M3BLH TE3N MECTa Ce CMsiTa 3a NokasaTenHo 3a abHopmHa C-kneTbyHa
nponudepaums. AtunuyHata C-kneTbYHa nponudepaums, KoaTto Hapy-
Wwasa OaszanHata MembpaHa WM nNpemMuHaBa KbM 3acbukansLiata
CTpoMa, MMa noTeHumana ga metacTtasupa. Hannumeto Ha geamonnac-
TUYHA CTPOMHA peaKLusi CbLUO rOBOPU 3a MHBa3vBHA ne3ns. 3allo e
B2XXHO [a Ce pa3no3HaBaT MHBa3VWBHWUTE MO npupoda neamn? MNauneHTu-
Te, 3a KOUTO ce npeanonara, Ye umat cnopagmdeH MTK, Ho npy mopdho-
NOMVYEH Orfeq Ha usnarta xnesa ce oTkpuea C-kneTb4YHa Xunepnnasus
nnn myntudokanHa xunepnnasus, Tpsbea fa 6baaT nscnensaHu 3a Ho-
CUTENCTBO Ha repMuHaTBHa MyTauma B RET. iMa 1 MHOro cbCTosHMS,
npu kouTo C-KneTbYHaTa XUnepnnasms ce passrea BTOPUYHO 1 He npesa-
CTaBnsiBa MpekaHueposa — Mpu XunepnapaTMpeougnsbM, XPOHUYEH
numMmcoumUTapeH Tupeonaut, 6bbpedHa HeQoCTaTLYHOCT U NpU cTapee-
He. PasrpaHnyaBaHeTo Ha C-KneTbyHaTa XMNepnnasus oT MUKPOKapLm-
Hom (MTK < 1 cm) e npefm3BuKaTeENCTBO Npes, NaTonora, HO HOCK BaXkHa
KMMHWYHA MHOpMaLMS.

MocTaBsAHe Ha guarHo3aTta MTK npu naumeHTH ¢ Bb3en
Ha WMTOBMAHATA XJe3a

TbHKOU2/1eHa acnupayuoHHa 6uorncusi

3a fa ce oueHU TOMHOCTTa Ha ThbHKOUIMEeHaTa acnupaumoHHa ou-
Oncus NPU NOCTaBSHETO Ha NpaBuUMHaTa AvarHosa, B €4HO npoy4YsaHe
npernexaar XMCTonornyHmTe npenapati Ha 34 nauveHTy ¢ MTK. OT Tax
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npy 28 amarHosata e Buna BApHO noctaseHa. [Npu octaHanuTe Lwiect
cryyas amarHosata e 6una crpelueHa ¢ AesMouaeH Tymop, onukynap-
Ha Heonnasma, KakTo u ¢ Tymop, cbMmHuTerneH 3a MTK. Bendkute 34
naumeHTn obave ca Bynn Haco4YeHW 3a onepaTnBHO NeYeHne.

MTK moxe ga uma pasnuyeH umtonorndyeH obpas. Knetknte mo-
raT Aa ca BpeTeHOBUAHW, NNasMOLUTOUAHN Unu enutenongHun. Yncto
enuTenongHUTe MeaynapHu KapuvHOMWM MHOro HanopobssaT donu-
KynapHus TUpeouaeH KapuuHOM, M3UAMo MrasMouuTougHuTe moraT
Ja ce obObpkaT C NNasmMouuTOM, a U3UANO BPETEHOBUAHUTE — CbC
capkoMm. Ha HaTpuBkaTa moraT Aa ce BUAST MraHTCKU KreTKW, OHKO-
UMTW, CBETMNM KIETKM U KMeTKU KaTo Npu APebHOKNETbYHWUA pak Ha
Benua apob. KneTknte 4ecTo ca C eKCLEHTPUYHO PasnonoXeHo S4po
W rpaHynupaHa uutonnasma. Habniwogaea ce TMnuyHaTta 3a HEBPOEH-
OOKPUHHUTE TYMOPU FPaHynUpaHOCT Ha XpomaTuHa Tun ,corm U nu-
nep”. AMunonasT Moxe Aa 6bae o6bpkaH ¢ kornond. AMUNOUABLT CaM
no cebe CM He e QMarHOCTUYEH KPUTEPWIA, 3aoTO ce cpela v npu
OpYrY CbCTOSIHUSA, KaTO CUCTEMHA aMuriongosa, amunougHa rywa u
donukynapHn nesun. VIMyHOXUCTOXUMWYHUAT aHanus, [Jokassaly
HanMunMeTo Ha KanuuTOHWH, XpomorpaHuH unun CEA n nuncata Ha
ougeTsABaHe 3a TMpeornobynuH, notBbpxaaBa guarHosata MTK. U,
pasbvpa ce, Han-curypHusT Oener 3a MTK e gokasBaHeToO Ha MoBuW-
LUEHO HMBO Ha KanuuTOHMHA B cepyMa Ha naumeHTa. CTeneHTa Ha no-
BYLLABaHe CbLUO UMa 3HaYeHMe — NPu HUBO Ha KanuuToHuHa Hag 500
pg/mL, ce Hanara TbpceHe Ha AnceMuHupaHo 3abonsasaHe. [Npu kan-
umMToHUH < 500 pg/mL ce npucTbnBa AMPEKTHO KbM TOTarHa TUpeo-
naekromusi. ucekumsa Ha permoHanHuTe NMMQHN Bb3NW He ce Hana-
ra BuHaru. Ta ce nposexaa, ako AaHHUTE OT NpeABapuUTENHUA ynT-
pasByK Ha LUMAHMSA PErMOH N HaxodkaTa Nno BpeMe Ha camara onepa-
umna npegnonarat u3sbpLUBaHETO U. CepyMHOTO HUBO Ha KanuMTOHU-
Ha CbLLO Ce Nons3Ba KaTo OPMEHTUP 3a HEOOXOAMMOCTTa OT npemax-
BaHe Ha WWAHUTE NUMMHN BB3NN.

[narHocTnyHaTa TOYHOCT Ha TbHKOUrNeHaTa acnupaunoHHa 6u-
oncusa ce MNoBuLIaBa 3HAYUTENHO, aKO Ce KOMOUHMPA C UMYHOXUCTO-
XVMUYEH aHanms 1 ¢ uscnegBaHe Ha KOHUEHTpaumsaTa Ha KanumMToHWH
B cMuBa. TbHKOUrMeHa 6roncusa ce npenopbYBa NpU BCUYKM BB3NU C
pasmep Hag 1 cM U CLMHUTENHW YNTPA3BYKOBU XapaKTEPUCTUKU,
npegnonarawim 3rnokayecTBeHO HoBoObBpasyBaHue. Korato xuctorno-
MYHUAT aHanu3 He AaBa 3aKMyYeHne UNN 3aKNIYEHNETOo e, Ye uma
Benesun, cycnektHu 3a MTK, ce n3amepsa KOHUEHTpaUuUaTa Ha kanuu-
TOHWH B cMuBa. [poBexaa ce 1 UMYHOXUCTOXUMWYEH aHanms.
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OuyeHka Ha nayueHm ¢ mupeouodeH eb3eJs1 3a Hanu4due Ha MTK

MbpBO Ce NpoBexaa TbHKOWUIMEHa acnupauuoHHa Buoncus. Moc-
TaBs Cce UMTONnorMdHa guarHosa. lNposexaa ce ynTpasByK Ha LUMEH
pervoH. MamepsaTt ce CepymMHWTE HMBA Ha kanuutoHuMH u Ha CEA.
MpoeBexga ce AHK aHanu3 3a Hannyue Ha repMuMHaTMBHa MyTauus B
RET. lNpu RET+ naumeHTn ce npucTbrnBa KbM TbpceHe Ha Peoxpo-
MOLMTOM. AKO TaKkbB CE OTKpUe, MbPBO Ce NpoBeXaa €4HO- Unv ABYyC-
TpaHHa agpeHanekToMus, cneg KoeTo NraHoBO ce U3BbpLUBa ToTan-
Ha Tupeougektomus. MNMpegn TUPEONAEKTOMUATA MOXE Aa CE HaNOXu
npoBexaaHe Ha no-3agbndodeHn obpasHn N3cneBaHus 3a TbpCeHe
Ha MeTacTatudHa 6onect. ToBa ce Hanara, ako CEPYMHUAT Kanuuto-
HVH e > 500 pg/mL. Ako ce OTKpUAT MeTacTasn, OTHOBO Ce NPUCTLMNBA
KbM OTCTPaHsIBaHE Ha MbPBUYHOTO OTHULLE, HO CbLLO Ce OBMMCA U
CUCTEMHa Tepanusa C TUPO3MHKMHA3HWM WHxMbuTopu. lMpu nunca Ha
MeTacTasun, HO WHBAa3ns Ha TymMopa W3BbH LUMTOBMAHATA Kresa, ce
obcbxaga HeobxoAMMOCTTa OT NbyveTepanud. Takasa ce npunara u
ako cnef TUPEOUAEKTOMUATA Ce YCTaHOBW, Y€ UMa HEeOTCTpaHeHa
yacT ot nesudarta. lNMauyueHtute ¢ mytauusa B RET Tpabea ga ce ums-
cneaeaT 1 B Hacoka xvnepnapaTtnpeonansbm.

UsamepeaHe Ha cepyMHUS KanyumoHUH MpuU 8CUYKU nayueHmu ¢
8b3e/ Ha WumosudHama Xxrnesa

B egHo npoy4ysaHe namepBaTt cepyMHUS KanuuToHWH npu 10 864
naumeHTu ¢ HogosHa rywa u taka npu 0,4% otkpueat MTK. QuarHoc-
TUYHaTa YyBCTBUTENTHOCT M CNeunuduryHOCT Ha M3MEpBaHETO Ha ce-
PYMHUST KANUUTOHWH CE NOBMLUABA, aKo Ce ThJIKYBa NpW HaNMU4yHU AaH-
HW OT TbHKOWIMEHa acnupauunoHHa buoncus. UamepeaHeTo Ha cepyM-
HWS KanuWTOHWH NPY BCUYKN MALUEHTM C HOAO3Ha rywa 6u goseno o
MHOrO MO-HaBPEMEHHO AUArHOCTULMPaHE Ha e4uH KapLMHOM, 3a KOW-
TO Ce 3Hae, Y€ OTKPUT KbCHO, € TPYAHO NeYnM.

B gpyro npoyysBaHe ce usMepBa CEPYMHUAT KanuUMTOHUH Mpu
5817 nauneHTn. MNpu 95,2% (5535 nauneHTn) HNBOTO Ha KaNUUTOHM-
Ha e nog 10 pg/mL. OT ocTaHanute nauneHTn 216 nmaT HMBO Ha Karn-
unToHmHa mexay 10 n 20 pg/mL. Te ca 6unu n3cneasaHn eXxerogHo.
Korato gBe roguHy No-KkbCHO HUBOTO Ha KanuWTOHWHA CE € NOBULLUIIO
npv €auH naumeHT Ha 33 pg/mL, my 6una HanpaseHa TUPEOUAEKTO-
MUS C XUCTOMornyeH pesyntaT C-knetbyHa xunepnnasms. OT ocTaHa-
nuTe 66 nauneHTn, KoUTo nmanu 6asanHo HUBO Ha KanuUUTOHMHA Hag
20 pg/mL, npn 8 10 € 6uno Hag 100 pg/mL. MNpn BCuYkn 8 NaumeHTn
ce e noTebpauna xucrornorudHata guarHosa MTK. Npu octaHanuTte
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57 naumeHTn e npoBedeH NeHTaracTpuHoB TecT. Tow Bun nonoxure-
neH (nosuwaBaHe Ha KanuuToHnHa Hag 100 pg/mL) npu 4 oT 8 naum-
€HTK ¢ Ba3anHo HMBO Ha kanuuToHuHa mexay 50 n 100 pg/mL u npu
8 oT 49 nauuneHTn ¢ 6asanHo HuBO mexay 20 n 50 pg/mL. CroTBETHO
XVUCTOMOMMYHNUTE pesynTatu OT NPOBEAEHUTE TUPEOUAEKTOMUN COYe-
nm MTK 1 C-kneTbYHa xunepnnasusi.

[MpouUeHTHLT Ha u3nekyBaHWTE naumMeHTU ¢ HanpegHan MTK e
MHOro manbKk. ETo 3aLlo pyTMHHOTO nscneABaHe Ha KanuuToHWHa npu
BCWMYKM NaUMEHTU C HOAO3HA rylla € LWaHC 3a U3nekyBaHe Ha Te3n oT
TAX, Npun kouto BomnecTTta ce OTKkpue B camoTo Hayano. OT gpyra
CcTpaHa, 3Haenkn, ye MTK we O6bae otkput camo npu 0,3-1,4% ot
nscnegBaHnTe, He BCSKa 34paBHa cuctema 6v cyena mscnenBaHeTo
3a peHTabunHo. OcBeH ToBa HEMaNbK e € NPOLEHTBLT Ha HEHYXHO
onepupaHnTe, ocobeHo ako ce 3aafe TakoBa HMBO Ha KanuMTOHUHA,
Hag koeto MTK ga ce oTkpuBa € Hal-ronsiMa 4yBCTBUTEIMHOCT (CHOT-
BETHO U C MNo-HWCKa crneumdunyHocT). Hukoe npoy4saHe He faBa cBe-
AEHNSA KaKBM Ca CMBPTHOCTTA N YCNOXHEHWATa, NOMyYeHn cnep Taka-
Ba HeHyXHa onepauus. ETo 3awo AmepukaHckaTa TMpeongHa acoum-
auus ce Bb3AbPXKA Aa Aaje npenopbka No To3n BbNpoc. Ta cbBeTsa
BCSIKa KNMUHMKA cama ga B3eMe pelleHueTo ganu fa BbBefe KaTo
CKPUHWHIOBO TOBa m3cneasaHe. 1o Ccblums Ha4MH CTOM BBNPOCHT 3a M3-
CrneABaHeTO Ha KanuWTOHWMH B CMUB OT Matepuari, B3eT C TbHKOWUrTeHa
acnupaumoHHa 6uoncusa. Bbnpekn Ye nocrnegHuTe npoyYBaHusi cBuAae-
TencTear 3a Mno-ronsgmMa YyBCTBUMTENHOCT Ha U3CNegBaHETO, HanpaBeHo
MO TO3M Ha4MH, OTHOBO Ce MOoBAMra BLMPOCHT 38 PEHTabUIMHOCTTa My,
akKo ce npunara MacoBo NP BCUYKM BUONCUpaHn naumeHTu.

MoBeaeHue Npu NaLMeHTU ¢ Bb3es Ha WUTOBUAHATa Xie3a
N XUCTOJIONMYHO 3akntoyeHme MTK

MpedonepamueHu obpa3sHu uscsedsaHusi

Hain-saxxHOTO 06pasHO nscregBaHe Npy CbMHEHUE 33 KapLMHOM
Ha WWTOBUAHATA Xe3a € yNTpasByKoBOTO. AKO TO NPEAMNOnoXu WH-
Ba3ns Ha KapuuHOMa, ce NPUCTBbNBa KbM OOMNBMHUTENHW U3cneasa-
Hua. KomnioTbpHaTa Tomorpadusa (KT) e Han-4yBCTBUTENMHUAT METOS
3a oTKpuBaHe Ha meTacTtasn B 6enute apobose n meanactuHyma. C
Hero ce TbPCAT U MeTacTasu B YepHusa gpob. Han-vyBcTBUTENHM 33
TbpPCEHE Ha KOCTHM MeTacTasu ca akcuanHata MarHUTHOPEe3OHaHCHa
TOoMOrpadusi u KocTHaTa CUMHTUrpadums.
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W Taka, koHTpacTHoycuneHa KT Ha wwuiHa obnacT, TpudasHarta
KOHTpacTHO ycuneHa KT Ha yepeH Apob WnM KOHTPacTHO ycureHa
MPT Ha yepeH apob, u akcnanHa MPT unu kocTHa cumHTUrpadus, ca
obpasHuTe uscneaBaHnsi, KOUTO A CE HanpaBsT, ako MMa AaHHU 3a
MHBa3NBHO 3abonsBaHe, MeTacTasn B peruoHanHuTe NUMGHM Bb3nu
unn JanedyHn metactasu. CbLIOTO Ce OTHacs 3a NaumeHTU CbC ce-
PYMHO HMBO Ha KanuuToHuHa > 500 pg/mL.

M. BaHkosa

NPEPABOTEHM NPENOPBKU HA AMEPUKAHCKATA TUPEOMOHA
ACOLUUALIUA 3A NEYEHUE HA MEAYNAPEH TUPEOULOEH
KAPLUWHOM (YACT 2)

Wells, A. S. et al. Revised American Thyroid Association Guidelines for the
Management of Medullary Thyroid Carcinoma, 2015.

OnepaTUBHO neyeHue

OnepaumsaTa, KOSTO Ce N3BbpLUBa NPW JOKa3aH cropaguyeH nunm
HacnegcteeH MTK, e ToTanHa Tupeonaektomma cse unn 6e3 gucek-
UUSt Ha WWAHN TUMGHN BB3NN — TOBA 3aBMCK OT CEPYMHOTO HMBO Ha
KanuuMToHWHa Npeau onepauusaTa u OT ONUCAHUETO Ha YNTPasBYKOBMUS
obpas. Korato nayneHTsLT MMa nannupall ce Bb3er, BeposaTHOCTTa 3a
MeTacTasn B NMMMEHUTE Bb3MM € BUCOKA, HO T€ YECTO Ce npomnyckaT
npv npegonepaTuBHuTe obpasHW n3cnenBaHusa U gaxe no Bpeme Ha
onepauusaTa. B egHo npoyyBaHe npu 75% oT naumeHTnte ¢ MTK no
BPEME Ha camaTta TUPEOUOEKTOMUS CE HamMUpaT MeTacTasu B Niumd-
HUTE BB3NW OT UeHTpanHaTa U natepanHute WWiAHK 30HW. B gpyro
npoyyBaHe, Npu NauMeHTW ¢ €4HOCTPaHEH WHTpaTUpeouaeH Tymop,
nMmdHN meTacTasu ce yctaHoBaBaT B 81% npu UCEKUMUTE Ha LIEHT-
panHaTta 30Ha (HuBo VI), B 81% npu ancekummnte Ha nncunarepanHa-
Ta 30Ha (HuBea II-V) n B 44% npu gucekuuuTe Ha KOHTpanaTepanHarta
30Ha (HmBa lI-V). MNpn gBYCTpPaHHN TYMOPU B rpaHULMTE Ha LUMTOBUA-
HaTa Xrnesa YectoTata Ha MeTacTasuTe B MMMAHNTE Bb3NK € 71% 3a
LueHTpanHata 3oHa, 71% 3a naTepanHute 30HW OT CTpaHaTa Ha Hal-
ronemusi Tymop n 49% 3a KoHTpanatepanHuTe Ha Hero 30HWU. UsHe-
HadBallo, YecToTaTa Ha NUMMHU MeTacTasn B LEHTpanHus U uncu-
narepanHusa y4actbk Bapupa mexay 50 n 75%, B 3aBUCMMOCT OT ToBa
Janu TyMopbsT € no-mManbk oT 1 cm nnu no-ronsm ot 4 cm. Moxe ga
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