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AVArHOCTUKA U Ae4YeHune
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Medullary Thyroid Cancer: Management Guidelines
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Ucnonb3oBaHHbIE COKpaLWLeHUN:

AKTI — agpeHOKOPTUKOTPONMHbLIM FOPMOH
OJ1T — apnctaHUMOHHasA nydyeBaa Tepanums
KPI" — KOPTUKOTPOMUH-PUIN3NHI-TOPMOH
KT — komMmnbloTepHas ToMmorpapus
POA — pakoB0O-aMBpPMOHabHbIN aHTUTEH
MPT — marHMTHO-pe3oHaHCcHasa ToMorpadpus
MPLLK — MmeoynnsipHblii pak WmMTOBUOHOMN
Xenesbl
MO3H — MHOXeCTBEHHas 3HOOKPUHHAs
Heonnasus

LleAb 1 cTaTyC peKoMeHAAUnN

lMpenctaBneHHble KIMHUYECKUE PEKOMEH-
Jaum o0beauHalT MHEHUS YNeHOB paboyei
rpynnbl Mo KOYEeBbIM M Hanbonee CrnopHbIM
npobnemam AnarHoCTUKK 1 nedeHns MPLLDK,
KOTOPbIE COXUINCb B OTEYECTBEHHOW KJINHU-
yeckor npakTuke. B pabouyio rpynny BOLIIM
cneunanncTel, paboTawlime B pas3fnyHbIX ne-
4eOHbIX U Hay4YHO-MUCCNeaoBaTENbCKUX YUpPeXX-
OEHUSAX.

OTOT OOKYMEHT He aBnseTcs opuumanbHO
YTBEPXKAEHHBIM PA3NMNYHbIMUK CTPYKTYpamm Mn-
HUCTepcTBa 3apaBooxpaHeHus PD. MNpeacTtas-
JIEHHbIE B HEM MOJIOXEHUS HOCAT peKkoMeHaa-
TesibHbIN XapakTep.

OcCHOBHbI€ NPeanocbIKU AJI9 CO3aaHUA
pekomMeHpauuin:

* OTCyTCTBUE €ANHbIX MOAX0A0B K ANarHoc-
TuKke v nedeHnio MPLLPK;

* HeobxoaMMOCTb agantaumn psaa coBpe-
MEHHbIX MEXAYHAaPOAHbIX KIMHUYECKUX PEKO-
MeHAaUuv, BbILUEALLIVX B MOCAEAHNE roabl, ro-
JIOXKEHUWSI KOTOPbIX MO PSAY BaXHbIX COObITUN
CyLLIeCTBEHHO OT/IN4aroTcsli OT KJIANHUYECKOU
npakTuku, caoxusLuerics B PO;

* HEOOXOAUMOCTb MYJIbTUANCLNITIINHAPHO-
ro noaxoaa K anarHoctuvke v aedeHunio MPLLPK,
YTO Halu/IO0 OTpaxeHue B cocTaBe paboyen
rpynnbl (OHKOJ10rn, 3HAOKPUHOJI0MN, 3HAOO-
KPUHHbIE XUPYPr, paanosoru, natoMmopgosio-
v, reHeTuKu).

HacnencTtBeHHbIN n cnopagunvyeckun
MPLLX — peoko BcTpevawowasncs (MpMmepHo
3-4% OT BCexX TMPEeOondHbIX KapUMHOM), OocTa-
TOYHO CNOXHada ansa nedeHns 310Ka4ecTBEHHAs
onyxonb. OTOT (akT OrpaHnYMBaeT NpoBene-
HME LUMPOKOMACLUTAOHbIX KIMHUYECKUX NUCChe-

CKTI — C-kneTto4yHas runepnnasums
MIMT — nepBUYHbIN rMnepnapaTnpeos

MTr — napatnpeongHbIi FOPMOH

M3T — NO3NTPOHHO-3MMNCCUOHHAsA
ToMorpadus

TAB — TOHKOUrofibHas acnupaymMoHHas
ouoncusa

Y3W - ynbTpasBykKoBOE UCCNeaoBaHne

LUK — wmTtoBuaHas xenesa

nosaHuin. MPLLLDK nocesiwieHo Hemano nyonum-
Kauuii, 0gHaKko Npv 9TOM B CBOEM BOJIbLUMHCTBE
OHW OTpaxaloT MPENMYLLECTBEHHO Y3KME K-
HUYECKME acCnekThl, YTO, ONATb Xe, 3aTPYAHAET
oOWMN aHanM3 HaKOMJEHHbIX pPe3yNbTaToB.
Cneumanuctbl paboyen rpynnbl Ha OCHOBaHUN
VIMEIOLLIMXCS B INTepaType AAHHbIX C NO3Muumn
JokKasaTenbHOW MeguuMHbl paspabotann Kam-
HUYEeCKMe peKkoMeHaaLUMn, 00beANHNB UX C KIN-
HMYECKNM OMbITOM N 3HAHUSIMM 3KCNEPTOB.

B oCHOBY HauMOHaNbHbIX KITMHUYECKMX pe-
KOMEeHAaunn nernn OKYMEHTbl, pa3paboTaH-
Hble 1 0400PEHHbIE CNeayLWNMN OpraHn3aLn-
aMn: AMeprKaHCKOW TMPeongoiorm4eckomn ac-
coumaumein, AMEPMKAHCKON akagemMuen otopm-
HONTAPUHIOI0TUN N XUPYPIK ONYXOJIEN rONOBbI
n weun, AMepUKaHCKOMN HaUVOHasIbHOW OHKOJIO-
rmyeckom ceTbio, AMepUKaHCKOM accouyaumen
KIMHWYECKMX SHOOKPUHOAOroB, AMepPUKaHCKOM
accouyaumen sHOOKPUHHbBIX XMPYPros, AMepu-
KaHCKUM KOJIEOKEM 3HOOKPUHOMOroB, Tupeo-
mnponorunyeckon accoupaumen Asnmm n OkeaHun,
BpuTaHckom accoumaumen 3HOOKPUHHON XUPYP-
rMmn n XMpypruy WMTOBUOHON Xenesbl, bputaH-
CKOW accoumaumern OHKOMOrMN FONOBbI U LLUEN,
EBponencknm 3HOOKPUHONOMMYECKMM OOLLIECT-
BOM, EBponenckon accoupaumen aHA0KPUHHBIX
X1pypros, EBponenckor Tnmpeouaonornieckom
accoumaupen, MexayHapogHoOW accounauuen
3HOOKPUHHBIX XUPYProB, TMpeouaonormiecknm
0o6LwecTBOM JIaTMHCKOM AMEPUIKNA.

OCHOBHbIMM MpUHUMNaMN GOPMUPOBAHUS
3KCNepTHOW paboyen rpynnbl ABASSINCH: KINNHN-
YeCKMN OMnbliT B AUMArHOCTMKE W JIEYEHUN
MPLLPK, oTcyTcTBME YCTOSIBLUMXCSI HEMnokoJe-
OUMbIX B3MSAA0B NO pPAAy NpUHUUNUANbHbBIX
npo6sem B 3TOM 061ACTUN OHKONIOIMN U TUPEO-
MO0N0OrMN N TOTOBHOCTb UATU HA KOMMPOMMUCC.
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1. NMEPBUHHASA AUATHOCTUKA
MPLLLK

1.1. MNpepnonepaunoHHoe obcnenoBaHve
npv nogospeHnmn Ha MPLLDK nosmkHO BkoYaTb
onpepeneHne 6a3anbHOr0 YPOBHS KalbLUUTO-
HUHa, POA, kanbuys (MOHN3NPOBAHHOIO U/UNK
obuiero), uccnegoBaHne mytaunu RET.

1.2. MNpu Hannummn nHtTakTHOM LLIDK ypoBEHb
6asanbHOro KanbUUTOHUHA AO0/KEH OblTb WH-
TepnpeTnpoBaH B npefenax pedepeHCHbIX
3HA4YeHMM aNns B3POCAbIX C y4eToM nona. Y Myx-
YMH BEPXHAA rpaHuLa pepepEHCHOro MHTeEpPBa-
na ans 6asanbHOro KanbLUMTOHMHA BbllIE Ha
10-15 nr/mn. BBmay HegoCcTaToO4yHOro Konm4ye-
CTBa AAaHHbIX 00 MHTepBane HOpPMaJlbHbIX 3HA-
YEHUN CbIBOPOTOYHOIO KaslbLIUTOHMHA Y OEeTen
00 3 neT (OH BblLLIE, YEM Y B3POC/IbIX) HEOOX0aN-
MO C OCTOPOXHOCTbIO VHTEPNPETUPOBATb pe-
3ynbTaThl Y AeTeN MNaaLlero sBo3pacTa.

1.3. He3HaunTtenbHoe NOBLILLIEHNE YPOBHS
CbIBOPOTOYHOrO KaNbLUTOHMHA MOXET ObITb
BbISIBJIEHO B Pa3HbIX KJIMHUYECKUX CUTyauumsx,
Bktodasa CKI, novyeyHyo HegOCTaTOYHOCTD, ay-
TOMMMYHHbIN TUpeonaunT. MoBbILLEHNE YPOBHS
KaNbLIMTOHMHA MOXET TakXe BCTpPevaTbCs npwu
BHETUPEONOHbIX HEMPOIHAOKPUHHBIX OMYXOsX
Ny HOCcUTenem retepodusibHbIX aHTUTEN.

1.4. NccnepoBaHue ypoBHSA 6a3anbHOro
KaNbLUNTOHMHA PEKOMEHOOBAHO BCEM MNaLMEH-
TaMm C npegonepauyioHHbiM AMarHO30M OMyXo-
neson natonorum LLXK (pak WwmToBmaHoOM xene-
3bl, GoNMKyngapHaga onyxosb). NMpu ymepeHHoOM
MOBbILLEHUN YPOBHS 6a3asibHOrO KanbUMTOHUHA
(meHee 100 nr/mn) moka3aHO onpeneneHune
CTUMYJIMPOBAHHOIO YPOBHS KasbUMUTOHWHA.
YpoBeHb KanbumToHMHa =100 nr/mn, 6a3anbHbli
MAN CTUMYIMPOBAHHbLIN, SBASETCHA MOA03pu-
TesnbHbIM Ha Hann4mne MPLLDK, B aToM cny4yae He-
06xo0AMMO [0NONHUTENbHOE 06cnenoBaHue
1 nocnenyloLLee nevyeHme.

1.5. Nopsaok npoBeaeHus npooGbl onpe-
AeNleHUs CTUMYJIMPOBaHHOIO YPOBHA KaJlb-
LMUTOHMHA: B CBA3W C BO3MOXXHbIMU NOOOYHBIMU
addekTamm TECT NPOBOAMTCS B CTALMOHAPHbIX
YCIOBUSIX, B MOJIOXEHNN BONBHOMO Iexa, CTPOro
HaTowak. lNMocne 3abopa KPOBU M3 BEHbI C LiE-
NblO oNpeaeneHns ypoBHs 6a3anbHOro KasbLm-
TOHMHA BHYTPUBEHHO OOJIIOCHO BBOASAT MOKO-
HaT Kanbuma n3 pacyeta 2,5 mr (0,27 mn 10%
pacTteBopa) Ha 1 kr macchl Tena. lNpw Bece nauu-
eHTa 6onee 70 kr BBogaT 20 mn 10% pacteopa
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rnokoHaTta Kanbuus. CTUMYNMPOBAHHbLIA YpPO-
BEHb KaJIbLIMTOHMHA ONpeaensaeTcs yepes 5 MuH
rnocne BBeOeHus pacteopa.

1.6. Maumentam ¢ MPLLUXX nokasaHo o6s-
3aTesibHOe oOcnegoBaHue Ha nNpeaMeT oOHa-
pyxeHunsa dpeoxpomMouutomsl. [na mckiode-
HUSA GEeOXPOMOLUTOMbI MOXET UCMONb30BaTbCS
no0o N3 cnenyrLyx MeToa0B:

+ OTpuuUATEeSNbHbIA TECT Ha Hanudmne RET-
MyTaumMnm N OTCYTCTBUE [OAHHbIX B CEMEMNHOM
aHaMHese;

* HOpMaJibHbIli YPOBEHb CBOOOAHbLIX MeTa-
HedppnHa N HoOpMeTaHedpPrHa B nsasMe KpoBu
WU CYTO4YHOW MOYE;

* OTCYTCTBME NATONOrMYECKNX N3MEHEHUN
Hagno4e4yHmMKoB no gaHHbiM KT nnn MPT.

Mpn MPLLK B pamkax cuHgpoma M3H 2
onucaHbl (GeoXPOMOLMUTOMbI UCKIOUYUTESTBHO
HaAMNOYE€4YHNKOBOW NoKanM3auum, B CBA3M C HYEM
obcnenoBaHue a5s BbIABIEHNA BHEAOAOMMHASb-
HOW noKanusaumm 3ToN ONMyxosin He NoKa3aHo.

1.7. MNpeponepaunoHHoe Y3 wen noka-
3aHO BCEM NauUVeHTaM, y KOTOpbIX AaHHble TAB
AN YPOBEHb KaNbUUTOHMHA SABASIOTCSA ANArHO-
CTUY4ECKMMU WAN  NOAO3PUTENbHBIMWU  ON4
MPLLX.

1.8. lNpepgonepaumoHHasa KT wen n opra-
HOB rpyaHoOM kKnetkn u TpexdasHaa KT neyeHu
C KOHTpacTHbIM ycuneHueMm unm MPT C KOHT-
pacTHbLIM yCUNEHNEM NOKa3aHbl BCEM MNaLNEH-
Tam ¢ MPLLX npu Hanuuum pernoHapHbIX
mMeTacTta3oB B numdatmndeckme y3nol (N1) nnm
MPU YPOBHE CbIBOPOTOYHOIO KaNlbLIUTOHMHA
>400 nr/mn.

1.9. ©AOI N3T n BM3yanuaauus peuenTo-
pPOB K COMaTOCTaTMHY HEe PEKOMEHAYIOTCSA Kak
PYTUHHbIE METOAbl AJIA NepBOHa4YasibHOro
CKPUHMHIa Ha npegmMmeT BblBNeHUs mMeTtacTa-
308 MPLLK y nauneHToB, y KOTOPbIX JaHHbIE
TAB u/vnn ypoBeHb KanbLMTOHWHA SBJISIOTCSH
ONAarHOCTUYECKMMU N NOA03PUTENBHBIMU Ha
Hannune MPLLXK.

2. NEPBUYHOE XUPYPITNYECKOE
AEYEHUE MPLLLX

2.1. NMNpu MmecTHO-OrpaHN4eHHOM
pacnpocTpaHeHuun
2.1.1. MuHUManbHbIM 0O bEMOM OnepaLum
y MauUMeHTOB C OOOCHOBAHHbLIM MOAO3PEHNEM
nnn Hanmdmem MPLLK npu oTcyTCcTBUM 0OLLIMP-
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HOW MECTHOM WMHBA3UU MEPBUYHOW OMYXOJINn,
MeTacTas3oB B LWENHble nMpaTnyeckme ysnbl
Nno AaHHbIM GU3MKanbHOro obcnenoBaHnsa UK
Y3W, a Takke npn OTCYTCTBUN OTAANIEHHbIX Me-
TacTa30B 9ABNAETCH TOTaNbHaA TUPEOUAIKTO-
MUa C npodpunakTuyecKum ypasneHuem
LeHTpaNbHO rpynnbl NMM@PaTNYEeCKnx y3-
noB (VI ypoBeHb).

B HacTosiLmit MOMEHT Heob6X0AMMOCTb Bbi-
nosiHeHnss npoguaakTndyeckux 6OKOBbIX
aumeoauccekuni y nauneHToB ¢ Metacrasa-
My B M pOoy37ibl VI ypOoBHSI /v ¢ 6ObLLINMY
nepBUYHbIMY OryXOJIsSIMY nogBepraeTcs co-
MHeHuI0. 910 CBSI3aHO C OTCYTCTBUEM BUOXU-
Mu4Yecko pemuccumn y 601bLIOro Yncnaa naum-
€HTOB rocsie nNogo6HbIX ornepaumii.

Y 50% 60sbHbIX npu agoonepaLmoHHOM
ypoBHe 6a3asibHOro wam CTUMY/IMPOBAHHOIO
kanbUnTOoHMHa 6onee 300 rir/mn v npu pasme-
pe nepBuYHOM oriyxosin 6onee 1 cM, KOTOPbIM
Obl/11 BbIMOJIHEHBI MTPOPUAAKTUYECKMNE PacCLIu-
PEHHbIE BMELLATEIbCTBA, HE OTMEYaeTcs U3Je-
YEeHWEe o KPUTEPUID OUOXUMUNYECKON PEMUC-
cun — 6asanbHblli U CTUMYJIMPOBAHHbIA
KanbynToHNH meHee 10 nr/mn. [Npuv Hann4um
onyxonn 6osnee 4 cM u nNpeaonepaLnoHHOM
ypoBHe 6a3asbHOro wuav CTUMYJIMPOBaHHOIO
kanbumtToHnHa 6onee 3000 rir/mn Tonbko 'y 10%
Takux nauneHToB yaaeTcsl AOCTUrHYTb HOPMasib-
HOro ypOBHSI KasibLUMTOHWHA MeHee 10 rr/mMs1 no-
cJie orepawum.

2.1.2. NaupeHtam ¢ MPLLX 1 meTacTtatu-
YeCcKkMM nopaxeHmem ueHTpanbHbix (VI ypo-
BEHb) NMM@aTnyecknx y3noB npm OTCYTCTBUA
MeTacTa3oB B MMMPATUYECKNX Y3ax OOKOBbIX
TPEeyrosbHMKOB Wwen (No gaHHbiM Y3WN) n otaa-
JIEHHbIX METacTa30B MNoka3aHa TUPEeNOO3KTO-
MUS C yOQANEHWUEM LEHTPasbHOW rpynnbl NUM-
daTn4eCckmx y3nos.

2.1.3. MNaumentam ¢ MPLLK n metactaTtu-
4YeCKMM MOPaXXEeHUEM PervoHapHbIX NuMdpaTm-
4YeCKUX Y3/I0B LEHTpasibHOM 1 OOKOBOW 30H
nMmMm$ooTTOoKa, MPU OTCYTCTBUW OTAASIEHHbIX
MeTacTa30B MW HANMNYNUN EOUNHUYHBIX OTAANEH-
HbIX MeTacTa30B, MokasaHa TUPEeOUAIKTOMMUS
C yOaneHVeM LeHTpanbHbIX (VI ypoBeHb) 1 60-
kosbIx rpynn (1A, 1, 1V, V ypoBHU) nnumdpaTnyec-
KMX Y310B LLEWN.

2.1.4. lpn pacnpoCTpPaHEHHbIX OTAANEH-
HbIX MeTacTa3ax nokasaHo MEHee arpeccmBHoOe
XVUPYPruyeckoe BMeELIaTeNnbCTBO C npuopute-
TOM rapaHTUPOBAHHOIO COXPaHEeHUs peyn, rMo-
TaHUs, PYHKUMM OKONOLMUTOBUAHLIX Xeneas.
PacluvpeHHas xmpypruyeckas Taktuka B nogon-
HbIX Cllydasix He OKa3blBaeT MONOXUTENbHOIO
BNIUSIHMSI HA NPOrHO3, HO MPW 3TOM CYLLIECTBEH-
HO CHMXXaeT Ka4eCTBO XU3HM NaumneHToB. [Noka-
3aHUS 1 00BbEM XMPYPrUyYeckoro BMellaTenbCT-
Ba [J0JIKHbI OLLEHMBATbCS MHANBUAYANbHO.

2.1.5. lMauueHTam, y KOTOPbIX AMarHos3
MPLLDK ©bin nocTtaBneH nocne reMutupeons-
3KTOMUK, HEOOXOOMMO MPOBECTU reHeTu4yec-
KOe uccnegoBaHme Ha Hannuve mytaumun RET,
onpenenuTb ypoBeHb 6asanbHOro U CTUMYNU-
POBAHHOIO KanbLUMTOHWMHA U BbINOAHUTL Y3U
wen. NoBTOpHaa onepauns — yoaneHue ocrar-
koB WK c ymaneHvem UeHTpanbHOW rpynnbl
nmmooysnos wen (VI rpynna) — nokasaHa
B C/IeOYyIOLMX CyYasx:

* MYNIbTULEHTPUYECKUIA POCT OMYXONU;

« CKT;

* 9KCTpaTupeongHoe pacnpocTpaHeHune
onyxonu;

+ Onyxonesasi TKaHb B Kpae pe3ekumu;

* MOOO03PEHME Ha OMyxoJsib B KOHTpanarte-
panbHon gone WK no paHHbIM Y3U;

* NOO03pPEHME Ha MeTacTasbl B LEeHTpallb-
HbIX UM BOKOBbIX NMMM@aTUYECKNX y3nax Lieun
no gaHHbIM Y3WU;

* Hann4me mytaumu RET,;

* CeMEeNHbIN aHaMHe3 cuHapoma MOH 2;

* YBEJINYEHME YPOBHS KanbLMTOHMHA B NO-
cneonepauyoHHOM HabtoAeHNN (CM. HUXE).

2.2. MNpu OOLLMPHOM MECTHOM
pacnpocTpaHeHUun onyxoJsieBoro
o4ara uJv npuv HaJn4Mm MHoO-
)K€CTBEHHbIX OTOaNIeHHbIX
MeTacTa3oB

GonbLumHCTBY naumeHToB rnokasaHa Tupeo-
MASKTOMMUS C yaasleHNeM LeHTPasibHOV rpyrnbl
numearndeckux y3s0B e (VI ypoBeHb) v, rnpu
HeobxoanMocCTH, yaaaeHune ammM@arnyeckmx
y3/10B GOKOBbIX TPEYrOJbHUKOB Luen. Tem He
MeHee rpu 0bLLUMPHOM MECTHOM pPacrpocTpa-
HeHun rnpouecca vy MHOXECTBEHHbIX oTAa-
JIEHHbIX MeTacTasax Xvpyprudeckoe JsiedeHue
HOJIKHO ObITb BbIMOJIHEHO C NaiMaTtuBHbIMU
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uenamu. lNpu 3ToM HeOBX0ANMO MUHUMUINPO-
BaTb PUCK OCJIOXHEHUN, CHUXAILLMNX Ka4eCTBO
XU3HW nauyveHTa, Takvx Kak rurnonaparmpeos,
U COXPaHUTb HOPMAJIbHYIO PEeYEeBYIO (PYHKLMIO
v rsiotaHuve. B pasibHenwem B OTHOLUEHUU Ta-
KUX nauneHToB HeobxoammMo PacCcMOTPETb BO-
pocC O NMPUMEHEHUN APYIUX Na/IMaTtuBHbIX LiN-
TOPEeAyKTUBHbIX METOAO0B nedeHus. [lpu Bpac-
TaHUW OryxoJsiv B BO3BPATHbIN rOPTaHHbIN HEPB
nokasaHuvsl K pacLuMpeHHoOMYy OonepaTrunBHOMY
BMELLATe/IbCTBY C OAHOCTOPOHHEN PE3EKLMNEN
HepBa oCTarTCs ANCKyTabeIbHbIMW. Y naumneH-
TOB C JIOKaJIbHO-UHBAa3WUBHbLIM [1POLIE€CCOM
Vv rpopacTaHnem OryxoJiv B Tpaxero, LUNTOBU-
HbI XPSILL U/WN NALLEBOL MPEANOYTEHNE Xe-
nlatesibHoO oThAaBaTb opraHocbeperarnLmm
BMeluaTtesibcTBaM ( “Operoiume” n 6okoBbie pe-
3eKunn ykasaHHbIX OpraHoB), obecrie4nBaro-
LM GOJIbLLYIO MPOAO/IKUTESIbHOCTb U JyHLLIee
Ka4ecTBO XN3HU O0JIbHbIX.

2.2.1. NMpn 0BWMPHOM MECTHOM UM OTAA-
NIeHHoM pacnpocTpaHeHn MPLLDK 6onee npwu-
emMfIeMon saBAseTCs Wagauwas xupyprmieckas
TakT1Ka, BbIMOJHAEMAs C LLENbIO JTOKaIbHOrO Or -
paHM4YeHns nNpouecca N COXPaHeHUst peyn, ro-
TaHns N PYHKLUNM OKONOLLIMTOBUOHbBIX XENE3.

2.2.2. Y naumeHToB ¢ 60MbLLINM KOJINYECT-
BOM OTOA/NIEHHbLIX METacTa3oB NaianaTuBHOE
XMpPypruyeckoe nevyeHne Heodbxoammo npoBo-
OnTb B cnydyae 60neBoro cuHapoma uam KOM-
npeccun Tpaxeu. lNpun oTCYyTCTBUM CUMNTOMOB,
CHXKAIOLLUX KA4eCTBO >XXU3HWU, BO3MOXHO Ha-
onioaeHne ¢ OTCPOYKOM XMPYPrM4eckoro Bme-
lwaTtenbcTBa (A0 BO3HMKHOBEHUSA 3TUX CUMM-
TOMOB).

3. NTOCAEONEPALMNOHHOE

BEAEHUE

3.1. NauyeHtam ¢ MPLLK nocne tTupeona-
3KTOMUM MNoKa3aHa 3aMecTUTeNbHas Tepanus
NIeBOTUPOKCUHOM C LEefieBbIM AMana3oHOM
ypoBHa TTI B npegenax ot 0,5 oo 2,5 mEa/n.
J1eBOTMPOKCUH Ha3Ha4yaeTca B MOJSIHOW 3amec-
TUTENBbHO 003€e Ha NepBble CYTKW Mocie one-
pauun n3 pacyeta 1,6—1,7 Mkr Ha 1 Kr macchl
Tena. CynpeccuBHasa Tepanus He nokasaHa.

3.2. llocne xMpyprm4eckoro nevyeHus ans
onpeneneHns UCxogoB M NAAHUPOBAHUSA O0J-
rOBPEMEHHOro BeaeHus naumeHtos ¢ MPLLDK
DOJIKHbI ObITb MCMNONb30BaHbI:
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* nocneonepaumoHHas cTpatudukayms
pucka ¢ ncnosib3oBaHnem npotokona TNM;

* OUEHKA YPOBHSA 623aN1bHOM0 KaNbLIUTOHNHA;

* MpPW OTCYTCTBUM BUOXMMUNYECKON PEMUC-
CUM — OLEHKA BPEMEHU YyOBOEHMUSI YPOBHS Oa-
3a/1IbHOrO KasbLUNTOHUHA 1 POA.

3.3. lMocne onepauun ypoBeHb OMyxone-
BbIX MapKePOB (KanbUMTOHMHA 1 POA) HeOOX0-
OMMO BMepBble nccnegoBartb Yepes 2—-3 Mec.

3.4. OCHOBHbIM KpUTEPMEM OUOXUMMUYEC-
KOW pemMuccum cyutTaeTcs Gas3anbHbii ypo-
BeHb KaJibUMTOHUHA MeHee 10 nr/mn, KOTo-
pbiiA NPU CTUMYISILUN MTIIOKOHATOM KaJibLus
yBesim4ymBaeTcs He 6onee 4eM B ABa pa3a.

3.5. Mpu HU3KOM nocsieonepaLuoHHOM
ypoBHEe 0a3asibHOro KaJibLLUTOHUHA PUCK
nepcucteHuun MPLLLK pacueHuBaeTcs Kak
MUHUManbHbIA. [1pn M30AMPOBAHHOM TMOBbI-
LWEHNN CTUMYIMPOBAHHOIO KanbUUTOHMUHA (MNP
HM3KOM 6a3albHOM YPOBHE) BEPOSITHOCTb Nep-
CUCTEHUMM 3aboNeBaHMsa KpamHe Mana U He
MOXeT ObITb OOHapyXXeHa MeTogamMu Tonnyec-
KO AnarHoCTuKn. B o9TOM CBA3KM NpyU HU3KOM
nocneonepaumMoHHOM ypoBHe 0a3asibHOro
KaNlbLLUTOHUHA BbINOJIHEHNE KaKnx-nnmbo apy-
rmx MeTo[oB MccnenoBaHWii Heuenecooo-
pasHo.

3.6. B cnyyae goCTmXeHns NOMHOW KIUHK-
4eCKOW N BUOXMMMYECKO PEMUCCUM MOCIE XUN-
PYPrn4yeckoro fevyeHuss PEeKOMEHAOBAHO MO-
XXM3HEHHOE HabMAEHNE NALMEHTOB C €XXEroa-
HOW OLIEHKOW YPOBHSI CbIBOPOTOYHOro 6asab-
HOro KanbUMUTOHMHA.

lNocne xupyprund4eckoro 1€4eHnsT HEBbICO-
KUM, HO OMpeaesssiEMbIM CYUTAETCS YPOBEHb
KanbunToHnHa meHee 150 nr/mn. Takovi ypo-
BEHb MOXET ObITb aCCOLMNPOBAaH TOJILKO C Me-
CTHO-pacnpocTpaHeHHbIM rpoueccom. Otaa-
JIEHHbIE MEeTacTas3bl B AAHHOW CUTyauun BO3-
MOXHbI, OHaKO rpuv NoAgoOHOM YPOBHE Kaslb-
LIMTOHWHA OHY eOUHUYHbIe, 0ObIYHO HEOOJIbLLIO-
ro paamepa v, Kak npaBuwsio, TPyaAHO Bepupu-
unpyemsbl. JJoCTOBEPHO MOBbILLIEHHbLIM YPOBHEM
KasbLIMTOHUHA [10CJ1€ XUPYPIrn4eCKOro J1e4eHus
cyuTaetcs 3Had4eHue Bbiiie 150 rir/mna. Yem Bbi-
LLI€ YPOBEHb KaJlbLUINTOHWHA, TeM O0JIbLLE BEPO-
SITHOCTb OTAa/IEHHbIX METACTAa30B.

3.7. Ecnu nocne onepawum ypoBeHb Kaslb-
LUMTOHNHA HE3HA4YMTesIbHO MOBLILEH (MeHee
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150 nr/mn), nokasaHbl Y3W wewn, KT wen n op-
raHoB rpyaHoun knetkn, TpexdasHaa KT wan
MPT ne4yeHmn ¢ KOHTPACTHbIM YCUNTEHNEM, CLINH-
Turpadpusa kocten ckeneta, MPT kocTen no3Bo-
HOYHMKA 1 Tasa, MNIAT. Xupyprmyeckoe neyeHne
pervoHapHoro peunamsa 3adbonesaHns 6e3 oT-
OasieHHbIX MEeTacTa3oB UM C MUHUMAaJIbHbIM
YMCSIOM TaKOBbIX MOKA3aHO MPWU HaJIM4YMK Na-
TOJIOrMY4ECKUX 0O4aroB B 3TUX 30HaX MO AaH-
HbIM OMOMNCUN NN BU3YaNN3NPYIOLWUX Me-
TOAOB W O0/KHO BKOYaTb YyAaNeHMEe LEeHT-
panbHO (VI ypoBeHb) 1 BGOKOBOIM (YypoBHM lIA,
1, 1V, V) knetyaTkn wewn. YoaneHue ToNbKo Mak-
POCKONUYECKN BUOMMBIX METACTA30B B MMda-
Tnyeckne y3nbl 6e3 ymaneHuss Bcero 6roka
K/1eT4aTKM HegonycTUMO.

lMpuHUMIbLI nocieonepaunoHHON Tepanum
y naumeHToB C AOCTOBEPHO BbICOKUM YPOBHEM
KanbunToHuHa (6asanbHbivi 6onee 150 nr/mi)
B 3HA4YNTEJIbHOV CTEMNEeHU HE OT/INYaIOTCS OT Ha-
4yasibHOV (AgoonepaunoHHon) Tepanun. Tem He
MeHee 3T rnaumeHTbl TPEeOYIT KOHTPOJIS PeLm-
AviBa 3aboseBaHusl, 4acTo — MNa/MatMBHOIO
JleyeHus oTaaneHHbIXx metactasoB. K coxarsne-
HUIO, npeasiaraemMble XvMnoTeparneBTUnYeckmne
MPOTOKOJIbl UMEIOT OrPaHNYEeHHYIO LIEHHOCTb,
Tak Kak KJIMHU4Yeckasi PemMmccus AOCTUraeTcs
He bosiee 4yem B 30% HaboaeHui, 1, Kak rnpa-
BWUJI0, HA KOPOTKOE BpPeMs. B HECKO/IbKUX rpo-
TOKOJ1ax coobujaeTcs 0 ctabunn3aumnm 3abosie-
BaHwusi. Y MHoOrmnx 60ibHbix MPLLK MecTHbIV pe-
unamB AOCTaToYHO Masl u 6ecCUMNTOMEH, OT-
JasieHHblIe MeTacTasbl IBJSIIOTCS 6€CCUMITTOM-
HbIMU 1 cTabuibHbIMUW. [lpeumMylecTsa xXmpyp-
rMyeckoro BMeLLaTesbCcTBa /151 9Tux OOJIbHbIX
COMHUTEJIbHbI — BUOXUMUYECKasi PEMUCCUS [10-
CTUraeTcs Peako, 3a4acTyio npuv BbICOKOM HYac-
TOTE 0rnepaLmOHHbIX OCIOXHEHUA.

3.8. Y nauuentoB ¢ MPLLX npu nocne-
onepauyioHHOM YPOBHE KalbLMTOHUHA 6onee
150 nr/mn 1 6eccMMnTOMHbIX MeTacTa3ax B pe-
rMoHapHble NMM@aTmnHeckue yanbl, a Takke npu
HaIM4YMM OTOANEeHHbIX MeTacTa3oB MOBTOPHOE
XNPYPrnyeckoe BMELLATENbCTBO HE MMEET U3-
BECTHbIX MPEMMYLLECTB. Bbiroga noOBTOPHOrO
XVMPYPrn4eCcKoro BMeLlaTenbCcTBa A0JHKHA oue-
HMBATbCS B KAXXA0M KOHKPETHOM C/ly4ae 1 CoOoT-
HOCUTBLCS C PUCKOM CHUXKEHWNSI KQ4ECTBA XXN3HN
BCNeACTBUE BEPOSTHbLIX ONEPALIMOHHbIX OCTOX-

HeHM. BO3MOXHO HabnoaeHne A0 KINHUYEC-
KOro nposiBjieHns1 MeTacTa3os.

3.9. Y nauupentoB ¢ MPLLK npn nocneone-
pPaUVIOHHOM YPOBHE KaNbUUTOHMHA Oonee
150 nr/mn B cnydasx NpOrpecCupyloLLero MecT-
HOIO OMNYX0JIEBOI0 NMpoLLecca C NOSIBIEHNEM KJn-
HMYECKMX NPOSIBIEHMIA NOKa3aHO akTMBHOE fieye-
HUe (B TOM yucne xupyprudeckoe). Mpu Hannymm
OTOANEeHHbIX CUMMTOMATUYECKMX METACTA30B Lie-
necoobpa3HoOCTb  NaIMaTUBHOIO  JledeHus
(BKJIIOYAS XMPYPrUYECKOE NIEYEHME, NYYEBYIO Te-
panuio, YPECKOXHbIE MAaHUMYAALUMM, SMOONN3a-
LIMIO COCYO0B MeyYeHn) 3aBMCUT OT CTENEHN U Xa-
pakTepa KJIMHNYECKUX NPOSIBIEHMIN OONE3HN.

3.10. Maunerntam ¢ MPLLK He noka3aHbl:

* aHasiory comaTtocTaTuHa n nHTepdepoHa
OJ19 KOHTPOJS OnyXxoJsieBOro pocTa,;

+ rocrnieonepaunoHHas Tepanusa paguoak-
TUBHbIM NOO0M;

* PYTUHHAda UMTOTOKCUYECKas XmmMmoTepa-
nms.

lMpun HabaoaeHun 3a 60/1bHbIMKY 6€3 ONOXU-
MUYECKON PEMUCCUUN MOCTE TUPEOULIKTOMUN
W ABYCTOPOHHEV LIeHTPasIbHON JIMMGoanccek-
L ObIJI0 roka3aHo, 4T0, ec/iv BpeMsl yaBoe-
HUs1 YPOBHSI 6a3asibHOro KaJlbLUUTOHUHA CO-
cTaBsisi/io MeHee 6 mec, 10 5- n 10-1eTHss Bbl-
XMNBAEMOCTb OTMeYasnack Ha ypoBHe 25 n 8%
COOTBETCTBEHHO, €CJIN YABOEHWNE MPONCX0aAM-
710 MegJieHHee (0T 6 mec 40 2 11eT), TO BbkuBa-
eMOCTb 3HaYnTesIbHO YBe/n4uBanacb — Ao 92
1 37% CcOOTBETCTBEHHO. BCce naLmeHTsl, y KOTO-
DbIX YABOEHNE POn30LLIIO rNo3aHee 2 NeT Ha-
61100eHUs1, BbIIN XNBbl HA MOMEHT OKOHYaHWSsI
nccnenoBanvs. PacrnipenesneHve 00JbHbIX M0
TNM-rnipoTokosly KoppesimpoBasio ¢ rokasare-
namu BbixkneaemocTtn. OAQHako rnokasartesb
BpEeMeHU y[BOEHUS rocJsieonepaumnoHHOro
YPOBHSI KaJlbLUUTOHUHA OKa3aJicsl caMbIM Ha-
AEXHbIM N He3aBUCUMbIM MPOrHOCTUYeC-
KUM rnoka3satesnieM BbDKUBaHUA. [10 HEKOTO-
PbIM AaHHbIM, OLI€HKa BPEMEHW YOABOEHUS
KanbUMTOHUHa n POA siBnsieTcs ele 6osiee To4-
HbIM TPOrHOCTUYECKUM rokasaresnemM. Takum
06pa3oM, pekoMeHA0BaHO COBMECTHOE Orpe-
AesieHne riokasartesis YABOEHUS KabLMTOHUHA
n POA. KanbKynsatop BPEMEHU YABOEHUS Map-
kepoB MPLLI)K noctyrieH Ha Beb-carite AmMepu-
KaHCKOW TUpeounaosorMyeckon accoumvaumm
(www.thyroid.org).
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3.11. Y naupeHToB 6e3 BUOXMMMNYECKOW pe-
MUCCUN Kaxable 6 Mec Takke HeobXoauMo UC-
cnenoBaTb YPOBEHb 6a3asibHOMO KasbLMTOHMHA
n POA ons onpenenenns BpEMEHM X YABOEHMS.

3.12. B kauecTBe npenapatos 419 CUCTEM-
HOW XMMUOTEpanmMn peKoMeHa0BaHO NpMMeHe-
HUE MYNBTUKNHA3HbIX WHIIMOUTOPOB, KOTOPbLIE
[0Kasanm CBOK TepaneBTU4eCckyto apPeKTmB-
HOCTb 1 OTHOCUTENBbHYIO 6E30MacHOCTb B MeX-
OYHApPOOHbIX UCCNeaoBaHUSAX.

3.13. CucremHasa Tepanust MynbTUKNHA3-
HbIMU MHITMOUTOPaMK Lienecoodbpas3Ha:

+ y O0NbHbIX C NpOrpeccupyoLmm (no Bpe-
MeHU yaBoeHuns mapkepos) MPLLXK;

+ B cNy4dasnx HepesekTabenbHoro MPLLK.

3.14. CuctemMHas Tepanus He nokasaHa:

* NpU aCUMMTOMaTUYECKOM TEYEHUN C HN3-
KVIM YPOBHEM MeTacTa3npoBaHusa 3ab0NeBaHus;

* MeOJIEHHOM MPOrpeccrupoBaHnn NO OaH-
HbIM BU3YaN3UPYIOLLNX METOA0B;

* CPOKe YABOEHMS YPOBHEN KaNbLMTOHNHA
n POA bonee 2 net.

PelwieHne npoBeCTM OaHHbIA BUA Tepanum
MOXET ObITb MPUHATO TOJILKO NMocne rnoapoodHo-
ro o6CcyXaeHus ¢ naumMeHToOM.

3.15. CucteMHoe neyeHue naunmeHTOoB
¢ MPLLX ontumanbHO NpoBOAUTbL B BbICOKO-
cneunanmanpoBaHHbIX MEONLIMHCKNX LEHTpax.

4. BEAEHVE NALUMEHTOB
C HEPE3EKTABEAbHbIM MPLLLK

4.1. AKTUBHOE fle4yeHne naumeHToB C Hepe-
3ekTtabenbHbiM MPLLK BbinonHaeTcs:

* NPy MeTacTaTnyeckoMm MopaxeHun Kpu-
TUYEeCKOW nokanu3aummn (FONOBHOW MOS3I, KOM-
npeccua LUHC, abixaTenbHbIX NyTen);

* TOPMOHANbHON rMNePnpPoayKLUNn, NMMEID-
LLEN BblPaXXEHHbIE KITIMHUYECKNE NPOSBNEHUS;

* MeTacTaTU4YeCkOM NOPaXKEHUN, YrpoXxato-
LLeM rnepenomMmamm KOCTEN CKeneTa,;

* Bblpa>X€HHOM 60JIEBOM CUHAPOME.

4.2. Y nauveHToB C NEPCUCTUPYIOLLUM
MPLLX ncnone3oBaHne CTaHOAPTHbLIX XMMWO-
TepaneBTUYECKMX MpPenapaTtoB KakK siedyeHue
NnepBoro BbiIbopa He NoKa3aHo.

4.3. B HacToSALWMIA MOMEHT B Ka4eCTBe rnpe-
napatoB Ajii CUCTEMHOWN TapreTtHom Tepanuu
npuMmeHseTcs BaHOeTaHMO u kabo3aHTUHNO
(pexkomeHpoBaHbl FDA). pyrve npenapatbl U3
rpynnbl MyNbTUKUHA3HbIX MHIMOUTOPOB HAaxo-
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O9TCA B cTaaum nccnenoBaHns apdekTmMBHOC-
T 1 6€30MacHOCTM.

4.4. AncTaHUNOHHaN syyeBasa Tepanus
HE O0J/KHAa MUCMNOoJIb30BaTbCA BMECTO XMPYPru-
4YecKOro JIe4eHUs MPU HaIM4YMKM OMyxXOneBoro
ovyara B obnactu weun, KOTOpbIh MOXET ObITb
yaaneH Xxmpyprmiecku 6e3 3HauMTeNbHOro puc-
Ka CHMXEeHUs Ka4ecTBa XXN3HM O0SbHOTO.

4.5. AnvioBaHTHada OJ1T wenHom 30HbI Ans
CHUXXEHUS YPOBHS KaNbLUUTOHMHA HE Noka3aHa.

4.6. lMpy HanNM4YMM CONMUTAPHLIX MeTacTa-
30B B FOJIOBHOWM MO3I NOKa3aHO XMPyprmyeckoe
nedeHue. JlydeBas Tepanus (Bk/oYas cTepeo-
TAKCUYECKYI0 pagvioxXnpyprmio) nokasaHa npu
HEBO3MOXHOCTU XMPYPrMYECKOro IEHYEHUS.

4.7. lNaumeHTam ¢ KoMnpeccuem CnnHHOro
MO3ra rnokasaHa Tepanus roKoKopTMKongamMmm
¢ 0bcyxaeHnemM BO3MOXHOCTM BbIMOJIHEHUS XU-
pyprmyeckoro BmMewlaTenbcrtBa M nocneayto-
wen OJIT.

4.8. lNpu mMeTacTaTM4eCKOM MNOPaXeHUn
KOCTEN ckeneTta, yrpoxarwLllem nepenomMmamu,
nokKas3aHo Xmpypruyeckoe neyeHue. Npm HeBo3-
MOXHOCTU XUPYPrUYECKOro flie4eHnsa — obCcyx-
[eHue Bornpoca o0 BblinosiHeHun OJ1T.

4.9. JlyyeBas Tepanua nokasaHa oJsis neye-
HUS MEeTacTa30B B KOCTU, COMPOBOXOAIOLLNXCS
0o0neBbIM CUHOPOMOM, KOraa HEBO3MOXHO MX
XUPYpPruyeckoe yaaneHme.

4.10. Vimetowpecs gaHHble He NMO3BONAIOT
[aTtb pekomMeHgaumun “3a” nnm “npoTme” npume-
HeHus buchocpoHaTor npu MPLLK ¢ KOCTHBI-
MM MeTacTasamu.

4.11. MNaumeHTbl ¢ O6WMPHBIM MeTacTaTu-
YECKMM MOPaXEHUEM MEYEHM, aCCOLMNPOBAH-
HbiIM C 00JIEBbIM CUHOPOMOM WIN Ounapeen,
HY>XXQl0TCS B MPOBEAEHNN aKTUBHOIO NEYEHUS.
B cnyyae oguMHOYHbIX METACTa30B B MNeveHb MNo-
KasaHo XMpypruyeckoe BMmeLlaTenscTeo. B cny-
yasix, korga odaru 6onee 3 cM, paccMaTpuBaeT-
CS1 BONPOC O paamMo4acTOTHOM abnaunm nnm xu-
Mroambonuzaumn. Mpu ANCCEeMUHUPOBAHHBIX
MeTacTasdax nokasaHo NpoBegeHne CUCTEMHOMN
Tepanuu.

4.12. PagnoTapretHas Tepanusa paguo-
Hyknuaamm Y 1 Lu'’, ocHOBaHHas Ha uene-
BOW gocTaBke pagnodapmnpenapara kK coma-
TOCTATUHOBbLIM peuenTopam onyxonu (ecnu
onyxoJieBasi 3KCNpeccus BbidBeHa NP CLUUH-
Turpadpumm ¢ '"In-oKTpeoTnaom), HaxoauTcs
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B cTaamu pa3paboTkn U MOXET ObiTb MOKa3aHa
psay NaunMeHToB B pamMkax KJIWHUYECKUX WUC-
cnenoBaHuin.

4.13. Y nayyenToB ¢ MPLLK npn Hannuum
Onapen nokasaHo neyeHne npenaparamm, 3a-
MeOaloLWMMN MOTOPUKY Xenyao4HO-KULLeY-
HOro TpakTa. B kayecTBe anbTepHaTUBbI MOTYT
Ha3Ha4YaTbCA aHasorM comMaTocTaTuHa, NpPoBO-
ONTbCH NannMaTUBHOE XUPYPruyeckoe neyeHmne
UM XMMmoamobonmasaunsa MetTacTa3os.

4.14. NMpn MPLLX BCneacTeme aKTonmyec-
KON npoaykuum onyxonesbiMn knetkamu AKTT
nnn KPI moxeT passmBaTbCs CUHOPOM KyLumnHra
(rmnepkopTUUKM3M). JleyeHne HeobXxoaMMO NpPo-
BOOUTb OaXe B YCNOBUSIX PACMPOCTPAHEHHOIO
MeTacTaTU4eCckoro npougecca, NOCKOJbKy M-
NEPKOPTULINEM B 3HAYNTENBLHOM CTEMEHN YTaXEe-
NSIeT COCTOsIHME NaumeHTa. Hanbonee npnemne-
MbIM 1 3P PEKTUBHLIM METOAOM JIeHeHUs ABNA-
€TCs ABYCTOPOHHAA aApeHan3KTOMMUSI.

5. AEMEHVE HACAEACTBEHHbIX
OOPM MPLLLX
(MHOXECTBEHHbIE
SHAOKPUHHBIE HEOINMAA3NA
2TUNA)

M3H 2 — 310 ayTOCOMHO-A0OMUHAHTHbIV Ha-
C/1eICTBEHHbIVI 3/10KAYECTBEHHbIN CUHAPOM,
KoTopbIVi xapaktepuadyetrcss 50%-HbIM PUCKOM
nepegaymv ero ro HacaencTsy. [1puynHoV BO3-
HUKHOBEHMSI CUHAPOMA SIBJISETCSI MyTaLus B re-
He RET.

PacnpoctpaHeHHocTb MOH 2 — npnban3su-
TesnibHo 1 Ha 30 Thic. yesnoBek. CUHAPOM MMeeT
cnenyroLme noaTuUnbI:

« cuHapom MOH 2A (Cunnna);

« cemeriHas gopma MPLLPK;

« cuHapom M3H 2B (FopanHa).

Bce tpun knuHnyeckux noatuna M3H 2 xa-
paktepusyrotcs Haamunem MPLLK. Y nauyveH-
TOB C HacJ/1eACTBEHHbLIMW CUHAPOMaMN (POHO-
BbIM 1POLI€CCOM, 00YCII0B/I€HHbBIM repMuHaslb-
Houvi myTaumeri RET, aensetcs nepBuyHas CKT,
KOoTOpasi NPorpeccupyeT B MMHUMAaslbHO-NHBA-
3UBHYIO  MEeAY/UISPHYIO  MUKPOKapPLMHOMY
Y B KOHEYHOM CHETE B MAKPOCKOIMNYECKM Orpe-
aensembii MPLLDK. Tlpyn cniopaan4eckux Ha-
6monerHusax MPLLIK totanbHas CKI He oTmeya-
etcsi, mectHasi CKIT nposiBnsieTcss B pe3ynbrare
comarundeckon mytaumm RET. Bropunurnas CKI

onucaHa npuv CTapeHuu, runeprnaparnpeose,
rmnepracTpPUHEMMN U fpPu XPOHNYECKOM ayTo-
UMMYHHOM TupeovanTe. KinHndyeckoe 3Hade-
Hue CKI gocTtato4YHO npoTUBOPEYMBO, TakK Kak
rnocraHoBka AnarHo3a cuHapoma M3OH 2 6a3u-
PYETCS HA reHEeTUYECKOM OrpeaeeHnmn Mmyta-
umm RET.

KnuHnyeckas MmaHugecTaums i CUHAPOMBbI,
accoumnunpoBaHHble ¢ RET-myTauven B pamMkax
M3H 2, npeactasneHs! B Tab. 1.

MO3H 2A. Haunbonee pacripoCTpaHEeHHbIV
KJIMHNYECKMI BapmaHT cuHapoma M3H 2. Turnny-
HbII BO3PAacT KJIIMHNYECKOW MaHugpecTaunm —
TPETbS M HeTBepTas aekanbl Xu3Hn. MOH 2A
XapakTepusyercss TPEeMsl KOMIMOHEHTaMW:
MPLLK, peoxpomoumtoma v MITIT. [NpyumepHO
y 90% HocuTtenern myTtaunm pa3BuBaeTCSs
MPLLPK. Puck pa3Butns peoxpomMoLnUTOMbl CO-
crasnsaetno 70%, MrriT — 15-30%. B nonasns-
rowjem 6osbluMHCTBE cay4aeB MOH 2A passu-
BaeTcs BCcaeACcTBME MyTaumuy B KogoHax 609,
611, 6181 620 B 10-M 3k30HE M, Hanbosiee ya-
cTo, B 634-m kofnoHe 11-ro ak3oHa RET. Myta-
ummn B 634-m kogoHe RET B HEKOTOPbIX CEMbSIX
¢ MOH 2A nnun cemeriHon oopmori MPLLK rnipu-
BOASIT K BO3HUKHOBEHUIO JINXEHOUAHOIO amu-
songosa koxwu. lepmuHanbHasi mytauvss RET
Takxe obHapyxvBaetcsi B 10-40% cny4aeB 60-
ne3Hn TupLunpyHra (BpoOXAeHHOoe OTCYTCTBUE
TOHKOKULLIEYHHOW WHHEePpBaLun, MNpuBOASLLEe
K KULLIEYHOMV HEMNPOXOAMMOCTU B PAHHEM AETCT-
Be) v ¢ OoJiblUEN 4aCcTOTOM accoummpoBaHa
c cemeliHbiMy popmamm MPLLPK.

CewmelviHaa popma MPLLX. KnvHudeckuri
BapuaHT MOH 2A, npu KOTOPOM MaHUGECTUPY-
et To1bko MPLLPK. [lns gokasaresibctBa Toro,
4TO Y POLCTBEHHUKOB MMEETCS CeMeriHasi pop-
ma MPLLPK, HeobxoamMMo BbISIBUTb OTCYTCTBUE
B cembe peoxpomoumnTombl vam ITIT B aByx
nnn 6onee riokonenusix. lNpu 3abonesaemMocTu
TOJ/IbKO B OHOM [OKOJIeHUM Heobxoauma Ha-
CTOPOXEHHOCTb B OTHOLLUEHUN PUCKa Pa3BUTUS
deoxpomoumTombl (MIOH 2A).

MO3H 2B - Hanbonee peakass n Hanbosee
arpeccuBHass ¢opma MOH 2, npu koTtopoi
MPLLPK pasBuBaeTcs B paHHeM Bo3pacTte. bo-
Jiee 4em B roJI0BUHE CJly4aeB rnpuynHON CUHA-
poma §BJISETCS BHOBb BO3HUKLLIAST FEPMUHAEIb-
Hast myTaums RET. Kak u MOH 2A, MOH 2B ac-
counmpoBaH ¢ geoxpomoumnTomori. MOH 2B

11
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otmyaetrcsas ot MOH 2A orcyrctBuem TIITIT
Y HaIMYnem psiaa rnopokKoB pasBuTns. PeHoTu-
n4eckne rnpu3Haky BKIKYarT B ce0sl KOCTHO-
MbILLIEYHbIE HapylueHus1 (MapgaHornonobHasl
BHELLIHOCTb, roJasi cTora, BOPOHKOOOpa3Hasl
rpyaHasi kaetka, c¢aabocTb MPOKCUMasbHbIX
MbILLL), raHrIMOHENPoOMbI ryb, nepeaHenare-
pasibHOVi NOBEPXHOCTU $13blKa, KOHBIOHKTUBAHI,
MUEJIMHN3aLNI POrOBUYHOIO HepBa, raHr/ivo-
Henpomaro3 v Masb@dopMaumio MOYEBOro ry-
3bIPST 1 MIHTECTUHATIbHbIVA FaHITIMOHENPOMATO3.
Y AByx TpeTteri nauneHToB pa3BMBAaETCs Mera-
KOJIOH — OKOJ10 OAHOVI TPETU N3 HUX HYXXAAKTCSs
B XUpypru4eckom nedeHmn. MerHee 4em y 20%
aeteni MOH 2B maHngecTnpyeTt xapakTtepHbIM
PEHOTUNOM B TEYEHNE MEPBOro roAa XMU3HU.
CpeaHwri BO3pacT KJIMHUYECKON MaHugpecTa-
umm MPLLPK coctasnser 10 net, 4to 3Ha4ui-
Te/IbHO paHbLue, Yem rnpyu MOH 2A. bonee yem
y 95% nauneHToB ¢ MOH 2B onpeaensercs my-
Taums M918T (16-1 3k30H), y 2-3% nmeeTtcs
ckpbiTas mytaumst AB83F B 15-M 3K30He.

Ponb BbiiBJIEHUS repMUHaNIbHOM
myTtauum RET y nauneHToB
c MPLLLK

NccneposaHue Ha repMuHanbHyo RET-my-
Taumio onpdepeHLnpyeT cnopagnyeckme cny-
Yyan OT HacnencTeeHHom ¢popmbl MPLK. OT-
OenbHble MyTauuM MOTyT yKasblBaTb Ha Mnpef-
pPacrnonoXeHHOCTb K onpegeneHHoMy heHOoTU-
ny (tabn. 1) n KIMHNYECKOMY TEHEHUIO. ITO AB-
N9eTcs BaXkKHbIM, Tak Kak NauMeHTy 4acTo noka-
3aHO HabnogeHve AN paHHEro BbISIBAEHUS
deoxpomountombl 1 MIMT. Y poaCTBEHHNKOB
nauyeHTa cywecTByeT puck passmtusa MPLLDK.
Mpu obHapyxeHnn mytaumm RET obcyxnaetcsa
BOMNPOC NpoBeneHUs npoduiakTU4eckon Tu-
PeonaaKTOMUM N MHTPAONEpPaLMOHHON PeBU-
31N OKONMOWMUTOBUAHBLIX Xene3. Mpnbnmnau-
TenbHO y 95% naumeHtoB ¢ MOH 2A 1 MOH 2B
ny 88% 605bHbIX C cemenHo popmoii MPLLK
yoaeTcs BbigBUTb MyTaumio RET. Kpome Toro,
OHa BbisiBNgeTCcqa B 1-7% 0o4eBMAHbIX cnopagun-
YeCKUX HaAbMOOAEHUIA N C BLICOKON BEPOATHOC-
Tblo OOHapyXmBaeTcsl y NaUMEHTOB C MHOIO-
dOoKyCHbIM nopaxenmnem UK n/nnn ¢ MPLLK
B ETCKOM BO3pacTe.

5.1. Bcem nauymeHTam, MMeLYM B aHaM-
He3e gaHHble 3a nepsuyHyto CKI, MPLLK nnn
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M3H 2, HeobxoauMO NPOBECTU reHeTn4yeckoe
nccnenoBaHne Onga onpeneneHus repMmHanb-
HOW myTaummn RET.

NMpodunakrnueckasn

TpeouasaKkToMmus

B 3T0 noHsiTME BXOAUT TUPEOUASKTOMMUS
y NaLuneHTOB C OTCYTCTBUEM KIIMHUHYECKUX IMPO-
asneHn MPLLIK ¢ noka3aHHovi RET-myTtaumven,
6e3 y3/10BbIx obpa3oBaHuii LK 6onee 5 mm
N/WIN MUBMEHEHHbIX JINMGAaTUHECKMX Y3/10B MO
AaHHbIM Y3U. OcHOoBHasa uesnb npogunakTn-
YecKou TUpeouas3KTOMUU — npenoTBpaLle-
Hue mertacrtasupoBaHusa MPLLDK. Kpome Toro,
TUPEOUASKTOMMS, BbINOJIHEHHAs 4O MeTacTta-
TUYECKOro nopaxeHusi InmM@arn4eckmx y3sioB,
rno3Bosisiet n3bexarb npoBeneHUs] LIeHTPaslb-
HoW inmeoanccekumm, KotTopasi accounmpoBa-
Ha ¢ 60s1ee BbICOKMM PUCKOM rurornaparmpeo-
3a M NoBPEXAEHVS] BO3BPATHbIX FOPTAHHBIX HEP-
BOB. lNaumeHTbl ¢ MOH 2, y KOTOPbIX BbISIB/ISIETCS
nanbnvpyemsii MPLLPK, vuMeroT r1oxov rnpo-
FHO3 B OTHOLLIEHWU MOJIHOrO n3snedyenvs. Ontu-
MaJibHbI€ CPOKU BbIMOJIHEHMST MPOGUIaKTU4ec-
KOV TUPEOUASKTOMU M ONpPenesisitoTcsi Ha OCHO-
BaHun ctaryca mytaumn RET (cBeaeHuvsi o ro-
BpexXAeHHOM KoAoOHe), Bo3pacTta 60JIbHOro.
Hekotopsie naumeHTsl ¢ MOH 2B, HeCcMOTps Ha
npo@uIakTNYECKYIO TUPDEOUAIKTOMMIO, BbIrO/I-
HEHHYIO BCKOPE rocC/ie POXAEHUS, UMET Me-
Tactassl MPLLPK.

Ha ceabmom mexayHapoaHOM ceMuHape
no M3H coBMmecTHO ¢ AMepUKaHCKOW TUPEO-
vagosnorn4deckon accouvaumner (ATA) bbina pas-
paboTtaHa knaccuoukaumss arpeccuBHOCTU
MPLLPK B 3aBUCUMOCTY OT Xapakrepa MyTaumm
RET (tabn. 1). Llenb knaccugukaimm cocrtosina
B TOM, 4TOObI MNPEAIOXUTb PEKOMEHAALMN 10
OnNTUMaJIbHbIM CPOKaM MpPOBEAEHUNS POPuU-
J1IaKTUYECKOV TUPEOUIIKTOMUN N HEOOXOANMO-
CTU U CPOKaM CKPUHWHIra peoxpoMOoLMTOMbI.

* YpoBeHb D vmeeT cambliii BbICOKUIA PUCK
arpeccuBHoctn MPLLK. [aHHas myTtauus
BksitoyaeT 883-vi n 918-1i KOAOHbI 1 aCCOLMNPO-
BaHa ¢ Hanbosiee paHHer maHugecTaumer 3a-
6os1eBaHWsi, CaMbIM BbICOKVIM PYICKOM MeTacTa-
3MPOBaHUNS 1 CMEPTHOCTMU.

« YpoBeHb C xapakrtepu3yeTrcsi CYLecT-
BEHHbIM PYICKOM arpeccuvBHoro tedeHus MPLLDK,
OAHaKO MEHbLLVM, YeMm B rpyrnne D, n BKanyaet
B cebsi MyTaummv B KOoHe 634.
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- YpoBeHb B nmeeT elje 6osiee HU3Knii
ypoBeHb arpeccuBHocT MPLLDK v Bkodaet
B cebsi mytaumm B 609, 611, 618, 620 n 630-m
KOAOHAax.

+ YpoBeHb A ripenctaBsisieT HaMeHbLUNNA
YPOBEHb arPeCcCUBHOCTU 1 aCCOLUMNPOBAH C MYy-
Taumsamu B 768, 790, 791, 804 n 891-m konoHax.

3a UCKJIIOYEHNEM CUTYaLN HAaMMEHbLLIErO
pucka (ypoBeHb A), naumeHTam ¢ repMviHalib-
Hov myTaumen RET noka3aHa rnpogunaktnyec-
kasi Tupeouasktomus. YposHu B, C u D accoum-
MPOBaHbI C rpakTn4eckn abCcosIloTHOM peHOoTH-
nM4eckovi neHeTpaHTHocTeio MPLLK B Mosio-
JOM BO3pacTe v npu HaJndmm Metacta3npoBa-
HUST XapaKkTepu3yoTCs HU3KUM YPOBHEM U3J1e-
4YeHWs! 1 BbICOKUM YPOBHEM CMEPTHOCTMU.

5.2. Jetam ¢ mytaumammn yposHs D (MOH
2B) Heo6xoaMMO BbIMOHUTE NPOPUNAKTUYEC-
KYI0 TUPEONASKTOMMUIO Kak MOXHO paHbLLUe B Te-
YyeHme NepBOro roga XM3HM CTPOro B YCIOBUSX
BbICOKOCMNEUNANN3NPOBAHHOW MEAULVHCKON
nomoLun. MNpegoTBpaLleHme rmnonapaTmpeonsa,
KaK OCNOXHEHUS, OO/HKHO NpeacTaBnsTb nep-
BOOYEpeaHyto 3aaa4y. BeinonHeHmne npodpuniak-
TUYECKOW LEeHTpaNbHOW NMMPaaeH3KTOMUN He
aBnsieTca obs3aTeNbHbIM 3TarnoMm, 3a UCKJ4e-
HMEM CneaylLmX CNy4aeB:

* NPV NOATBEPXXOEHHbIX MeTacTasax B MM-
daTunyeckue yanbl (Y3U, TAB);

+ pasmep onyxonu LLIK 6onee 5 mm (Hesa-
BMCKMO OT BO3pacTa);

* ypoBeHb 0a3anbHOro KasnabLMTOHUHA 60-
nee 40 nr/mn y neten ctapue 6 mec.

5.3. Jetam ¢ mytaumsamm ypoeHst C (634-i
KOAOH) HEODOXOAMMO BbINONHUTL NPOodUNaKTNYE-
CKYIO TUPEOUOSKTOMUIO A0 5-NeTHEro Bo3pacTta
B YC/IOBUSX BbICOKOCMELMANNU3NPOBAHHON Meam-
LIVHCKOW NOMOLLM. BbINONHEHME NpodunakTnye-
CKOW LEeHTpasibHOMN IMMPageH3KTOMUN HE MokKa-
3aHO0, 32 UCKJTIOYEHMEM CNeayoLmMX CITyHaeB:

* NPV NOATBEPXOEHHbIX MeTacTasax B M-
daTunyeckue yanbl (Y3U, TAB);

+ pasmep onyxonu LLIK 6onee 5 mm (Hesa-
BMCKMO OT BO3pacTa);

* ypoBeHb 0a3anbHOro KasnabLMTOHUHA 60-
nee 40 nr/mn y geten ctapuie 6 mec.

5.4. lMaumeHTam C MyTaumssMmM YpPOBHEN
A n B BbINnonHeHne NpopunnakTU4eckon Trupeo-
NAOSKTOMMUN MOXET ObITb OT/IOXEHO A0 5-NeTHe-
ro Bo3pacTa npu yCroBuUn:

* HOPMaJbHOIr0 YPOBHSA 6a3anbHOro U CTu-
MYANPOBAHHOIO KaSIbLUMTOHMHA,;

* OTCYTCTBUS U3MEHEHM NO AAHHbIM Y3U
LIen (exxeroaHo);

* HeBbICOKOW arpeccmBHocTM MPLLIK B ce-
MEWNHOM aHaMHe3e.

5.5. lNpwu BbIsSBiIEHUN B ceMbe MmyTauumn RET
HEeo0XoauMO NMPeaoXnTb NPOBEeAEeHNE FreHeTU-
4eckoro uccnegoBaHUs BCEM POACTBEHHMKAM
MepBON IMHUN HOCUTENSA MyTaLUN.

5.6. Y nauneHToB ¢ 60/1e3Hbl0 MMpLInpyHra
HeobxoauMo NpoBOAUTL nccnegosaHne 10-ro
9K30Ha Ha Hanu4mne mytaumu RET.

5.7. ObcnepoBaHne Ha BO3MOXHOE Hasu-
yne HGeoxXpPoMOLMTOMbI A0SIKHO BKIOYATb B Ce-
05 onpeneneHve MmetaHedprHa 1 HopMeTaHe-
dpuHa nNnas3mbl UNK CyToHHOM Moun. O6eneno-
BaHMe NpoBOONTCS:

+ exxerogHo ¢ 15-neTHero so3pacrtay HOCu-
Tenen mytauum RET, accoummpoBaHHon ¢ MOH
2B n c MOH 2A B 630-M 1 634-M KOgoHaXx;

« exxeroaHo ¢ 20-neTHero Bo3pacTay HoCU-
Tenen octanbHbIX MyTaumn RET npn M3H 2A.

5.8. XeHwuHbl ¢ myTaumen RET, accoumm-
poBaHHol ¢ MOH 2, nepen nnaHupoBaHuem be-
PEMEHHOCTM MU B Cllydae He3anaaHUpPOBaH-
HOM BEPEMEHHOCTM KaKk MOXHO paHbLle OO0JXK-
Hbl ObITb 0OCIEN0BaHbl HA HaNM4Yne GeoxpPomMo-
LUTOMBI.

5.9. O6cnepoBanme Ha Hanuuue TITIT
[OJIKHO BKJIOYaTb B cebs1 nccnegoBaHue obule-
ro Uan MOHM3NPOBAHHOIO Kanbumsi. O6cneno-
BaHMe O0JIKHO NPOBOAUTLCS:

* eXerogHo ¢ 15-neTHero Bo3pacray HoOCU-
Tenen mytauum RET B kogoHax 630 u1 634;

+ exxerogHo ¢ 20-neTHero Bo3pacTtay HoCu-
Tenen gpyrux mytaumn RET npn MOH 2A.

5.10. Ecnn Kk MOMEHTY NpOBEAEHNS TUPEO-
Ma3KTOMUM ObIN noctasneH amnarHo3 MIMT, He-
06Xx0OMMO B MNpPOLEcce onepauuun BbINOSHUTb
BMELLATENbCTBO MO NOBOAY 3TOro 3abonesaHus.
MraT npym MBOH 2A xapaktepusyeTcss MSArkmm
KJIMHUYECKUM TeYeHMeM, NMo3ITOMY XUpyprmuyec-
KO€ BMELUATENIbCTBO MOXET BbINOJSIHATLCA B BU-
0e yhaneHunsa TOJSIbKO BU3yasibHO YBEIMYEHHbIX
xene3. Bo3MOXHO BbINONHEHNE CYOTOTasIbHOW
napaTupeonaskToMnm C OCTaBfIEHMEM OOHOM
WM y4acTKa OQHOM N3 OKONOLLMTOBUAOHbIX XXenes
in situ Nnn xe TOTasbHOW NapPaTNPEONLIKTOMUMN.
0693aTesibHbIM MOMEHTOM MpU JIIDOOM 00bL-
emMe onepauumn ABnAeTCA BbiMOJIHEHNEe ayTo-
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TpaHcnnaHTauun d¢dparmeHTa ypaieHHOM
OKOJIOLLUTOBUAHON XXefe3bl B MbILULY Npea-
njaeYbs.

5.11. NoBTOpPHbIE BMELLATENbCTBA B 06/1aC-
TV Wwen y naumeHTos ¢ MOH 2A conpsixeHsbl C Bbl-
COKMM PUCKOM PasBUTUS CTOMKOrO rmnonapartum-
peosa. lMoaTomMy ayToTpaHcniaHTaumsa dpar-
MEHTa OKOJIOWMTOBUOHOWN Xenesbl B MbILLY
npeanfieybs OO/MKHA MPOU3BOANTLCS MpuU Nep-
BOHA4asIbHOM OMepaTMBHOM BMELLATENBCTBE.

OrpaHnyeHns pekomMmeHAaLuun
MpeacTtaBneHHbIN OOKYMEHT HE MpPEeTeH-
OyeT Ha CMUCcTeMaTM4eckoe W3N0XEHME BCEX
acrnekToB AuMarHoctTukm m nedeHmsa MPLLXK,
He NPU3BaH 3aMeHNTb PYKOBOACTBA N y4eOHble

16

rnocobus 1 HOCUT PeKOMeHdAaTENbHbIV XapakTep.
B kAnMHM4eckom npakTuke MOryT BO3HUKATb
cuTyaummn, BbIXOASLIME 32 paMKM NpeacTaB/ieH-
HbIX pPeKoOMeHOauun, No3ToOMy OKOHYaTeslbHOe
peLleHme 0 TakTUKe BeAeHNS KaXO0ro KOHKPeT-
HOro OOJIbHOrO AO0/KEH MPUHUMAaTb fevalluui
Bpa4, Ha KOTOPOM NEXNT OTBETCTBEHHOCTb 3a
€ro fie4yeHune.

Paborta npoBeaeHa npuv nogaepxxke OLM
“Hay4Hbie n Hay4HO-riegarorn4eckne Kaapbl
MHHoBaLUMoHHoV Poccun” Ha 2009-2013 rr.

(meponpusatune 1.2.1 — | o4epeas), Tema
TMHUP: “Ontnmunsaums MeTtoaoB ANarHOCTUKUN
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