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CEMEWHbI HEMEAYNNAPHbIA PAK LLINTOBWAHOW >XENE3bI

Y CBCOB-MAJ1IbUYMMKOB

HWN peTckoii oHkonornm u rematonorny OHKOIOTMYECKOro HayyHoro LeHTpa PAMH, Poccuiickast meauumHckas
akagemus nocneguniomMHoro obpasosannss MuHsgpasa P®

CoBpeMeHHOe NOHUMaHNE MPOVCXOXAEHNSA paka LUMTOBUAHOM
xenesbl (LL>K) TecHo cBsi3aHO C NpeACcTaBIeHUsIMIA O Ponu ciyyaii-
HbIX COMaTUYECKUX MyTaLuii B KNeTkax TMpeougHoro anutenus. Mo
3TOl NpUYMHe 6O/MbLUNHCTBO CnyyaeB paka LXK — HesaBucumo ot
rMCTOMOrMYECKOro BapuaHTa — HOCUT Cropaguyecknini xapakrep.
Tem He MeHee B OT[eSIbHbIX CEMbSIX MOXET BblIsIB/IATLCA OT 2 [0 8
POLCTBEHHVKOB, CTpajatLLyx TUPEOMAHOl KapuuHomoii [7, 9, 10,
12, 16]. CBoaka AaHHbIX NUTepaTypbl O HacNeACTBEHHbIX hopmax
onyxonesbix 3abonesaHuii LXK npeactaBneHa B 1abn. |. B Takux
HacnefyembIx Cry4yasix roBOpsiT 0O CeMelHbIX BapuaHTax, KoTopble
coCTaB/iAT A0 1/3 cnyvyaes npu MeaynnsipHoM pake u 2,5—6,3%
npv HeMeayNsapHOM (NanuaaspHOM ¥ OoSIIMKYIAPHOM TUnax ony-
xonu) [1, 12, 16]. Mo HEKOTOPbIM AAHHbLIM, C/ly4yaun CEMENHOro He-
MegynnspHoro paka (CHMP) LUK oT/iMyaroTcsl OT cnopagmyeckmx
60nee arpeccvBHbIM Te4yeHneM, 0COBEHHO BbIPaKEHHOW CK/IOHHO-
CTbI0 K MY/IbTUCDOKaUSTbHOMY POCTY, 3KCTPaTUPEeOUAHON WHBa3WUM W
NokasibHOMY peuuavsupoBaHuio [6, 10, 15, 18].

Ham 13BecTHbl TOMIbKO 2 ny6vkaumu o cnydasax CHMP LK 8
netckom BospacTe [I, 13], B KOTOpPbIX OMUCaAHO HacnefoBaHue na-
NUNNsSpHOro paka y cectep. Cooblaem 0 CO6CTBEHHOM Habnoae-
HUM CHMP (honnnkynsipHoro n nanuansipHoro) y poaHbIX 6patbes
€ MaHudpecTaumeii OHKOIOrMYEeCcKoro 3aboneBaHns 4o Havyana noso-
BOrO CO3peBaHus.

Ob6a pebeHKa poauInCh B CEMbLCKON MECTHOCTU, B pernoHe ner-
KO hopaeduunTHON aHaemun [2], B ceMbe MOMOAbIX pPOoAuTenei,
r4e HUKTO 13 POACTBEHHUKOB He VMen cBefeHnit o natonorum LK.
OCHOBHblE CBEAiEHNA K/IMHUYECKOTO U pajnalMoHHOro aHaMHesa
npescTasneHbl B Tabn. 2. B 060ux cnyvasx npeMopouaHbIii aHaMHes,
BO3MOXHO, Obl OTArOWEH MOTEHUMa/IbHbIM BHYTPEHHUM (3-0651y-
YyeHvem LUK B paHHem feTckom Bo3spacTe (40 5 /1eT) B CBSA3W € Npo-
XVBaHVEM B HaCeNleHHOM MyHKTe, nocTpajasllieM OT BbiNafeHus
pagmMoakTMBHBIX 0CafKOB B pe3ynbTaTte aBapun Ha YepHOObIIbCKON
A3C (MaHAapoBCKUin cenbcoBeT Basnyiickoro paiioHa benropoackoii
o6nactu). CoriacHoO ohuunasbHbIM CBELEHUSAM, M/IOTHOCTb 3arpss-
HEeHUs1 3TO MecTHocTu Moaom-131 coctasuna 1,1 (0—3,72) Ku/kml
14], a uesnem-137 — 1,42 Ku/km2

MepBbIM NoA Halle HabnAeHVe nonan cTapLunin n3 6paTbeB —
T. A, 13 net. 3a 15 roga 4O 3TOro npoonepvpoBaH B 06/1aCTHOM
LueHTpe no nosoAy paka LXK B o6beme "aHyksieaLmmn onyxoseBbiX
y3/10B", Mocne onepauun nNpoBefeHO BHellHee 06/yyeHne Lwewn

(COL 24 T'p), NeBOTUPOKCUH He nosyyas. MNpu nepBuyHOM obpa-
weHnn B HA feTckoil OHKOSIOTUKM 11 TeMaToniorMm B OCTaTOuHON
TKaHW YCTaHOB/IEH peuuavB paka C yyacTkamy My/IbTULLEHTpUYe-
cKoro pocrta B 0beux gonsix. MNMpu Y3W TupeounaHbiii 06beM yBenu-
yeH go 18,7 mn (Hopma < 12,2 mn), B MPaBOi [0/1le — MHOXECTBO
pPe3Ko TMMO3XOreHHbIX OAHOPOAHBLIX (HOKycoB AuameTpom 4—9,5
MM, OKPYF/1I0i Wy OBasibHOW (POPMbI, C YETKUMWU KOHTypamu, no
nepudpepur Hambonee KPYnHOro ysna (B HUXHEM MoJIce) MeeTcst
"Xano"; B cpefHEM CerMeHTe JIeBON A0NM — aHaslorMyHoe obpaso-
BaHWe; B OKpYXXatoLLeil TkaHu obeux goneii (6onblie cnesa) — ru-
NepaxoreHHble MPOC/IONKN COeAVHUTENIbHON TKaHW; pernoHapHble
numMdaTnyeckme ysnbl He u3MeHeHbl. Mpu ckaHupoBaHun LK ¢
”™TC B BEPXHEM MOMOCE CrnpaBa BbIsB/IEHbI "X0O/104HbIE ovarn” pas-
Mepamn 8 X 7 n 10X7 MM Ha thoHe Anddy3HO-HEPABHOMEPHOIO
HakonsieHnss PO, Mpu peHTtreHorpadun v Tomorpadum opraHos
rPYAHON KIeTKM MeTacTasoB He BblisiBNeHo. [Mpu dmbpockonum
BEPXHUX [blXaTeNbHbIX NyTel faHHbIX, CBUAETENLCTBYIOLMX 06 Ony-
X0NeBoli MHBa3uK1, He nosyyeHo. SlabopatopHo (PUA) ycTaHOBNEHO
noBbllleHre KoHLeHTpaumu TTI cbiBOpoTkM Ao 16 MEA/n (Hopma
[o 4,2 MEA/n) npy HOpMasibHbIX YPOBHAX OT4, O0T3 n Tupeornoby-
nvHa. MNpy NOBTOPHO onepauun BbiNofHeHa cybToTasibHas TUpeo-
VASKTOMUA C COXPaHEHNEM HeVM3MEHEHHOro BEepXHero rnostoca fe-
BOI fonn (M3-3a2 HEBO3MOXHOCTW BblENEHUs U3 cnaek nocne npe-
OblAYLLEero XMpypruiyeckoro BMeLIaTesibCTea); U3MeHEeHHbIX nMmda-
TUYECKUNX Y3/10B B flaTepasibHOM TPEYrosibHUKE Len He 06HapyXXeHo.
Mocne onepauun oTMeyanacb TPaH3UTOPHAsA TUMoKasibumemus (4o
1,7 Mmonb/n), CNOHTaHHO paspewmsliasca nocne 10-g4HEBHOro
npvema rnKoHaTa kanbums. BeegeHuwem |31l BbinosHeHa paavoab-
nauus. MNonyyaeT CynpeccuBHyo Tepanuio TUPOKCUHOM Mof 1abo-
patopHbiM KoHTponem TTI n TupeornobynvHa. MHoronetHee awm-
6ynaTopHoe HabnaeHne cBuAeTENbCTBYET O 6e3peLmnanBHOM Teye-
HWUW npouecca nocne 2-ii onepauuun. MNpyu nNepecmoTpe rMcTosoru-
yeckmx npenapatos: B LL>K onyxonesblii y3en B TONCTON (hOPO3HOIA
Kancyne no Bcemy MNepuMETPY, COCTOALWMIA W3 DONIUKYNAPHBLIX
CTPYKTYp pa3Horo pasmepa, 06pa3oBaHHbIX BbICOKUM LIUIMHAPUYE-
CKUM 3MNUTENIMEM C LUMPOKON "MycToi" LuMTONMa3mol OnyxoneBbixX
Knetok. C yyeToM aHamMHesa Onyxosb crnefyer knaccuduumposarb
Kak peuuays nanuansapHoro paka (honavkynspHblii BapuaHT). Ha
OCTa/IbHOM MPOTSHKEHUN OTMeYaeTcsa kapTuHa Anddpy3Holi 1 Hoay-
NAPHON rvnepnnasun anuTenna ¢ NpyM3Hakamun s4epHoro naeomop-

Tabnunua !

HacnefcTBeHHble BapuaHTbl onyxoneit (paka u ageHom) LUK ([16] B moamdmkaumm)

CuHApom

MenynnspHblii pak:
ceMeliHbIli MeaynsipHbIA pak Het
M3H-2A (Sipple)

M3H-2b
ManunnapHbIi pak:
CeMeliHblii NO/IMNO3 KULLEeYHMKa
lapgHepa (Gardner)
Typkota (Turcot)
CeMeliHbI HeMeayNAPHbIA pak Het
ManunnapHbIi pak nouku

PoNNVKYNAPHbLIA pak:
Kaynena (Cowden)
komnnekc KapHu (Carney)

JononHuTenbHble NPOSBIEHUSA

deoxpomMouuTOMa, rMnepnapaTmpeos, ULLAEBUAHbIA aMUIOMA03 KOXM
deoxpomMoLyTOMa, FaHrMoHelpomMaTos, auspadus

A,quOMaTO3HbII7I Nno/siMno3 TOICTON KULLIKK
Monunbl TOHKOM W TOMCTON KULLIKA; OCTEOMbI, (*)I/I6p0MbI, JINMOMbI
Monunbl TONCTOW KULLIKW; onyxosin rosiIoBHOro mosra

MHOXeCTBEHHbIe ramMmapTOMbl; OMYX0/I MOJIOYHOW Xenesbl
MurmeHTauma KOXn; MUKCOMbI, LLIBAHHOMbI; y3e/koBas aucnnasusa ko- 2ql6, 17q23, apyrue?

MyTauum

RET/10ql0, 11, 13-15
RET/I0qlO, 11
RET/10qI6 (15)

APC/5qg21
APC/5q, gpyrue?
APC/5q, gpyrue?
19p13 2

lg21

PTEN/10122—23

pbl HAZNOYEYHNKOB; aleHOMa rMnon3a; onyxosu snuka

M3H-1 (Wermer)

MapatageHoma, afeHoMa runogursa; onyxosb NoaKenyA04HON xenesbl
MbtoTua—/Oxerepca (Peutz-Jeghers) TuUrMeHTauUms KOXW; OMNyXOiu KULLIEYHKKA

MENIN/IIgI3
L4

Npn me ya HMe. M3OH — MHOXecCTBeHHas 3HAOKPUHHAas Heonnasus.
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Tabnunuya 2

CsefleHnsi aHaMHe3a XWU3HU 1 60/1e3HN naumneHToB-eH6eos ¢ CHMP LLK

CBejieHusi 0 nayueHTax

[ara poxaeHus
Bo3pacT 1 fatbl OCHOBHbIX COObLITHI:
Ha MOMeHT aBapun Ha YASC
Ha MOMeHT 1-ii onepaumu
Ha MOMEHT 2-/i onepaumu
JNlaTeHTHbIN nepuof,
MornowieHHas posa o6nyveHuns LXK (pekoHcTpykuums), clp (pag) [3|
Cpok Mexay onepaumsMm
Cragusa pTrMM
['McTonornyeckoe 3aknoyeHne

chnsma, 4TO, BEposATHEE BCErO, ABMSETCA pe3y/nbTaTtoM Jly4yeBoi Te-
panuu.

B cBA3W ¢ oHKonornyeckum 3abosieBaHvem y crapliero bpara
Hamu 6bin BbI3BaH A5 0bcnefoBaHus maagwmii — T. C., Tem 6onee
4yTO emMy B 5-neTHeM Bo3spacTe (3a 4 roga Ao 3abonesaHusi cTapLiero
bpata 1 3a 8 neT 4O Hawero ocmoTpa) B XapbkoBckom HUW 3H-
[OKPVHOIOTUK NpoBejeHa cybToTasibHas pesekuus LLDK no nosogy
CMeLlaHHoro ayTtupeongHoro 3o06a (?) Il ctenenn (no O. B Huko-
naesy). B TeyeHune roga HeperysispHo nosyyas TUpeouguH 25 mr, 3a-
Tem 6 neT He Habnwoganca U He sieunnca  [opMoHasibHas Tepanus
(TupokcuH 50 MKr) BO306HOB/IEHA B 12 N1eT MO MHMLMAaTUBE MaTepu.
B pamkax eBponeiickoro npoekta "TrupoMo6uns-97" [2] obcnenosaH
Hamu B Bo3pacTte 13 net. MNpu Y3U LXK Ha doHe agynonesoro (1)
cTpoenus LK, HopmMasibHOro TMpeongHoro obbema 1u 3X0-CTPyK-
TYpbl OCTATOYHOI TKaHW B BEPXHEM MOJIKOCE NPaBoi Aonn B 06nactu
nasbNMpPyemMoro y3na o06Hapy)XeHO 0BOWAHOWN hopMbl 06pa3oBaHue
pasmepom 18 x 15 x 19 MM, umeroLLlee O4HOPOLHOE M303XOreHHoe
COePXMMOE W POBHblE KOHTYpPbI, N0 nepudepnm — Y4eTKUiA rmno-
9XOreHHbIV BEHUMK ("Xano"); pernoHapHble numdaTnyeckme yasbl
He n3MeHeHbl Ha ckaHorpamme LUK B 06nactu y3na HakonsieHve
P®I cHwxeHo. Mpu o6cnefoBaHUN rPYyAHON KNETKM NaTonorum He
BbIsIB/IEHO. J/lTabopaTopHO Yepe3 | Mec nocse npou3BO/IbHON OTMEHBI
TUpOKcHHa: ypoBeHb TTI nosbiweH o 770,5 mEp/n. obwero T4
CHWXKEH [0 22,4 HMo/b/N (HopMma 62—148 HMO/b/), aHTuTeNna K Tu-
peorno6bynuHy 380 Ean (Hopma fo 10 Ef), a ypoBHU TupeorsiobyimHa
<16,8 mMKr/n), KanbuuToHMHa (26,1 Hr/n) n obuiero T3 (2,4 HMONbL/N) B
npefenax Hopmbl. [0 LMTONMOrMYECKOMY pe3y/bTary TOHKOUrOJlb-
HOW 6roncuMmM y3na WCKIYUTL 3/10Ka4ECTBEHHYHO NAaTONOMMI0 He
npeACTaBNAN0Cs BO3MOXHbIM. B X0fie NOBTOPHOW onepaumu BbInos-
HeHa akcTupnaumsa LLK; B 30Hax perrMoHapHoro MetacrasupoBaHus
numdaTtnyeckne y3nbl He n3meHeHbl. OCTOXHEHW He 6bl10. Yepes
| Mec BbINOSIHEHA pagmoabnsaumsa **4. FMCTONOrMYECKN ONyXOseBBIiA
y3en WK umeeT "MOHOTOHHOE" MeNKogOoNIKyNsipHOe CTPOEHME C
TONCTol (hMBGPO3HON Kamncynon no Bcemy nepumeTpy, ABAEHUSMU
aHrmomartosa Bfo/b Kancy/bl. BHYTpeHHAs rpaHuLa onyxonu u Kar-
Cy/lbl HEPOBHAsA, UMEKTCA MPU3HAKN TPaHCKanCynsapHOW 1 cocyam-
CTO WMHBA3MW, YTO CBMAETENLCTBYET O (OOS/IMKYNISAPHOM pake, WH-
Ba3VBHOM BapuaHTe. Ha ocTas/IbHOM MPOTsKeHUU obpallatoT Ha ce-
64 BHMMaHVe NpU3HaKku AAepHOro naeomopdusma oMKy IapHO-
ro anuTenus.

B npefcraBneHHoOM Habno4eHNM OnrcaH cemeliHblli cnyyaii pa-
ka LXK 13 A-KneTok y pofHbix 6paTbeB, pasBuBLUMIACA B Aony6ep-
TaTHOM nepuoge Ha hoHe MOAHOW HefoCTaTouHOCTY Yepe3 3—6 net
nocne BO3AeNCTBUA MasbiX 403 paguaumn (NornoLeHHas 4o3a BHyT-
peHHero 06ny4veHns LK, No gaHHbIM PEKOHCTPYKUMK, 9 1 6 pag).
OCO6EHHOCTLIO ABMATCA O4YeBUAHASA CK/TIOHHOCTb K MY/bTULIEH-
TPUYECKOMY POCTY WU(M/IM) BHYTPUOPraHHON AWNCCEMUHAHUW MNpo-
Lecca, a TaKke rMCTosiornyeckas npuHag/iexHoCcTb KapuuHOMbI K
pasHbIM, HO NaTomMopoIorMyeckn BecbMa 6/IM3KUM BapuaHTaM Bbl-
cokoandhepeHLMpoBaHHO ONyxonu un3 oKy NSPHOro anuTe-
nuna. Takoe HacneposaHne npy CHMP LK, Kak okasanoch, He siB-
nseTca pefkocTbio. Tak, nofgaHHbIM 3aseplueHHoro B 2000 r. Kpyn-
Hefwero 40-neTHero uccnefoBaHNs HOPBEXCKMX OHKOIOrOB Ha Mo-
nynAUMU B3pOC/bIX POACTBEHHMKOB MauUMEHTOB C TUPEOUAHON kap-
uuHomoi [9], cpean 18 Npo6aHAoB C NanUNSPHLIM Pakom U3 pas-
JNINYHBIX cemeli TONbKO y 11 cmbebl MMeNu MAEHTUYHBIA TUN OMNyXO-
nn, a octasibHble 7 (39%) 3a6onennM UHbLIMW BapuaHTaMu Hememys-
NAPHOro paka (3 — onvkynspHeiM, 4 — apyrumu, 6onee peg-
KUMN).

T. C. (Mnagwmii) T. A. (cTapLuuii)

26.09.83 03.06.81
2 rofa 7 mec (26.04.86)
5 net 9 mec (15.06.89)
14 net 4 mec (20.02.98)

4 ropa 9 mec (26.04.86)
11 net 7 mec (12.01.93)
13 net 4 mec (20.10.94)

3 roga 2 mec 6 net 8 mec
8,86 5,91

8 net 7 mec 1 rog 11 mec
pT2bl4OMO pT2bl4OMO

DONNMKYNSAPHBIV pak ManunnsipHbIii pak

TkaHb LXK ob6nagaet BbICOKON YyBCTBUTE/IbHOCTLIO K MOHN3W-
pytoLleli paguaumm, ocobeHHo B AeTckoM Bospacte [5, 8, 17]. Eau-
HUYHble ny6vKaumMn MocnefHUX NeT Mno3BOMUAW MPeanosIoXUTb
Ha/smue B OTAE/IbHbIX CeMbsiX HaCNeACTBEHHON MNpeapacnosioXeH-
HocTu LK K pagnonHAyumpoBaHHOMY KaHueporeHesy [14, 17], B
TOM u4ucne BCMeACTBME BO3AEWCTBUS MasibiX 403 06/yYeHus B pe-
3ynbTate YepHoObIIbCKOV aBapuu [13]. Hawe HabnogeHne MoxeT
CNYXWTb apryMeHTOM B MO/b3y 3TOW runoTesbl. VmeroTcs ocHoBa-
HMA nonaraTb, YTO rMNepyyBCTBUTENBHOCTL LUK K KaHLeporeHHo-
My 3chehekTy MOHM3MPYIOLLE pagnalmum onocpefoBaHa naTonoruei
npoueccoB penapaumn OHK, He cBA3aHHOW C anonTo3oM W npo-
TEKTVBHOW aKTMBHOCTbI p53-npoTenHa [11].

JINTEPATYPA

—

. BTiwopus B. M., A6pocumos A. HO., WnbuH A. A., PymsHLeB

M. O. 1 Poc. oHKonN. XypH. — 1998. — Ne 4. — C. 56—57.

2. KacaTkmHa 3. M., Wwnuw AO. E., MeTposa /1. M. un gp. //
Mpobn. sHpgokpuHon. — 1999. — T. 45, Ne 1. — C. 29—34

3. OueHKa Nor/oLeHHOW A03bl U3MTyYeHNs PaAyon30TONoB ioja
B LUMTOBWAHON Xenese y /v, NOABEPrLLUUXCS pajuaLoHHO-
My BO34ENCTBUIO B pesynbTate aBapuu Ha YASC: Metog,
ykasaHus / ApetbeBa 3. C., bagbuH B. W., TaBpuiuH 0. WU.
nap. — M., 1987.

4. Pagnaumss n puck (BronneteHb Poccuiickoro rocygapcTBeH-
HOr0 MeAMKO-A03UMEeTPUYecKoro perncrpa). — 1993. — Bbin.
3. — Mpun. 1. — C. 70.

5. WHeiigep A. B., Pon 3. // BonesHu WMTOBUAHON Xenesbl /
Mop pen. /1. V. bpasepmaHa: lMep. ¢ aHrn. — M., 2000. —
C. 288-312.

6. Alsanea O., Siperstein A, Duh Q.-Y. et al. // Abstracts of 72-
nd Annual Meeting of the American Thyroid Association
(September 29 — October 3 1999, Florida, USA). — 1999. —
P. 20.

7. Burgess J. R., Duffield A., Wilkinson F. J. et al. // J. Clin. En-
docrinol. Metab. — 1997. — Vol. 82, N 2. — P. 345—348.

8. De Yathaire F., Hardiman C., Shamsaldin A. et al. // Arch. In-
tern. Med. — 1999. — Vol. 159. — P. 2713-2719.

9. Frich L., Glattre E., Akslen L. A. // Cancer Epidemiology, Bi-
omarkers & Prevention. — 2001. — Vol. 10, N 2. — P. 113—
117.

10. Grossman R., Tu S., Duh Q. et al. // Arch. Surg. — 1995. —
Vol. 130. — P. 892-899.

11. Leprat F., Alapetite C., Rosselti P. et al. // Int. J. Radiat. On-
col. Biol Phys. — 1998. — Vol. 40, N 5. — P. 1019-1026.

12. Loh K. C. // Thyroid. — 1997. — Vol. 7. — P. 107-113.

13. Nikiforov Y. E., Fagin J. A. 11 J. Clin. Endocrinol. Metab. —
1997. — Vol. 82. — P. 2016-2017.

14. Perkel V. S, Gail M. H., Lubin J et al. // Ibid. — 1988. —
Vol. 66. — P. 1316-1322.

15. Phade V., Lawrence W., Max M. // Arch. Surg — 1981. —
Vol. 116. — P. 836-837.

16. Schlumberger M. // Thyroid Int. — 2000. — N 4. — P. 3—13.

17. Schneider A. B., Shore-Freedman E., Weinstein R. // J. Clin.
Endocrinol. Metab. — 1986. — Vol. 63. — P. 107—112.

18. Takami H., Ozaki O., Ito K. // Arch Surg. — 1996. —

Vol. 131. — P. 676.

Moctynuna 03.04.01

45



