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Pak napawmtosugHbix xenes (PILLK) — pepkoe
3/10KauyecTBeHHOe 3aboneBaHne, BO3HMKaloLWee crno-
paanyeckn unm BcTpevarolleeca B BUAE reHeTUYeCcKo-
ro cmHapoma. Y 6onbHbix ¢ PTLLUXK, Kak npaBuio, otme-
yaeTcA TAKeNoe TeyeHue runepnapatupeosa Bciea-
CTBVE 3HAaUNTENbHOIO MOBbILWEHUA YPOBHEN KanbLunA 1
napaTtropmona (IMTl) B Kposw.

Kpome TOro, y 601blUMHCTBa NaLMEHTOB OTMEYAIOT-
CA yMepeHHble OeCTPYKTUBHbIE WU3MEHEHUA KOCTHOM
TKaHW 1 NoYyeYyHble OCJIOXKHEHUA B BUAE MOYEKAMEH-
HoW 60One3HM, YTO 3HAUMTENbHO 3aTPyAHAET AUarHoc-
TuKy PILWLK no onepauum ns-3a KnMHNYeCKNX Npu3Ha-
KOB, CBfI3aHHbIX C JOOPOKAYECTBEHHBIMM OMYXOMAMU
NapalnTOBUAHbIX Xefne3, KOTOpble Takke ABMAKTCA
NPUYMHOW NEPBMYHOrO rmnepnapaTnpeosa.

K coaneHuto, Ha CerogHAWHUN OeHb B Meau-
LVMHCKOM MUpPEe HEeT KaKoro-nnmbo maTorHOMOCTMYeC-
KOro naTorncTonornyeckoro Mapkepa B guarHocTunke
PMLLK. AnarHo3 OCHOBbLIBAETCA Ha HaNMuum nokKanb-
HOM WMHBAa3UM B OKPYyXKawoliMe TKaHW UM Hanuumm
MeTacTa3oB B pervoHapHble numbaTnyeckne Kos-
NeKTOpbl 1 OTAaNeHHble opraHbl. B cBA3M ¢ He3Hauu-
TeNIbHOW PacnpOCTPAHEHHOCTbI0 3aboneBaHuA (go
1 % BCex ciyyaeB NepPBUYHOrO rmnepnapaTnpeosa), a
TakXe TPYAHOCTAMWU AMArHOCTMKU B J0OMepaLnoH-
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YKkpauHckul Hay4HO-npakmuyeckul yeHmp 3HOOKPUHHOU XUpypauu, mpaHcnaaHmayuu
3HOOKPUHHbIX OpeaHo8 u mkaHeli M3 YkpauHel, Kues

HOM nepuroje, BCe 3TO 3HAUNTENbHO 3aTPYAHAET N3Y-
yeHve JaHHOW NaTONOrnN.

Ha cerogHAWHMI feHb B BOMPOCax AMArHOCTUKA U
neyeHuna PIIWLPK ncnonb3yetca KONNEKTUBHBIN MUPO-
BOW OMbIT CMeuuanmcToB, 3aHUMAlOWMXCA 3TON Npo-
6remoi1, 0OgHaKo MHOrMe acrnekTbl 3aboneBaHUs ocTa-
I0TCA O CUX NOP HEN3YUYEHHbIMN.

nuaemunonorus

PacnpocTtpaHeHHocTb PTLLUXK cpepnn 60nbHbIX nep-
BUYHbIM runepnapatmpeo3om (MIMT) He npeBbiwaeT
1%, ofHaKO 4acToTa BapbupyeT B 3aBUCMMOCTU OT
pervioHa: Hanpumep, oT 1 % nauneHTtos ¢ MIMT B CLUA
00 5% 1 5,2 % B AnoHumn n Utanum cootseTctBeHHO [1, 2].
Kak npasuno, PMLLX — 3To cnopagnyeckasa 6one3Hb,
HO B MeAVLIMHCKON NUTepaType OnucaHbl U CeMeNHbIe
cnyyaun. YeTkon reHaepHON NpeapacnonoXeHHOCTH B
3TON NATONOTNMM HEeT, OHa C OJWHAKOBOW 4YacCTOTOWN
BCTPEYAETCA KaK Y MY>UMH, TaK U Y >KEHLUWH, B OTIInYme
OT aleHOMbI MapaLMTOBNAHON Xene3bl, KoTopas valle
BCTPEYaeTCA y MeHLWMH ¢ Yactoton 3—4: 1.

CpepHnin BO3pacT MNauUMeHTOB cocTaBnAeTr 45—
50 net, uto Ha 10 net MmeHblle cpefHero Bo3pacTa
naLMeHToB C JOOPOKayeCTBEHHbIMM OMYXONAMM Napa-
wmToBmnaHom »xenesbl [3]. PMLWX cpegn neten BcTpe-
YyaeTca KpanHe peiko — Kak B CNopagnyecKkux cyya-
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AX, TaK 1 B CNIyYanax CeMerHOro runepnapartupeosa [1].
5- n 10-netHAA BblKMBAEMOCTb NauuneHToB c PIILLK
coctaBnsaeT 78—=85 % 1 49—70 % cooTBETCTBEHHO [4],
npw 3TOM peLnanBUPOBaHNE OYEHDb PACNPOCTPAHEHO
1 BCTpevaeTca y 6onee yem 50 % naumeHTos [5].

MeTacTasnpoBaHue B numdaTnyeckue yssbl BCTpe-
YaeTCA OYeHb pPefKo, U, K COXaNeHWIo, neTasbHbIN
ncxod Hactynaet He ot PTLLUMXK (kak ructonornyeckoro
cybcTpata), a OT HEKOHTPONMPYEMOW U HEKYNPYEMO
rmnepkanbuneMmy BCie[CcTBUE MeTacTaTUYeCKoro rno-
pakeHUA BHYTPEHHMX OpraHoB [6].

(DaKTopbl prcka

Stmnonorua PILLMK, Kak 1 gpyrux 310KkavyecTBeHHbIX
HOBOOOPa30BaHUI, BEPOATHO, CBA3aHa CO B3aMMOAEN-
CTBMIEM MHOXECTBA 3KOJIOMMUYECKUX W FreHeTUUeCcKnx
¢dakTopoB. Bo3gencTeue pagnaumm, ocobeHHo B aeT-
CTBE, YBENIMUMBAET PUCK A0OpOKayecTBEHHOro 3abo-
nesaHuA MWLM, a Takke ogHOBpPeMeHHON Heomnasnm
LWMTOBNAHOWM ene3bl N NapalUTOBUAHbIX »Kefes, HO
HEeACHO, ABNAETCA N Takoe BO3[ENCTBME STUOMOIU-
yecknm dpaktopom npu PIILLK.

OTyeTbl 0 cNlyyanx 3aboneBaHUA U PETPOCNEKTVBHAA
naeHTMoUKaLMa HeCKoNbKUX CllyyaeB napalutoBma-
HOW KapLUMHOMbI y MaLneHTOB, NOABEPrINXCA BO34eNn-
CTBMIO paamaunmn, NoABUANCH B IuTepaTtype 3a nocnes-
HUe TpW [ecATUNEeTMA, HO M3-3a HexBaTKM 3afeNncT-
BOBAHHbIX CJ/Iy4aeB 1 NPUMeEHAEMbIX AUArHOCTUYECKNX
Kputepmes, YeTKyto npuumnHy passutua PILLMK ycTtaHo-
BUTb TaK 1 He yaanochb.

MpumepHo 2 % cnyyaes PIIWLPK Habnioganuch B
cemeliHbiX $opMax MepPBUYHOrO runepnapaTmpeosa
[9]. MoBblweHHbIN puck pa3suTua PIIWMX cBA3aH ¢
MEN-1 cnHgpomom, C ayTOCOMHO-AOMUNHAHTHbIM Cemel-
HbIM n3onupoBaHHbIM MTTIT u MEN-2A cnngpomom [10].

Takke PMLLUX 6611 onucaH B 15 % cnyvaeB runepna-
patupeo3sa-yentoctHou onyxonu (HPT-JT), pegkoro ayTo-
COMHO-IOMVHAHTHOrO 3a00/1eBaHNA, KOTOPOE BO3HU-
KaeT Bcnefcteme myTtaumm CDC73 reHa v Bbi3blBaeT
Ype3MepHYI0 aKTUBHOCTb MapaLMTOBUAHDIX »enes [7,
8]. Ho ctout otmeTuTb, Uto oKono 10 % HocuTenen
reHOB HE NMEIOT KIMHUYECKMX MPOSABAEHNN.

Takum o6pasom, PILLXK coctaBnaeT He 6onee 1 %
cpean napatMpeongHor natonornu, 3atparvueaeTt na-
LMEeHTOB TPYAOCNOCOBHOro Bo3pacTa, 6e3 ueTkom reH-
JepHON npeapacnonoXeHHoCcTn. bonesHb pa3BuBaeT-
CA CKPbITHO, 1 C POCTOM OMYXONEBOW Macchl (pa3BuTune
MeTacTaTMYecKoro npouecca) npoucxoant maHudec-
Tauma KINHUYECKMX NPOABNEHNI 3aboneBaHnA, aeH-
TUYHbIX MEPBUYHOMY rneprnapaTnpeosy.

MNMaToreHes

HepaBHee MOHMMaHMe reHeTMKU paka napawuTo-
BUAHOW »ene3bl B OCHOBHOM CBA3aHO C KIIMHNYECKOM
N MOJNEKYNIAPHO-TEeHeTMYEeCKOM XapaKkTepuctmkon HPT-
JT, pegkoro ayToCOMHO-AOMUHAHTHOrO CEMENHOro pa-
KOBOro CMHAPOMa, NMPU KOTOPOM MOTyT pa3BMBaTbCA
MepBUYHBIN rMNepnapaTMpeos n3-3a 4ob6poKayecTBeH-
HbIX WKW 3/10KaYeCTBEHHbIX OMyxosen napawutToBua-
HOW »kene3bl, occnpurumpytowme Grbpo3Hbie ONyxonu
BEPXHEWN YEeNoCTU U/WNN HUXKHEN YeniocTU, a TaKxkKe
KNCTbl MOYEK U OMYXONN MATKN.

MonekynapHbin natoreHes P ocTaeTca go cumx
nop cnabo vsyyeHHbIM. MpuyrHom 3TOoMy ABRAeTCA
TO, UTO HeusMeHeHHble KneTkun MM nmetoT CHUKeH-
HbIl KNEeTOYHbI O6MeH 1 3TO B CBOI ouepenb 3Ha-
UYNTENbBHO 3aTPYAHAET U3YUYEHNE FTEHETUYECKMX U 06-
MEHHbIX 0COOEHHOCTEN MAaNIMTHU3UPOBAHHbIX KNETOK.
OpfHako nccnegoBaHus, npoBeaeHHble Fernandez-Ran-
vier et al. [11], npogeMOHCTpMpPOBanu yBennyeHne
CKOPOCTM OOMeHa BELLEeCTB Y FTEHETUYECKUX M3MEHE-
HUI B PaKOBbIX KNeTKaxX MO CPaBHEHUIO C KJeTKaMu
pobpokauecTBeHHbIx onyxonen MM, OHn obHapy-
KUMKW BbICOKMI MNoKa3zatenb nponudepaunn Ki-67,
KOTOPbIA XapaKTepeH WCKMIOYUTENbHO ANA KIeTOK
PMLWX, a B 6buonTaTax KIeTok A0OpoKauyeCcTBEHHbIX
onyxonen ML He onpepenanca.

OCHOBHYIO POsib B MONEKYNAPHOM MaToreHese Kak
CcropagmnyecKkoro, Tak n cemenHoro tuna PIILLM urpaet
3apopfpiweBan MyTauua reHa-cynpeccopa CDC73, ko-
TopbIn Koagupyetca reHom HRPT2 n pacnonaraerca Ha
192,5 xpomocome [12]. MocnegHmne nccnegosaHma no-
Ka3blBalOT, YTO MMEHHO COMaTMyecKne MyTauumn reHa
CDC73 npucytcTBytot B 66—100 % cnyyaes cnopagu-
yeckoro PlLLUMX, B TO BpemA Kak B CNopaguyeckux
[O06pOKayeCTBEHHbIX aleHOMax NapaLLUTOBUAHON »e-
nesbl Habniopatotca B 1 % cnyyaes [14].

CDC73 kogupyeT 6enoK, KOTOPbI Ha3blBaeTCA Napa-
dGrbpPOMUH, GyHKLMA NOCNEefHEro OCTAaeTCA HEACHON,
HO, MO-BMAMMOMY, OH Y4yacTByeT B perynauum reHa
3KCMPEeCCUm N UHIIMOUPOBaHUA NponndepaLnmn KIeTok
MWK [13]. B ogHOM 13 ABYX MccnenoBaHuii coobula-
nocb o myTaumax CDC73 B 10 u3 15 cnyyaes cnopagu-
YyeCKunx pakoBbIx 3a6onesaHmi ML [15].

BbuannenbHaa MyTaumoHHaA vHakTMBauma HRPT2/
CDC73 He MOXeT ObITb NPOLEMOHCTPUPOBAHA BO BCEX
cnyyanx PTLLXK, gaxke ecnuv 3Tm onyxonu He obnagatoT
sKkcnpeccmert napadmbpommnHa, UTo genaet snureHe-
TUYECKOoe «MOoNTYaHUe» reHa NyTem runepmeTuInpoBa-
HUA, NPOMOTUPOBAHNEM WX aLEeTUINPOBAHNEM TUC-
TOHOB MOTEHLMANIbHO PENEBAHTHBIM MEXAHWU3MOM, MPY
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KOTOPOM rMNepMETUNIVPOBaHNE YacTo He HabnopaeT-
calle].

HepaBHve uccnenoBaHUA CBUAETENbCTBYIOT O TOM,
YTO AUCPErynAauma HeCKoNbKNX MUKPo-PHK moxeT cno-
cobctBoBaTb passutuio PMULK, Hecywero myTayuio
HRPT2/CDC73. MytaumoHHaA wuHaktmuBauua HRPT2/
CDC73, no-suaumomy, ABnsetca cneyndmuyecknm map-
KepoM 3110KkavecTBeHHOCTU onyxonu MW, XoTta ecTb
cBefeHuna o Tom, uto mytauua HRPT2/CDC73 vnun 1931
L-OH B ageHOomax MapalUTOBUAHOWN »Kenesbl Takke
HabnopaeTcs.

NccnepoBanua npodunmpoBaHus reHos [17] 1 aHa-
NIN3 XPOMOCOMHbIX AMCOaNaHCOB B MapaTVpPeounsHbIX
OMyXONAX TakXKe CBUAETeNbCTBYIOT O TOM, YTO More-
KynApHble N3MEeHEeHNsA, NPUBOAALLME K 310KavyeCTBeH-
HOCTU, OT/INYAIOTCA OT U3MEHEHWIA, BeAyLLMX K fobpo-
KauyeCTBEHHOW HeoMnsa3nm NapalnToBNLHON Xenesbl.
Uepe3 comatmyeckne myTauuu OPYrue reHbl, TakxkKe,
No-BMANMOMY, y4acTBYIOT B MOJIEKYNAPHOM naToreHe-
3e PMUWX, HO nX MAEHTMUYHOCTb 1 M3bMpaTeNIbHOCTb
elle NpeacTonT BbIACHUTD.

T. M. Shattuck et al. He onpegenunun myTtauun Rb B
WecTU KapumHOMaxX Yy 4yeTbipex MauueHTOB C 3ape-
rMCTPUPOBaHHOM annenbHom notepen 13q [16]. Hec-
MOTpA Ha To, uto PILLK He BCTpeuaeTca npu CUHA-
pOMe MHOXKeCTBEHHbIX 3HAOKPWHHbIX Heonnasun |,
C.J. Haven et al. ugeHtTnduumposanu mytaymm meHu-
Ha (kogunpyeTtca reHom MEN-1) B 3 n3 23 cnopagunyec-
Kux cnyyaes PILLK, npegnonaras, YTo MEHWH MOXeT
ObITb BOBNEYEH B pa3Butre unu nporpeccuto PMLLXK
[17]. HanbGonee BbipaxkeHHo npu PIMLWXK 3kcn-
peccupyetca cyclin-D1. OgHako He WCKNYEHO, YTo
ype3smepHasn skcnpeccua cyclin-D1 npwu PTMLLX asns-
€TCA He MPAMbIM NaTOreHeTUYECKUM MEXaHN3MOM, a
BCErO NNWb OTPaKeHUeM M36bITOUHON Mponudepa-
LUK KNEeTOK, Kak 3TO MPOUCXOAUT NPy TpaHCNOKaL M
PRAD-1, Habntogaemon npu ageHoMax MUK, Kpome
TOro, ypesmepHasn skcnpeccusa cyclin-D1 moxeT 6bITb
pe3ynbTaTtom noTepu skcnpeccun CDC73 n napadu-
6poMMHa COOTBETCTBEHHO, TaK Kak AOKa3aHo, 4To
napapnbpomMmnH oTpuuaTenbHO BAMAET Ha 3Kcrpec-
cuio cyclin-D1 [18].

lfen CCND1, koTopbii kKogupyeT cyclin-D1, AaBnaetca
CBepXaKCnpeccmpyemMbiM 1 06Hapy»knBaeTca B bonee
yem 90 % cnyyaes PILLXK. 3ToT oHKoreH 6bin obHapy-
eH Npu MONeKYNAPHO-TeHeTUYECKOM 1CCneoBaHN
60MbWNX NAPATUPEONSHbIX afeHOM. [py 3ToM oTMe-
yaeTcA nepectpolnka cTpykTypbl JHK, B KoTOpOM yua-
ctByeT reH PTH (xpomocoma 11) [19]. Opyrve reHbl,
CBAi3aHHble C MOTepelrl reTepo3nMroTHOCTU, KOTopble

KniHiuHa eHAOKpUHONOriA Ta eHAOKPUHHa Xipypria 1 (65) 2019

CBAi3aHbl C PaKOM MapaLlLMTOBMAHOM Xese3bl, BK/oYva-
toT PTEN, MET, TP53 1 HRAS.

len APC TaKkXe cBA3aH C MOJNEeKyNAPHbIM natoreHe-
3om PlIWMK. lMoTepa ero skcnpeccnn NoCpeacTBOM
rMnepMeTUIMPOBaHNA NPOMOTOPHON obnactn 6bina
BbliBNIeHa B NATU M3 nATu cnydvaes PIILWLMXK [20]. O1a
MyTauma 6bila CBsi3aHa C HakomnyieHnem Hedochopu-
NIMPOBAHHOIO (-KaTeHWHa, Bbi3biBad abeppaHTHYto
aktusauuio WNT/(3-catenin curHanbHoro nytu [21].

MoneKynapHO-reHeTUYeCKUIN acrnekT OCHOB naTore-
He3a MapaTMpPeouaHOro paka TpebyeT JanbHewnero
n3yyeHus. BHegpeHune yxe n3yyeHHbIx MeTognk onpe-
fgeneHna cneunduryecknx MyTauuin MO3BOMUT BbIAB-
NATb HOBbIe CJlyyaun 3aboneBaHUi, FreHeTUYeCKN feTep-
MWUHUPOBAHHbIE, BK/oYasa cemeliHble GOopMbl.

KnuHnueckaa KapTuHa

Tak Kak B 90 % cnyuaes Pl npeacTtaBneH rop-
MOHaJIbHO-aKTVMBHbIMM OMYXOJNAMMU, €ro KIMHUYECKoe
TeUeHne XxapakTepusnpyetca JOMUHUPOBaHWEM MPO-
ABMEHUI rMnepKanbLeMmmn 3a cHeT Ype3MepHOU CeK-
peuwnn MNTT.

Mo cpaBHeHMIO C LOOPOKAYECTBEHHBIMM OMYXONAMMN
MUK, TeueHne PMILK nmeeT 6onee cTpeMuUTENbHbIN
XapakTep, a cMMmnToMbl Gonee BbipaXkeHbl. TeM He
MeHee y 5 % naumeHToB PILLUM npoTtekaeT 6eccumn-
TOMHO, UTO MO CBOEMY XapaKTepy OYeHb CXOXKe C aje-
Homow MM Ha HauanbHbIX 3Tanax pa3BuUTUS 3abone-
BaHVA. HekoTopble 0COBEHHOCTU KIMHMYECKOW Kap-
TUHbI 3a60/1eBaHNA NO3BONAIOT NPELNONOXKMNTD 3/TI0Ka-
yeCTBEHHOE NPOUCXOXKAEHME rnepnapaTMpeosa.

Ona knnHuyeckon KapTtuHbl Pl xapakTepHa
«Knaccmyeckas neHTaga» CUMNTOMOB: HafMune KOHKpe-
MEHTOB B YalLEYHO-JIOXaHOUYHOW CCTeME NoYekK, bones-
HEHHOCTb KOCTEN KaK Mpu ABVXXEHWUM, TaK U B COCTOAHUN
NoKOofA, raCTPOUHTECTMHAJIbHbIE PAaCcCTPONCTBA B BUAe
A3BEHHOW GOne3HW, racTPoAyoAeHNTa, NCUXNYECKME
paccTpONCTBa M HUYEM He 060CHOBaHHbIE YCTanoCTb U
nabunbHocTtb. Y 15 % naumeHToB ¢ aMarHosom PIILLPK
HabntofalTcs NPoABNEeHMA 00e3BOXMBaAHUA W/UN
N3MEeHEeHUA NCUXNYECKOro COCTOAHNSA, UTO BbI3BaHO Mo-
BblLLEHHbIM YPOBHEM KasbLua Kposu [21].

CkeneTHble ocnoxHeHusA B Buge anddysHom ocTeo-
neHnn, oCTeoNopo3a, 6onen B KOCTAX UK NaTonoru-
yeckux nepenomos Habnopatotcs B 30—91 % cniyyaes
[22, 23]. NMoyeuHble OCNOXHEHUS, BKIOUYana Hedpponu-
Tnas, HedpoKanbLUMHO3 1 HapyLleHne GyHKLUN noYek
B BUAE XPOHNYECKOW MOYEeYHOM HEAOCTAaTOUHOCTUN Hab-
nogatotca B 21—60 % cnyyaes [22, 23]. Oxpunnoctb
ronoca, napesbl N Napaanym rofoCoBbIX CBA3OK, BO3-
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HUKawwye B pe3ynbrate KoHTakTa onyxonu [lLULPK ¢
BETBAMM BO3BPATHOrO ropTaHHOro HepBa N ee MHBa-
31K, MOXKET NOCYXKUTb KITIOUYOM K ANArHOCTMKE 1 PaH-
Hemy onpegeneHuto PIILLXK.

Mpu pnuTenbHOM NporpeccnpoBaHmm 3aboneBaHNA
MOTFYT BO3HUKATb HENPOMbILLEYHbIE N HENPOMNCUXNYEC-
Kne npossneHus. B nccnegosaHnn, nposegeHHom Bu-
saidy et al., cumnTombl ycTanoct Gbinn 3apernctpu-
poBaHbl B 33 % cny4yaes, apTpanrum — B 22 % cnyyaes
N ronoBHble 6onn — B 26 % cnyvaeB [23]. MNoTteps
KOHLEeHTpauumM BHUMaHWA, HejoMoOraHue, Nonugun-
cvA, NoNNypua N enpeccus, TAXenble U B HEKOTOPbIX
cnyyasax peunanBupyloline MaHKpeaTuT M A3BeHHas
60s1e3Hb TaKXXe MOryT MPUCYTCTBOBATb MPU CTPeMU-
TeNbHOM Pa3BUTUK 3aboneBaHusA [14].

Bbicokaa kKoHueHTpauua MNTI npu PILWMK npusognt
K MOBbLILIEHWIO YPOBHA KaslbLMA Mna3mbl, YTO MOXeT
OblTb MPUYMHON BO3HMKHOBEHMA TMNepKanbunemu-
YeCKOro Kpu3a, OCHOBHbIMM NPOABNEHNAMM KOTOPOro
ABNAIOTCA TOWHOTA, PBOTA, aHOPEKCKA, 3anop, OCTPbIN
MaHKpeaTuT, HapyLLeHne pUTMa cepaLa B BUae yKopo-
yeHnA nHTepsana QT.

HedyHkuunoHumpytowme onyxonu MWK — oueHb
pefkoe fABNeHMEe, N Ha JaHHbII MOMEHT U3BECTHO O
32 cnyyvasnx, KOTopble OnMcaHbl B MeANLUHCKON nnTe-
patype [11, 24]. Takke ecTb gaHHble 0 17 cnyyvaax
HeakTuBHbIX ¢opm PTILLPK, koTopble Gbinv AnarHoc-
TUpOBaHbl B 6onee Mo3fgHME CPOKW, HO CTeneHb Ux
arpeccMBHOCTY Gblfla OTHOCKTESIbHO HEBbICOKO [25].

Takum 06pa3om, KNMHMYecKan KapTrHa napatupeo-
NOHOTO paka pa3HoobpasHa, He COAEPKNT HU OJHOIO
NMaTOrHOMOCTMYECKOro CUMNTOMA, MPOTEKaeT NoA Mac-
KO cambIX pasfnyHbiX 3abonesaHuin. Yacto ssuay
OTCYTCTBUA TaBOPATOPHOro CMHAPOMA runepKanbLme-
MM NaLMeHTbl NPOXOAAT AMArHOCTUKY U fleyeHune y
«CMEXHbIX» CNeLmnanmncToB.

OwnarHoctuka PIILPK

Hu ogHo nabopaTtopHoe nccejoBaHNe He AUarHoc-
TupyeT PTLLM, HO HeKoTopble X pe3ynbTaTbl NO3BONA-
toT 3anopo3puthb PILLMK npn o6HapyxeHUW y naumeHTa
MrMAT. CpeaHve 3HauyeHMA obwero Kanbuusa B CbiBO-
poTKe KpoBu y naumeHToB ¢ PILWMX, cornacHo AaHHbIM
nccnefoBaHUM 3a nocnefHue Tpy fecATUNeTus, coc-
TasnawT 14,6 mr/on (3,5 mmonb/n), n okono 60—65 %
nMauneHToB C ypoBHeM Kanbuua 6onee 14,6 mr/gn
(> 3,5 mmonb/n).

Bo MHorux cnyvaax dyHKumoHanbHbix PILLMK obHa-
Py>MBanu HOPManbHbIN YPOBEHb KanbLNA B CbIBOPOT-
Ke, HecMoTpA Ha nosbiweHne [Tl BO BpemAa guarHoc-
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T1KK [27]. MHTakTHbIE ypoBHu IMTT npwn PIILWLX B cpea-
HeM B 5—10 pa3 nNpeBbiLatoT BEPXHUM Npeaen Hopmasb-
HOro Auana3oHa, HO MOPOroBbI YPOBEHb 3/10Kaye-
ctBeHHocT no [T Ha cerogHAWHUA AeHb Tak U He
onpegeneH. YpoBeHb LenoyHoln ¢pocdaTasbl 06bIUHO
MOBbLILIAETCA, @ YPOBEHb CbIBOPOTOUYHOro docdopa
YyacTo ABNAeTCA MO0 HU3KNM, NMOO HOPMASTbHBIM.

Taxenbin NEpPBUYHDBIN TUMepnapaTnpeos, CBA3aH-
HbIl ¢ JOOpOKayecTBEHHON OMyXOoJblo, BCTpevaeTca
pefKko, HO C KNVMHMYECKOWN TOUKU 3peHna ero TpygHo
otmuntb ot PMNUPK. MaoeHTndumKauma HoBbIX nabo-
PaTOPHbIX MAPKEPOB, KOTOPble MOTYT NOMOYb Andde-
peHuMpoBaTb 3/10Ka4YeCTBEHHbIE MePBUYHbIE F1Mnepna-
paTrpeo3bl OT fOOPOKAUECTBEHHbIX, ABMNAETCA MOCTO-
AHHOW 00NaCcTbio NCCNefOBaHWN.

NoBbiLEeHHbIN YPOBEHb Mla3MEeHHOro YesloBeyeCKo-
ro XopuoHunyeckoro roHagotponuHa (HCG) 6bin Bbl-
asneH npu PMLWPK, Ho TakKe ero MOXKHO Habnogatb U
npu pobpokayectBeHHbIXx onyxonax MUK, YposeHb
HCG B Moue, 0COBEHHO ero rmneprianko3nanpoBaHHON
dpakumn, Obi1 MOBbIWEH Y HECKONbKUX MaLMEHTOB C
PMLLX, B TO BpemA Kak y naumeHToB C gobpokaue-
cTBeHHo onyxonbto MUK Habntogannck ero Hopmanb-
Hble 3HayeHuA [28].

HepaBHo naeHTnonunpoBaHHble N-KOHLIEBbIE IMMY-
HopeakTuBHble Buabl MNTI, meHee rnapodPobHble, yem
nHTakTHbIN [TTT, onpegenaembie METOQOM KNAKOCTHOW
Xpomatorpadum ¢ obpaiieHHon $a3on, XapaKTepHbI
MPU HEKOTOPbIX PakoBbIX 3ab0neBaHUAX MapaluTo-
BUAHOW »enesbl.

MNpenonepaunoHHasa BU3yanmM3aumna 4acTo rnonesHa
4nA onpefeneHusa foKanv3auum onyxonu, HO npu
OLleHKe MepBUYHbIX OMyxosfier NapalnTOBUAHON Xe-
ne3bl HeNb3A JOCTOBEPHO OTANYUTL JO6pPOKaYecTBeH-
Hble OT 3/I0KauyeCcTBeHHbIX 3aboneBaHuUN.

EcTb paHHble O TOM, YTO yNbTpacoHorpadpuyeckmne
0COOEHHOCTM OMyXonel MapalMTOBULHOW enesbl,
BKJIlOYaA HEOQHOPOAHOCTb, FTMMNO3XOreHHOCTb U HepaB-
HOMEPHOCTb FPaHuL, KOPPENNPYHIOT CO 3/10KaUYeCTBEH-
HbIMM HOBOOOpPa3zoBaHUsAMK [29], HO Takue XapakTte-
pUCTUKW He Bceraa npucyTctaytoT npu PILLK. B nccne-
poBaHuAx H. Hara, et al. xapakTtepHbiMX ynbTpasBy-
KoBbIMU KpuTepuamu PTILLPK senannce 6onbluoi pas-
Mep OnyXxonu, HeOQHOPOAHAA CTPYKTYpa, HeuyeTKne
rpaHnubl, B otinmume ot ageHom [, ana kKoTopbix
XapaKTepHbl MeHbLUMe pa3mepbl, FTOMOreHHasa 1 rmno-
IXOreHHas CTPYKTYpa C YETKUMM, POBHbIMW KOHTYpamMu
[29]. Kpome TOro, B 3TOM WCCNEAOBaHUM 3HAYEHUe
nHaekca DW (MHAEKC COOTHOLWIEHUA LWMPWHBI U TON-
LWKUHBbI onyxonuv) 6bino paBHbIM 1y 94 % nayMeHTOB ¢
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PMUW no cpaBHeHMIO ¢ 5 % 6GOMbHbLIX C aleHOMOWN
MWK [29]. Takum obpa3om, BM3yanusauma KpyrHbIX
onyxonen C HeuyeTKUMW rpaHuLamn, HEOQHOPOAHOM
CTPYKTYpOW, nHaekcom DW 6onblue 1 gaeT ocHoBaHue
3anogo3putb PIILLXK.

bbiBaloT cnyyaun, Korga BM3yanu3npoBaTb OMyXoJb
NnapalnToOBUAHON >Kenesbl He MpefcTaBnAeTcA BO3-
MOXHbIM B CBA3N C GOMbLIMMW pa3Mepamun posnen
WNTOBULHOW »Kenesbl, BC/IEACTBME YEro BO3MOXHO
HapyLleHre aHaTOMUM OKPY»KatoLLmMX CTPYKTYp. B Takom
cnyyae 6onee 3¢pdeKTVBHBIM METOAOM NpefonepaLm-
OHHOW ANAarHOCTUKM AnA nokanusaumm onyxonu MK
aBnaetca cumHTurpaduma ¢ 99mTc-MIBI.

CkaHunpoBaHue ¢ 99mTc-MIBl He gaeT BO3MOXXHOCTb
yeTKo npoBecTn AnddepeHUnanbHyo ANArHOCTUKY
mex<ay PTILLXK n ageHomown MUK, ogHako npeacrasna-
eT cobol 0anH U3 cambix 3PpPeKTUBHbIX METOJOB OOHa-
pyeHna metactasos Pl Kak B permoHapHbIX M-
daTnUeCKnx KONMNeKTopax, Tak 1 B OTAAJIEHHbIX Opra-
Hax-muweHAX. B nepByto oyepefpb, 3TO CBA3aHO C NO-
BblLLEHHbIM METab0/IM3MOM U3MEHEHHbIX PaKOBbIX Kile-
TOK MapawmTOBUAHONM efesbl, KOTopble aKTUBHO
nornowatT 99mTc [30, 31].

KomnbloTepHaa Tomorpadus (KT) n MarHUTHO-pe3o-
HaHcHas Tomorpadua (MPT) nonesHbl gns Bu3yanu-
3aUMM OTHANEHHbIX MeTacTa3oB B AOOMNEpPaLMOHHOMN
anarHoctuke. B nccnepgosaHuax P. Clark, et al. cpean
naumeHToB C peuumgmamm P TouyHOCTD CUMHTYK-
rpadpum ¢ 99mTc-MIBI coctaBuna 67 % peunanBos no
cpaBHeHnto € 53 % npu KT. CoueTaHne gByX MeTOoAOB
NO3BOJIAET YBENNUNTb MPOLEHT TOYHOCTU pe3ybTaToB
0o 78 % [32].

ToHKoUronbHaa NyHKUWOHHas 6uoncua npu PIILLK
He BbIMOJIHAETCA M3-3a PUCKa MECTHOWN UMMIaHTauum
PaKoBbIX KNEeTOK BC/IeACTBME HapyLUeHNA LefIOCTHOCTYU
Kancynbl onyxonu. MyHKUNoHHaA 6roncma MoXKeT ObITb
ncnosib3oBaHa Afs NOATBEPXKAEHUA peunansa 3abo-
NeBaHVA NI NPY MeTacTaTMyeckoM nopaxeHun [33].

MHTpaTupeongHoe pacronioykeHne napawuToBUA-
HOW »kenie3bl 6POCaAET BbI30B KINHUKO-UHCTPYMEHTASTb-
HoMy 06CneloBaHMIO, BKIOUNTENIBHO C HEOOXOAMMOC-
Tbl0O afeKBaTHOM OLEHKM COMHUTENbHbIX (MoJo3pu-
TeSIbHbIX Ha PaK) pPe3ysibTaToB NyHKUWOHHOW Groncum
TMPEOMAHbIX Y3/I0B Y MauUMeHTOB C J1abopaTopHbIM
nepBUYHbIM runepnapaTrpeosom [47].

TakuM 06pa3om, AMArHOCTMKa MNapaTUpeouagHoro
paka MAeHTUYHa ANArHOCTUKE MEePBUYHOrO rmnepna-
paTupeosa u ABNAETCA NPerMyLLeCcTBEHHO NlabopaTop-
HOW: BbIABNAKTCA rMnepKaabLyemMma U NOBbILEHHbIN
yposeHb [Tl Ona PIMLUX, ocobeHHO B 3anyLieHHbIX
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cnyyanx, XxapaKTepHbl KpaliHe BbICOKMEe YPOBHY Napart-
rOPMOHa U KanbLsA CbIBOPOTKM KPOBU. Bce ocTanbHble
METOAbl UCCNIefOBAHUA HaMpaBfeHbl Ha TOMUYECKYIO
AVArHOCTUKY.

Xn pypruyeckoe neyeHme

EONHCTBEHHBbI cNocob6 paAnKanbHOro fneyvyeHus
PMAWMK — xunpypruyeckuin. PekomeHgyemblin o6bem
XUPYpPruyeckoro BMelLaTenbCcTBa — YAaneHue «egu-
HblM 6nokom» (en block) 3nokauecTBeHHOW onyxonu
MM, npune)kawenm [OAN LWMTOBUOHOWN enesbl U
nepellerika, ckenetmsauma Tpaxen, yaaneHue Knet-
YaTKM Ha CTOpPOHe nopa)eHua n nuMmbaTnyecKkmx ys-
nos VI rpynnbl, a Takxe nto60M cnasHHON C ONyXosblo
MbiLwLbl [35].

MpocTan napatMpeongIKToMnA 1 CyoTOTanbHanA pe-
3eKUUs, a TakXKe ntobdble MaHUNYNALUK, NPUBOAALLME K
pa3pbiBy onyxonu, npy nogo3peHum Ha PIILLMXK He
pEKOMEHIYIOTCA B CBA3M C PUCKOM Pa3BUTKA MapaTu-
pomMaTo3a 1 peuunanBea 3abonesaHus [35]. YoaneHve no
Tuny «en block» obecneurBaeT 3ameTHble NpenMyLle-
cTBa B MporHo3e 3abonesaHua. Kpome TOro, mocne
pe3sekunn «en block» Huke yactoTta peumansos PrILLK.
Tak, y naumeHTOB, KOTOPbIM Oblfl MOCTaBMAEH AMArHO3
PMLWM go nepsuyHOM onepaunn 1 BbIMOIHEHO One-
paTVBHOe BMelLaTeNbcTBO B 06beme pe3ekuun «en
block», yactota peumamnsoB coctaBuna 33 % [35].
C opyro CTOPOHbI, ¥ NMauVeHTOB, KOTOPbIM Obli MOC-
TaBneH auarHo3 PrIWM nocne BbinonHeHHoOW napa-
TUPEONIIKTOMMU, YacToTa PeLANBOB COCTaBuUIa 6onb-
we 50 % [34]. HecmoTpA Ha AoKasaTenbCTBa TOro, YTo
pe3sekuma «en block» AasnseTca npouenypont Boibopa,
Tonbko 12,5 % nauuentoB ¢ PMWX 6binn npo-
orepurpoBaHbl B TaKoOM 06beMe, oCTaNlbHbIM e 78,6 %
6bln1a BbINONIHEHA TONbKO NapaTupeongsKkTomus [3, 36].
He3HaunTenbHbI MPOLEHT BbIMOMHEHNA pe3eKunmn
«en block» roBopuT 0 He[OCTaTOUHOM KONMYECTBE AaH-
HbIX MpefonepaunoHHON AMArHOCTMKKM, a TakXke 00
OLWMOOYHbIX MHTPaonepaurOHHbIX CBEAEHMAX, KOTO-
pble yKa3biBaloT Ha nogo3peHue PIILLK.

YT0o6bI NMpaBuIbHO UAEHTMOULUPOBATL MALUEH-
ToB ¢ P n cooTBeTCTBEHHO UCNONb30BaTh yaa-
neHve no Tumny «en block», guarHo3 ponxeH
OCHOBbIBATbCA Ha MPaBUJIbHOM KIIMHWYECKOM npef-
CTaBNeHNM K paHHemM pacrno3HaBaHuu PIIWK no
MaKpOCKOMNMYeCKOW KapTHe BO Bpems Xmpypruyec-
Ko onepaunun. TakMMm MakpoCKOMMYeCKUMIN KpuTe-
puamu PMNLLMX aBnaoTca: Hanuyme NoTHOro obpaso-
BaHUA C MaCCMBHOW cepol unu 6enon Kamncynow,
60MbLION pa3mMep OMNyxomnu, CpalieHne Oonyxonu ¢
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OKpyaWnmn CTPyKTypammu (Tpaxea, nulieBof,
COHHaA apTepwus, BO3BPATHbIN FOPTaHHbIA HEpPB,
Mbiwbl) [6, 9]. Bo Bpema peBu3nm Ba)KHO He Hapy-
WWTb LEeIOCTHOCTb Kancynbl ONyXOmnu, pa3pyLlieHne
KOTOpPOW ABNAETCA OCHOBHOW MPUYUHOW peumnanBsa
3aboneBaHnA U Heb6NaronpuATHOro Ucxopaa.

PaHee 6binv pa3Hornacmsa B OTHOLEHUW CUTYaLNn C
BOBJIEUEHHbIM BO3BPAaTHbIM FOPTaHHbIM HEPBOM. Yuun-
TbIBas CKMOHHOCTb K peunamnBy 3aboneBaHna Npu Ha-
pyLeHNN LenoCTHOCTU Karcysbl OMyXOsu, B HacToA-
Lee Bpemsa 60/bLUMHCTBO UCCnefoBaTeneln npuaepKu-
BAlOTCA MHEHMSA O HEOOXOAUMOCTY Pe3eKLMM BOBIIeYEH-
HOrO B OMyXOJ1eBbI NPOLEeCC BO3BPAaTHOIO rOPTaHHOIo
HepBa [37].

HeobxopgmmocTb ynaneHna napatpaxeanbHOM KieT-
YaTKmM C IMMbaTNYECKMM Y3/1aMK Ha CTOPOHE Nopaxe-
HUA BbI3bIBAaeT HEKOTOpPble crnopbl. B nccnegosaHmax
E.Holmes, et al. meTactasbl B numdatmyeckue y3sbl
napaTtpaxeanbHON KneTyaTky Oblin oBHapy»KeHbl B
32 % cnyuaes [5].

Ha cerogHAwWHMIA AeHb 6ONbLIVHCTBO UCCefoBaTe-
nen otgaloT npegnoyteHne numbaaeH3KToOMUM Ha CTo-
poHe nopaxeHnsa. AQeKBaTHOCTb XUPYPruyeckoro ne-
yeHua PMUPK, Kak 1 runepnapatupeosa gobpokave-
CTBEHHOTO MPOUCXOXAEHUSA, OLLEHMBAETCA MO UHTPAO-
nepauMoHHOMY YPOBHIO napatropmoHa [38, 39].

Ncnonb3oBaHre ObICTPOro MHTpaonepaunoHHOro
n3mepenunsa yposHa MTI (ioPTH) 6bino nopaep»kaHo
rpynnon xmpypros 13 CLUA. B cpegHem ymeHblueHne
OT ucxopHoro ypoBHaA IMNTT nponcxoagunT cpasy »e nocne
yaanexua onyxonu MK 6onee yuem Ha 90—94 % [36].
CoOTBETCTBEHHO, eCTeCTBEHHOE CHUXeHMEe YPOBHA
MTr Ha PoHe HOpPMOKaNbLMEMUN MPONCXOAUT Uepes
6 MeC nocsie onepaTtUBHOrO BMeLLaTeNnbCTBa U OTCYT-
CTBUA peunanBa 3a001eBaHUA Ha NPOTSKeHun oT 20
[0 36 Mmec cnycTs, 4uTo 060CHOBbIBAET €ro NCMOMNb30Ba-
HVe BO BpeMs TaKux onepauun [36].

Ecnn e ypoBeHb uHTpaonepaumoHHoro [Tl He
CHWKAETCS, ero NMoBbILEHHOE KOIMYECTBO MOXKET ObITb
BTOPWUYHbIM, TO €CTb MPON3BOAHbBIM OCTaTOUYHOW OMYXO-
nn B 06nacTu wemn nnm HeobHapy»KeHHbIX MeTacTaTu-
yecKkmx oyaroB. B Takom cnyyae B nocneonepaumoH-
HOM Mepuoge HYXHO MPOBOAMTb J000C/elOBaHNE ANiA
BbIAABIEHNA NOPaXeHHbIX MeTacTa3aMu opraHos [34].

MNMocneonepaunoHHoe BegeHme nayneHTos ¢ PILLXK
JOMKHO BK/OYaTb TLLATENbHbIA MOHUTOPUHT YPOBHA
Kanbuma B CbIBOPOTKE KPOBW. lNaLMeHTbl, Y KOTOPbIX
npefonepaumoHHbIN CbIBOPOTOYHbIN KanbUuii umeeT
BbICOKME 3HauyeHus, 6oniee CKNOHHbI K Pa3BUTKIO CUH-
ApOMa «TofofHbIX KocTei». [MocnegHuii BO3HMKaeT

12

nocne yganeHusa onyxonu MM Bcneacteue cHuXKeHMA
ypoBHsa [Tl 3To NpUBOAUT K ycureHHon abcopbuun
Ma3mMeHHOro KasbLua ocTeobactamu, Yto 1 ABAAeTCA
NPUYNHON rMNOKanbLeEMMNN.

[nAa oueHKN NNOTHOCTN KOCTHOW TKaHW NCNOMb3yeT-
cA peHcntomeTpuA. IMeHHO no3uTMBHaA AMHaMUKa
LEHCUTOMETPUYECKON KapTUHbI MO3BOSIAET YMEHbLUUTb
[031POBKY NepopanbHOro Kanbuua 1 Kanbumutprona.
KoHTponb ypoBHA Kanbuua v MNTT HyXHO NpoBOAUTb
Kaxgble 2—3 mec nocne onepaunn ana npegoTepalle-
HUS peunanea 3abofnieBaHus.

KOHCGpBaTI/IBHOG neyeHne

Kak npaBuno, KoHCcepBaTUBHaA Tepanusa NpuUMeHs-
eTcA ANnA feyeHnsa rmnepKanbLeMmnyeckoro Kpmsa, B
HeonepabenbHbIX ClyyaaX U MpyY HEBO3MOXHOCTU
afeKkBaTHoOro xupyprmuyeckoro neyeHusa. OcHoBHasA
HanpaBNeHHOCTb KOHCEPBATMBHOIO fleYeHNss — Kop-
pekuua runepkanbunemMmmnn, ABNAKOLWENCA OCHOBHOM
NpUYMHON cMepTn 60MbHbIX PTILLIK.

MNpenapaTbl, KOTOPblE NCNOMb3YITCA ANA CHUMKEHUA
YPOBHA KabLUUA B KPOBM — KalbUUTOHUH, 6ucdoc-
¢doHaTbl, NPONIOHIMPOBaHHbIE MpenapaTbl COMATOCTa-
TUHA, OfHaKo Hanbornee 3pPeKTUBHbI Cpean HUX Kalb-
UMAMUMETUKIK (UMHAKaNbLET), MexaHU3m AencTBuA
KOTOPbIX OCHOBaH Ha nogasneHuun cekpeuum MMTT.

LnHakanbLeT MoBbIWaeT YyBCTBUTENIbHOCTb Kalb-
LUUNYYBCTBUTENbHBIX PELIENTOPOB K BHEKIETOYHOMY
KanbLMo, TeM CaMbiM CHUXaA YPOBEHb CbIBOPOTOUY-
Horo MTI 1 nopgaBnAs NOYEYHYI0 KaHanbLEeByo peab-
copbumio KanbuuaA. Bo Bpema npuema uuHakasnbLeTa
YPOBEHb CbIBOPOTOYHOIO KasnbLMA HOPManm3npyeTca
y 70—80 % nauwueHToB ¢ IMIMT [45]. 2ddeKT coxpaHs-
€TCA B TeyeHue 5 neT, 0fHaKo Npu nNpekpaLleHnn neye-
HWA YPOBEHb KalbLMA B CbIBOPOTKE KPOBU MOBbILLIAETCA
[0 NCXOHOro YpOBHA. DTOT NpenapaT He BAUAET Ha
YPOBEHb BMOXMIMMYECKUX MapPKEPOB KOCTHOrO 0OMeHa
[46], a TakXKe HeT YeTKNX NOATBEPXKAEHNIN ero NUTonun-
TUYECKOW aKTUBHOCTM B OTHOLIEHUN CHOPMUPOBaAB-
LUMXCA 1O 3TOr0 MAKPO- Y MUKPOJINTOB MOYEK.

B npoBegeHHOM McCnefoBaHUM LUHAKanbLeT 3¢-
bEKTMBHO CHU3MI YPOBEHDb KanbLsA KPoBU (6onee uem
Ha 1 mr/gn) y 18 n3 29 nauneHtos [40].

KombuHnpoBaHHasA Tepanua afeHapoHaTOM 1 LUHa-
KaJibLLleTOM PEeTPOCMNEKTUBHO OLEeHMBaNacb B TeyeHne
12 mec. B pe3ynbrate nccnegoBaHus Gbiio BbISICHEHO,
41O OCCMdMKaALMA NOACHNUYHOIO OTAENA MO3BOHOUYHMKA,
AucTanbHoro otgena Gegpa npoucxoauna HamHOro
6bICTpee No CpaBHEHWIO C NaLeHTaMu, KOTopble Npu-
HUManu TONbKO UMHaKanbueT. Kpome TOro, cnepyet
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OTMETUTb, YTO YMEHbLUEHME COAEpPKaHMA KanbLuusa B
CbIBOPOTKE KPOBW [0 HOPMbl Obl1I0 OTMEUYEHO KaK B
rpynne KOMOMHMPOBaHHON Tepanuu, Tak 1 Npu npue-
Me TOJIbKO LMHaKanbLeTa [46].

JlyueBas Tepanus

PMWM He cunTaeTca papgmouyBCTBUTENbHOW OMy-
XOJIblO, N COOTBETCTBEHHO, WCMOMb30BaHNE pafmrKa-
NbHOW UNN agblOBaHTHOWM JlyyeBOW Tepanuu Hes¢h-
deKTMBHO [36].

Mpexae Bcero, 3To roBopuT 0 AedurunTe AaHHbIX O
3aboneBaHUM M OTAANIEHHbIX pe3ynbraTtax. Ho Heko-
Topble MccefoBaTeny B CBOMX paboTax ocnapuBanu
ybexxaeHunsa o pagrnoHevyBcTBuTenbHocT PLLXK [41].
CornacHo AaHHbIM MCCNefoBaHMA, NMPOBEAEHHOro
A. G. Wynne et al., nyueByto Tepanuto nonyumnnm 2 nauu-
eHTa ¢ PMWMX npmn Hanuuum cocyamncTon MHBasUN B
no3e 60—65 p. Bo Bpemsa obnyueHus yposeHb MTI
cHwxanca ¢ 119 go 75 nr/mn, n ¢ 71 go 41 nr/mn coo-
TBETCTBEHHO. DTN WUCC/Ie[OBaHMA MOKa3blBalOT, YTO
nocne nNpoBefeHVA PagvKanbHOW NyyeBOW Tepanuu
WA NPY UCMOJb30BaHNM afbIOBAHTHOM Tepanuun Yac-
ToTa peuunausmposanHus PILLMK ropasgo Huxe, Hexenn
B rpynne nauneHToB, KOTOPbIM 06/yyeHre He NPOBO-
aunocob [41].

OTO roBOPUT O TOM, YTO B KaKOW-TO CTeNeHN fiyyeBas
Tepanua ABNAETCA BCMNOMOraTe/ibHbIM MeTOAOM feye-
HWS, HO B CBA3U C HEGONbLLOW BbIGOPKON KOHTPOJSIbHOM
rpynmbl NaLMEeHTOB YETKUX OTBETOB Mo nosogy 3ddek-
TMBHOCTU WCMOMIb30BaHUA NY4YeBOW Tepanuu npu
PMLLUM Ha cerogHAWHNI AeHb HET.

Xumnotepanua

LuToToKCnyeckaa xummoTtepanua — HesddeKTuBs-
HbIi MeToA Nnevenuns PTILLPK. MNonbITKK ncnonb3oBaHMA
Pa3nNNYHbIX KOMOMHALMIA XMMUOTepaneBTUYeCKUX npe-
napaToB XenaeMoro ycrnexa He npuHecnu. Ho rpynnonm
nccnepgosateneinn R. M. Bukowski et al. onncan knuHum-
yecknn cnyyan nedvenma PILUM ¢ meTactaTnyeckum
NMopa)eHnem 1 TAXKeNOoN rmnepKanbLuuemmen, pesnc-
TEHTHOW K TPaANUMNOHHOMY NeyeHuto. 54-neTHemy na-
LUMeHTY NpoBOANIaCb KOMOMHUPOBAHHAA XMMUOTEPA-
nusa, coctoAwaa n3 ¢ropypaumna 500 mr/m?, LUMKno-
dochamupga 500 mr/m? n pakapb6asuHa 200 mr/m? Ha
NPOTAXEHUM YeTblpex AHen (24-yacoBaa WUHOY3UA).
B pe3ynbrate npoBefeHUsA nyyeBon Tepanum Habnoga-
nacb nosioXuTenbHaA AMHaMMKa TeyeHusA 3abonesa-
HUA B BUAe CTOMKOro cHuxkeHuA MNTI n runepkanbuue-
MWW Ha NPOTSKeHUM 5 mec. B cBoto ouepepnb, nocnen-
CTBUA MPOBELEHHON JlyYeBOW Tepanun Obifiv He3Ha-
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YnTeNIbHbIMM U MPOSBAANNCL B BMAE TACTPOMHTEC-
TUHaNbHbIX HAPYLIEHWUIA.

Ycnex neyeHus 3aBUCKT OT BbiiBNEHA 3aboneBaHunA
Ha paHHUX cTagusx. Mpegnaraemblie METOANKN XUPYP-
rmyeckoro neveruss PMLLUMK B GOnbWINHCTBE CBOEM
HanpaBieHbl HA JOCTVXKEHNE OHKOJIOTMYECKOro paau-
Kanusma no metoauke «en block». Haw xupypruyeckun
Konnektus LleHTpa 3aHMMaeT no3uuuio pagrKkanbHOro
onepaTUBHOIO BMeLLaTENbCTBA MO NOBOAY NapaTupeo-
ngHoro paka. MNpu otcytctBUM 3dpdeKkTa oT Xupypru-
YeCKOoro nevyeHns NCMosb3yloTcA BCe [OMNOSTHUTENbHbIE
MeToAbl.

MporHos 3abonesaHuns

Hanbonee pacnpocTpaHeHHbIMM NOKannsaynamm
meTacTa3oB PlLK sBnaoTca pervoHapHble numoaTn-
yeckme y3nbl (0T 50 % pgo 75 % cnyuyaes), nerkue
(01 22 % po 40 % cnyyaes), neyeHb (0T 10 % #o 28 %
cnyyaeB) 1 KocTtu (0T 5 % go 28 % cnyyaes) [42]. Cambin
BaXKHbI GpaKTop, BNMAOLWNIA HAa NPOrHo3 3aboneBaHna
N PUCK peunanBoB — 3TO KOMIMAEKCHOCTb pe3eKkunm
onyxonu no Tuny «en block».

Y nauMeHTOB, KOTOPbIM BbIMOSIHEHA OMepaunsa npu
PMLK B o6beme «en block», BbiXnBaemocTb coctaBns-
eT 90 % Ha npoTaXeHun 5 net n 67 % Ha NPOTAKEHUN
10 net [43]. TakXe K 04eHb BaXKHbIM MPOrHOCTUYECKMM
daKTopam CTOUT OTHECTU Hanmuue OTAaNIEHHbIX MeTa-
CTa30B BO BpemMA npefonepaumoHHON AMArHOCTUKMU,
Hannune HepyHKLUOHMPYIOLWKMX OMyXOnemn, COCyauc-
TON WHBa3nM B 06NacTy BO3BPATHOrO HepBa, MOBbI-
LUEHHAA MUTOTMYECKAs aKTUBHOCTb MO AAHHbIM FMCTO-
XUMNYECKUX nccnegoBaHunii [44]. No gaHHbIM nccneao-
BaHWA, B KOTOPOM MPUHANN yyacTme 286 nayneHToB C
PILLM, 5- n 10-neTHAA BbIXKMBAeMOCTb NOCNe onepa-
umm no Tmny «en block» cocraBmna 55,5 % v 49 % coot-
BETCTBEHHO B nepuog mexay 1985 n 1995 rogamu [45].

CornacHo HOBbIM iIaHHbIM, € 1985 no 2006 rof BKJIto-
YNTENbHO, B UCCIIEA0BAHUM, B KOTOPOM MPUHSANMX yyac-
Tne 733 naumenTa ¢ PTILLUMK, gaHHbIE NOKa3aTenm cocTa-
Bunn 82,3 % n 66 % coorBetrctBeHHO [5]. CornacHo
oTuyeTam 6a3bl AaHHbIX SEER (Surveillance, Epidemiolo-
gy, End Results), konuuectso naumeHToB ¢ 10-neTHemn
BbIKMBaeMocCTbio B nepuof ¢ 2000 no 2012 roa cocTa-
BUNo 65,4 % [5].

BblBOAbl
[enasa BbIBOAbI U3 BCEro BbiECKa3aHHOMO, MOXHO
CMeJI0 rOBOPUTb O JOBOJIbHO YCMELUHbIX OTAANIEHHbIX
pe3ynbratax neyeHusa PIIWK, Ho npu ycnosun, ecnu
onepaTMBHOE BMELLATENbCTBO OblfIO BbINOIHEHO MO
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meTtoauke «en block» n ¢ TwartenbHbIM BeAeHMEM
nocsieonepaLMOHHOro Neproa, BKoYasa aucnaHcep-
Hoe HabnogeHe.

Smuyeckoe 0006peHue

loHopap: He 3a0eknapuposat.

KoHgpnukm unmepecos: asmopel 3aaeisom, Ymo Kaca-
emo nybaukayuu 0aHHOU CMamsu He Cywecmayem KoH-
¢hnukma uHmepecos.

Yyacmue aemopos: koHyenyus u OusaliH uccse0oea-
HUA: Ha38aHUe meMbl U Hay4YHbll UHMepec npobaemesl —
B. A. [Manamapuyk, B. B. BoiimeHko, A. [1. Heuad, A. A. Togkau;
cbop u obpabomxka mamepuanos — O. B. Masyp, B. B. Bou-
menko, A. [1. Heyal; HanucaHue mekcma— B. A. [Nana-
mapuyyk, B. B. BoimeHko, A.[l. Heuat, A. A. Toskad,
O. B. Masyp; pedakmuposaHue— A. A. Toskali
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PE3IOME
CoBpeMmeHHbIil NoAXoA K NapaTpeougHoOMy paKy:
3TUoNornA, naToreHes, ANArHOCTUKa, NeyeHne

B. A. lNanamapuyk, A. A. Toekaii,
B. B. BoiimeHko, O. B. Ma3syp, A. 1. Heuati

Pak mapawutoBngHoOm »kenesbl — pegyariiee 3.0-
KauecTBeHHoe 3aboneBaHue (coctaBnaeT o 1 % Bcex
C/lyyaeB MepBUYHOrO runeprnapatmpeosa), Kotopoe
BO3HMKAET Cropagnyeckm UnmM BCTpedvaeTca B Buae
reHeTUYeCcKoro cMHapoma. KnnHuyeckaa KapTmHa na-
pPaTMPEONZHOro paka HaMOMUHAET TAXKeNoe TeyeHne
NepBUYHOro runeprapaTMpeosa BCeACTBUE 3Hauu-
TENbHOrO MOBbIWEHNA YPOBHA KanbLMa 1 napaTrop-
MOHa M CTaHOBUTCA MPUUYUHON CMEpPTU, MOCKONbKY
BbI3bIBa€T MHOTOUYMCIIEHHbIE OC/TIOKHEHNA CO CTOPOHDI
Pa3fINYHbIX OPraHOB M CMUCTEM, B YAaCTHOCTU HEKOHT-
ponupyemyio runepkanbuuemuto. K coxkaneHuio, Ha
CEerogHAWHNN AeHb B MEAULMHCKOM MUPE HET KaKoro-
nMbo MaTOrHOMOCTUYECKOrO MaTOrMCTONIONMYECKOTO
Mapkepa B guarHoctuke PrILLPK. InarHo3 ocHoBbIBa-
€TCA Ha HaNINYMn NTOKaNbHOWM MHBA3nM B OKpy»KatoLine
TKaHW WX Hann4Ynm MeTacTa3oB B PermoHapHble M-
daTnyeckne KOMNEKTOpPbl M OTAaNieHHble OpraHbl.
B cBA3M C He3HaunTenbHOCTbIO 3aboneBaHnsa (4o 1 %
BCeX C/lyyaeB MNepPBMYHOro runepnapatmpeosa), a
TaKXXe C/IOXHOCTbIO AMarHOCTMKN B JOOMNEPALNOHHOM
neproge, BCce 3TO 3HAYUTENIbHO 3aTPYAHAET N3yyeHne
AaHHOW NaToNOrnn.

B nekuun npeacTaBneH nuTepaTypHbI 0630p Ha 3Ty
TeMy: aHanM3npPyTCA NaToreHeTnYecKne, B YaCTHOCTY
MOJIEKYNIAPHO-TeHETUYECKIME aCneKTbl U X POJib B BO3-
HUKHOBeHun PI1LL3, paccmaTpurBaloTCA COBPEMEHHbIE
BO3MOHOCTU AMArHOCTUYECKOrO CKPWHWHIA, Bapu-
aHTbl neyebHOWM TaKTUKU C WUCMONIb30OBAaHWEM paau-
KanbHblIX M OOMNONHUTENbHbIX MeTogoB. Cenvac B
BOMpocax guarHoctuky n nevenus PrLL3 ncnonbsyetca
KOJNIEKTUBHBIA MUPOBOW OMNbIT CMELNanncToB, 3aHu-
MaILLMXCA 3TON NPOOGSEMON, XOTA MHOrMe acheKTbl
3aboneBaHuWA 0O CUX MOP OCTAKTCA HEU3YUYEHHbIMU.

Bonpoc xmpyprunyeckoro neyeHus, B 4YaCTHOCTU
BbIOOp 0Obema onepaunn, OCTAeTCA ANCKYCCMOHHBIM,
a VIMEHHO: BbIMOMHATL AUCCEKUUN C NUMdALEHIKTO-
MUEN U paclnpsaTb 06bem onepaunm BMeLWaTesb-
CTBOM Ha WMTOBMAOHOW Kene3e? EANHCTBEHHbIN Cro-
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cob papgukanbHoro neyeHus PrLL3 - xupypruyeckumii.
BonblWKHCTBO aBTOPOB M3 NUTEpaTypHoro ob3opa u
KONMMEKTMB Hawero LleHTpa nogaepunBatoT peKoOMeH-
Ayembli 06beEM XMPYPruyeckoro BmellaTeNlbcTBa —
ynaneHve «eauHbIM 6nokom» (en block) 3nokauecTBeH-
Hou onyxonu MW, npuneratowen 8o WUTOBUAHON
Kenesbl N nepellenka, CKkenetmusauma Tpaxen, ygane-
HUe KNeTyaTKM Ha CTOPOHE NopakeHua u numdaTnyec-
Kux y3noB VI rpynnbl, a Takxe no6ol cnasHHOM ¢ ony-
XONbtO MbILULbI.

KnioueBble cnoBa: pak napawToBUAHON »Kenesbl,
rvnepKanbunemus, napaTropMoH, KanbLnii, OHKOOTA.

PE3IOME
CyuyacHuii nipXxig Ao napaTnpeoifHoro paky:
eTionorisa, natoreHes, fiarHOCTNKA, NiKyBaHHA

B. O. lNanamapuyk, O. A. Toekali,
B. B. BoiimeHko, O. B. Ma3syp, O. I1. Heuati

Pak npuwmuTonoaibHoi 3an03mn — piakicHe 3noskKic-
He 3axBOploBaHHA (cTaHOBUTL A0 1 % BCiX BMMNaAKiB
NepBUHHOrO rinepnapaTnpeosy), LWo BUHMKAE Criopa-
[AVYHO abo 3yCTpivaeTbCa Yy BUMNALI FeHETUYHOIO CUH-
Apomy. KniHiyHa KapTuHa napaTtnpeoigHoro paky Ha-
ragye TaKK1i nepebir NnepBUHHOTO rinepnapaTupeosy
BHACNIQOK 3HAYHOrO MiABMLLEHHA PIBHIB KanbLilo Ta
NnapaTtropMoHy i CTae MPUUYMHOIO CMEepPTi, OCKINbKN
BMKJIMIKAE YNCIIEHHI YCKNagHeHHA 3 60Ky pi3HUX opra-
HiB i CMCTeM, 30KpeMa HEKOHTPONbOBAHY rinepKanbLi-
€Mito. Ha »anb, Ha CbOrOAHIWHIN AeHb B MeaANYHOMY
CBIiTi Hemae OyAb-AKOro nNaTorHOMOCTUYHOronaToric-
TONMOriYyHOro mapkepa B giarHoctuui PTIWMK. HiarHo3
IPYHTYETbCA Ha HAABHOCTI JIOKaNbHOI iHBa3il B HABKO-
NIVLLHI TKAHMHK 200 HAaABHOCTI MeTacTasiB yperioHapHi
nimpaTUYHi KONeKTopw Ta BigganeHi opraHu. Y 3B'asky
3 HE3HAYHOI MPUCYTHICTIO 3axBOpPoBaHHA (80 1 % BCix
BMMaAKiB NEPBMHHOrO rinepnapatvupeosy), a TakKoxX
TPYAHOLaMK AiarHOCTUKM B JoonepauinHomMmy nepiogi,
yce Le 3HaYHO YCKIagHIE BMBYEHHA AaHOI NaTosoril.
Y nekuii npefcTaBieHo NiTepaTypHUI OrNAL Ha AaHy
TeMy: aHani3ylTbCA NAaTOreHeTUYHI, 30Kpema MOoJeKy-
NAPHO-TEHETUYHI acneKkTu Ta iX Pofib Y BUHUKHEHHI
PMLLU3, po3rnaHyTO CyyacCHi MOXIMBOCTI AiarHOCTNY-
HOrO CKPWHIHTY, BapiaHTN NiKyBanbHOI TaKTUKN 3 BU-
KOPUCTAHHAM pafuKanbHUX Ta AOAATKOBUX METOZIB.
Hapasi B nuTaHHAX giarHocTnky Ta nikyBaHHA Pl1LL3
BUKOPUCTOBYETbCA KOMEKTUBHUIM CBITOBUN [0OCBIA
criewianicTis, AKi 3amMaloTbCA Li€o npobnemoto, xoua
6araTo acnekTiB 3aXBOPIOBAHHA [AOCi 3anMLWaloTbCs
HeBMBYEHUMW. [TTaHHA XipypriyHOro nNikyBaHHA, 30K-
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pema BMbip 06’emy onepaldii, 3aNMILAETLCA AUCKYCIN-
HUM, a CaMe: BUKOHYBaTU AUCeKLito 3 nimdpageHeKToMi-
€10 UM po3lwmptoBaTh ob'emM onepauii BTpyYaHHAM Ha
WMTOMNOAIGHIN 3an03i? €EaMHMIA cnocib paankKanbHOro
nikyBaHHA PILL3 — xipypriuHun. binbwictb aBTOpIB 3
niTepaTypHOro ornagy Ta KonekTus Haworo LleHTpy
NiATPUMYIOTb pPeKOMeHAOoBaHUI 06’eM XipypriyHoro
BTPYYaHHA — BUAANIEHHA «€ANHUM 6110KOM» (enblock)
3noakicHoi nyxnuHn [MLW3, npunernoi yactkm wuro-
nopaibHoi 3ano3n i nepewninka, ckenetTmlauis Tpaxel,
BUAANEHHA KNITKOBMHM Ha 6oL yparkeHHs i nimbaTtunu-
Hux By3niB VI rpynu, a Takoxk Oyab-AKOro cnasHoro 3
NyXJNHOK M'A3a.

KniouoBi cnoBa: pak npuwmtonofnibHoi 3ano3u,
rinepkanbLiemis, MAapaTropMoH, KanbLili, OHKONOTIA.

SUMMARY
A current approach to parathyroid cancer:
etiology, pathogenesis, diagnosis and treatment

V. O. Palamarchuk, O. A. Tovkai,
V. V. Voitenko, O. V. Mazur, O. P. Nechay

Parathyroid cancer (PTC) — is a rare malignancy (up
to 1% of all cases of primary hyperparathyroidism),
which occurs sporadically or in the form of genetic
syndrome. The average age of patients is 45—50 years
old, which is 10 years younger than the average age
of patients with benign parathyroid tumors. PTC
among children is extremely rare, both in sporadic
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cases and in cases of familial hyperparathyroidism.
Clinical manifestation of PTC is similar to severe
course of primary hyperparathyroidism due to sig-
nificantly increased calcium and parathyroid hormo-
ne levels, and leads to death caused by multiply
complications and organ’s deterioration, particularly
uncontrolled hypercalcemia. In the lecture the lite-
rature analysis on issue is performed, pathogenesis
data, particularly molecular and genetic aspects of
PTC development, current approaches to diagnostic
screening of disease, and treatment strategies in-
volving radical and adjuvant methods are discussed.
To date, the world's best practice expertise is used in
diagnosis and treatment of PTC, however many of the
disease features have not been studied. A discussion
arises regarding the choice of extent in surgical
treatment, namely the question is to perform dis-
section with lymphadenectomy, or to expand in-
tervention with thyroid resection. The only radical
method in PTC treatment is surgery. The majority of
the authors from literature review as well as our
Center team indorse recommended extent of in-
tervention known as full block resection (‘en block’)
which include the resection of parathyroid tumor,
adjacent thyroid lobe and isthmus with skeletonization
of trachea, fat tissue on the side of lesion, VI group
lymphatic nodes and whatever adherent muscle.

Key words: parathyroid cancer, hypercalcemia,
parathyroid hormone, calcium, oncology.
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