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BBenenue
Pak oxonommuroBuaHbix xkene3 (POLLLZK) — penkoe

3710Ka4ecTBeHHOe 3aboneBaHue. Y 0OoibHbIX POILLK,
KaK IpaBUJIO, OTMEUAeTCs TSLKEI0e TeUeHHe TUIepIiapa-
THpEeo3a ¢ BHICOKMMU MOKa3aTeIsSIMU KaJIbIIUs U T1apart-
ropmoHa (I1TI) B kpoBu. Kpome Toro, y 60abIIMHCTBA
MalMeHTOB AUAaTHOCTUPYIOTCS BBIPaKEHHbBIE KOCTHBIC U
TOYEYHBIE OCTOXKHEHUS THIIepIIapaTipeo3a, a y HEeKOTO-
PBIX OTIPENESIOTCS CUMITOMBI MECTHOTO U OTIAJICHHO-
ro pacmpocTpaHeHMsI 3aboyieBaHMsA. Ha ceromHsmHMiA
JIeHb HET KaKOT0-1100 MaTOTHOMOHUYHOTO THCTOMAaTO-
Jjornueckoro mapkepa B auarHoctuke POIIIK. OxoH-
yaTeabHbIN auarHo3 POIL2K ocHoBbIBaeTCSI Ha HaIu-
YUM JTIOKAJIBHON MHBA3MU OITyXOJU WU HAIMYMU MeTac-
Ta30B B JUM(aTUYECKUE Y3JIbl M OTHaJeHHbIC OpPTaHbI.
Majoe KOJMYeCcTBO HAOMIOAEHMIA, a TaKXKe TPYAHOCTU
JMHUATHOCTUKHU TOPMO3SIT aKTUBHOE U3yUCHME TaHHOM T1a-
tonornu. Ha ceromHsmrHuii 1eHb B BOIIPOcax AUarHocC-
kY 1 nedyeHnuss POLLK ncnonb3yeTcst KOJJIEKTUBHBIN
MUPOBOI OITBIT Bpaveil, 3aHUMAIOLINXCS 3TOM MpooIIe-
Moii. OmHaKO MHOTHE acIeKThI 3TOTO TSXKeJIOro 3a00J1e-
BaHMS IO CUX TIOP OCTAIOTCS HE U3YYCHHBIMU.

DnuaeMnoJI0rus

PacnpoctpanenHocts POILLXK cpean 00nbHBIX
nepBuuHbIM runeprnapatupeo3om (III'TIT) He mpeBbI-
maet 1% [1—10]. CooTHOLIEHUE MYXYUH M KCHIIMH
coctapiisieT 1:1, Torna Kak Takoe COOTHOLIEHUE Y Maliv-
€HTOB ¢ JoOpoKauecTBeHHBIMM olmyxojsgamu OLLK
B pamkax [IT'TIT cocraBnsier 3 — 4:1 [11]. He HalineHo
pPacoOBBIX M 3THUYECKUX OTIMYWI B PacIpOCTpaHEH-
HoOCTHU 3a00jeBaHusa. OIHAKO B HECKOJIBKHUX SITTOHCKUX
¥ UTATBSTHCKUX UCCIIETOBAaHMSIX COOOIIAETCSI O pacIipo-
crpaneHHoct POIIK cpenn mammenToB ¢ ITITTIT,

npebimamolieit 5% [12—16]. OpueHTUPOBOYHO, pacli-
poctpaneHHocTh POIIJK oueHuBaercss kak 5,73 Ha
10 maa yenoBek [17]. CpenHuii Bo3pacT MalMEeHTOB
COCTaBJISIET OKOJIO 48 jieT, yTo 1oyt Ha 10 J1eT Monoxke
cpenHero Bo3pacTa OOJIBHBIX ¢ T00pOKauyeCTBEHHBIMU
onyxojsamu OILLK [1, 6, 7, 9, 14, 18, 19]. POLX
KpaliHe peaKo BCTPEYAETC y ACTEM, KaK B CIIOPAaUIEC-
KHX CJIydYasix, TaK ¥ B CIyJasxX CEMEiHOTro rumepIrapa-
tupeo3sa [20, 21].

dakTopsl pucKa

®daxropsl pucka POLIXK B GONBIIMHCTBE CIydyaeB
He U3BEeCTHHI. TeM He MeHee OIMMCcaHO HeCKOJIbKO CIyJa-
€B Pa3BUTHS OITyXOJIM Y TIALIMEHTOB, B aHAMHE3€ MTOJBe-
prurixcst oonydyenuio meun [22—24]. UmeroTcs cooblie-
HUSI O BBISIBJICHUM KapLIMHOMBI OMHOBPEMEHHO C aJeHO-
Moit unu runepriasueit OLIK [25—32], a Takke y ma-
LIMEHTOB C BTOPUYHBIM rurieprnapatupeo3om (BITIT) 3a
CYeT 3JI0OKAYECTBEHHOU TpaHC(hOpMallMy TUIEPILIa3u-
poBaHHbIX KieTtok OILXK Ha ¢oHe XxpoHMYECKON uX
crumynsanun [33—35]. HecmoTpst Ha 3TO, B OOIIMPHBIX
uccaenosanusax A. Shatz m B. Castleman 0Oojiee yem
B 70 ciiyyasix He HaWIEHO MOKa3aTeJIbCTB O3JI0Kadyec-
TBJIEHUS paHee JoopoKadecTBeHHBIX TKaHeil OLLK [7].

POILIK BcTpeuaeTcss B paMKax HaclIeACTBEHHBIX
3a0ojieBaHMii. DTO MpeXkAe BCETro KacaeTcs CeMeMHBIX
dopm POIIK n cungpoma HPT-JT ¢ ayrocomHO-10-
MWHAHTHBIM  TUIIOM  HacjiegoBaHust  [36—43].
HPT-JT — cuHapoM, XapaKTepU3YHOILIUICS TUIlepra-
paTUPEeO30M, Pa3BUBAIOIIMMCS BCICICTBHE MHOXECT-
BeHHo#t runepmiasun OIIXK, ¢ BeICOKOI mpeapaciio-
JnoxeHHoCThIo K pa3Butuio POILK u omyxoneii ye-
moctu. [Tourn y 15% 6oabHbIX ¢ cuHapomoMm HPT-JT
nMmeetcs POILLK.

g koppecnonnenmun: Kum Mibst Bukroposuu — 117036, Mocksa, yi. [Im. YabsiHosa, 11.
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ITaTorenes

IMaTorenes POIIK, kak M moOpoKauyeCTBEHHBIX
HoBooOpaszoBanuit OILLIK, B HacTosiee Bpems ITOJI-
HOCThIO He m3y4yeH. IlepBoHauajgbHBIC IaHHBIC
V.L. Cryns u cOaBT. TOKa3aJii COMATUYECKYIO TOTEPIO
JAHK B nokyce Rby nammenToB ¢ PO co cHuzkeH-
HBIM UMMYHOTMCTOXMMMYECKMM OKpalllMBaHUEM OeliKa
Rb [44—48]. T.M. Shattuck u coaBT. He ONpPeneININ My-
Taluu Rb B 1IECTH CIydasix paka U3 YeThIpeX C 3aperucT-
PUPOBaHHON ajutebHOM ToTepeit 13q [49]. AnnenbpHas
rmorepst p53 ¢ MaTOJOTMUECKOM sKcIpeccueil benka p53
ormcana V.L. Cryns 1 coaBT. B HEOOJIbIIOM KOJINYECTBE
cayyaeB POILK [10]. Hecmotps Ha To uto POILLLK He
BCTpeYaeTCs] MPU CHUHIPOME MHOXECTBEHHBIX 3HIOK-
punHbIX Heorasuit I, C.J. Haven u coaBT. ugeHTU(M)U-
LIMPOBAJIM MYyTallud MEHMHA B 3 U3 23 CcIopaguyecKux
cayyaeB POILLK, nmpenmnosarast, 4To MEHMH MOXET OBITh
BOBJIEYEH B pa3BuTue uian nporpeccuto POILK [50].

Hawnb6onee BeipaxkernHo nipu POILLK skcmipeccupy-
etca cyclin DI. B uccnenmoBanusix M.A. Vasef 1 coaBT.
Mpu pake U30BITOYHAsI 3Kcrpeccus cyclin D1 Habmona-
nack B 91% (B 10 ciyvasix u3 11) mo cpaBHeHM1o ¢ 39%
mpu agenomax OLK (B 11 u3 28 cinydaeB) u 61% npu
runepriasusx OLIK (B 11 caygasax uz 18) [S1].

OmHako HEe MCKIIIOUEHO, YTO Ype3MepHasl SKCIIpec-
cus cyclin D1 ipu POLXK siBsteTcst He IpsIMBIM TTaToTre-
HETUYECKUM MEXaHM3MOM, a BCEro JIMIIb OTpaXkKeHUEM
M30BITOYHOI Mposrdepali KJIETOK, KaK 3T0 ObLIO O~
caHo Tipu TpaHciaokaunu PRAD 1, HaGmomaemoit mpu
ageHoMax OILIK. Kpome Toro, upe3mepHasi SKCIpeccust
cyclin DI MOXeT OBITb pe3yJIBTATOM ITOTePU SKCITPECCUU
parafibromin, Tak KaK I0oKa3aHO, YTO parafibromin oTpu-
LIaTeJIBHO BIMSIET Ha 3KcIpeccuto cyclin D1 [52].

Parafibromin (CDC73) — OIyXoJIeBbIil Cympeccop, 3a-
KomupoBaHHbIN reHoM HRPT2 Ha xpomocomMme 1g2,5, ur-
paeT LIEHTPAJIbHYIO POJIb B pa3BuTun cemeitnoro POIIK,
criopagnueckoro HeceMeriHoro POLLIZK u B cirygasix cuHa-
poma HPT-JT [49, 53, 54]. MHakTUBaIIMsI TepMUHATUBHBIX
myTtaumii B reHe HRPTZ2 criocoOCTBYET pa3BUTHIO CUHIIPO-
ma HPT-JT u cnopamgnueckoro POILK [54, 55].
T.M. Shattuck 1 coaBT. HIEHTU(HUIIMPOBAIIA MYTALIU B Ie-
He HRPT2 B 10 u3 15 ciyyaeB criopagmnyeckoro POIIK
[55]. OmHako MexaHM3M, ITOCPEACTBOM KOTOPOTO IOTepsI
mapaguopomuHa mpuBoauT K pazputuio POLLK, 1o KoH-
11a HE U3YyYeH.

MuUKpOUUIIOBBIMA aHaAU3 OMyXoJel TpaHCKPUII-
LUU SIBJISIETCS BEOYIIEH TEXHOJIOTMEN, KOTOopas CIO-
CcoOHa OILIEHUTh YPOBEHb IKCIIPECCUU OTHOBPEMEHHO
HECKOJIBKUX TBICSY TEHOB B OOHOM oOpasiie. OH uc-
MOJIB30BAJICS TSI MCCIIEAOBAHUIT MOJIEKYISIPHBIX U Te-
HeTnyeckux MexaHusmoB paszButus III'TIT u BITIT
[56, 57]. L. Forsberg u coaBT. ¢ MTOMOIIBIO MUKPOYUIIO-
BOTO aHaJM3a CPaBHUBAIU SKCIIPECCUIO TCHOB B aIlcHO-
Max 1 HopManbHbIX OLLK [58]. OngHako oyeHb orpa-

HUYEHHOE KOJIMYECTBO UCCIEIOBAHUI, UCTIOIb3YIOIIUX
MUKPOUMITOBBIM aHalu3, MPOBEACHO IJISI U3y4YeHUS
skcnpeccun reHoB npu POIIK. TlepBblit KpynmHBIH
MUKPOYHUITOBBIN aHAINU3 dKCIIPECCUM TeHOB 53 OIyXo-
neit O (Bkotouast nBa ciyvas POILLK), mpoBeneH-
Heiii C.J. Haven u coaBT., uaeHTUPUIIMPOBAT TPU T10-
TeHUManbHbIX reHa npu POLIXK: histone 1 family 2,
amyloid & precursor protein (APP) u E-cadherin [59].
HaubGonee monHoe ucciaenoBaHuWe OBUIO TIPOBEACHO
Abdelgadir Fdam M. u coaBt. B 2009 1. B aTOoM ucciemo-
BaHUU OCYIIECTBISIOCh CPAaBHEHUE CIICIIMMUUHBIX T'e-
HoB OII2K y OONBHBIX pakoOM M JIUIL C HOPMaJIbHOM
OUIZK. PesynbraThl ucciaenoBaHUsl MOATBEPAUIN TO-
BBIIICHHYIO 3Kcnipeccuto APP u E-cadherin (CDHI),
a Takxe BbIIBUWIM crneuuduuHyio s POLK
skcrpeccuio KCNJ16 u UCHLI [60]. B xone uccieno-
BaHUS YCTaHOBJIEHBI MHTepecHble (dakThl: reH PTH
Yype3BhIYaiiHO BhIpaxkeH B obOpasuax POILXK, ogHako
YPOBEHb €ro 3KCIIPEeCCUM ObLIT HUXKE, UeM B HOpMaJlb-
Hoit OLLK. TeH KanbLUIAYyBCTBUTENBHOIO pelienTopa
(CARS) B oOpaszumax POIIXK moxaszan BBICOKYIO
9KCIIPEeCCHIO, a TeH pelenropa ButamuHa D (VDR) —
HU3KYI0. YpOBeHb 3Kkcnpeccuu cyclin D1 okazancs Hu3-
KMM B oOpasuax kak HopmanbHoit OIIXK, Tak u
POIIK. BaxHoli HaX0IKOIl OKa3aJloch OOHapyKeHUe
reHoB ¢ HU3KoM akcnpeccueii mpu POILZK mo cpaBHe-
Hutw ¢ aneHoMamu OIK. Iensr chromogranin A (CHG
A),GCM2, OGN u ESRRG TIOBBIIIIEHHO 3KCIIPECCUPY-
I0OTCSI TIPU CIHOPAIMYECKUX aleHOMaX, B OTJAUYME OT
POIILK, uTo B OyayiieM MOXET MUMETh BaxkHOe Tudde-
peHLMaIbHO-AMarHOCTHYeCcKOoe 3HaueHue [60].

Kimanyeckue 0co0eHHOCTH

B 6onpimmmHcTBe cayyaeB POIL2K Bo3HMKaeT B HOp-
ManbHO pacrnionoxeHHbIx OLLZK. KpaitHe penko otme-
yeHo pa3Buthe POIIXK B skTommuecku pacronoxeH-
HBIX Xkeqe3ax [61]. O6sruno POILK Bo3HMKAeT B eqMH-
CTBEHHOI XeJjie3e, OMHAKO MMEIOTCS COOOIICHUS U
0 MHOXXECTBEHHOM TMopaxkeHnuu [62]. Kiunuueckoe Te-
yenne POIIX He Bcerma mpeackasyemo [63, 64].
POIIZK MokeT pacripoCTpaHsIThCS JIOKATbHO U/ WIN Me-
TacTa3upoBaTh OTHAJICHHO CO CIEeIM(UIECKON CKIIOH-
HOCTBIO K JISTKUM U IIUTOBUIHOM Xefe3e. Pexxe meTac-
TazaMM ITOpaXkaloTcs IMeYeHb, KOCTH, HAATIOUCYHUKU U
MOIXEIyI0uHas xkee3a [63, 65]. JleTabHOCTb IpY JaH-
HOM 3a00JIeBaHUU OOBIYHO OOYCIOBJIEHA DJIEKTPOJIUT-
HBIMU HapyIICHUSMU BCJIEICTBME BBICOKOI'O YPOBHS
KaJblLIMSI KPOBU, a HE MECTHOTO PAaCIPOCTPaHEHUST WA
OTIaJICHHOTO TTOPaXKeHMUSI.

Kiununyeckas kapTuHa

Knuaunueckoe teuenue POILIK xapakTepusyetcs
MTOMUHUPOBAHUEM TIPOSIBAICHUN TUMEPKaIblIMEMUN 3a
cuer upe3dMmepHoit cexkpeuuu IITI ropmoHanbHO-aK-

23



KAMHHYECKAA H DKCITEPUMEHTAABHAA THPEOH/JOAOIHA, 2011, mom 7, Ne3

Tabmana. Inddepenumansias qmuarHoctuka [ITIT robpokayecTBEeHHOI 1 37TI0KAYECTBEHHOM 3THONOTHH

[MTokazatenn POLILX Anenoma OLIK/ runeprutazus OLZK
ZKeHIIMHBI : My>KUMHBI 1:1 35:1
CpemHmii BO3pacT, TOMIbI 48 55
BeccumnromHoe teyenue, % <5% >80%
YpoBeHb KanbIKs TIa3Mbl, MOJIb/TT (MT/1IT) >3,5(>14) <0,3 (<1), BBIIIE BepxHETO Mpeaesa
[Mapatropmon Peskoe moBbITIIeHTE VMepeHHOe MOBBITICHIE
[Manbnpyemas ormmyxosnb Yacto Penxo
IMopaxenus mouek, %' 32-80 4-18
IMopaxenne Kocrei ckenera, %? 34-91 <5
CoueraHue MopaxkxeHus KOCTei 1 moyex Yacto Penko

'Hedpoaurtuas, He OKaJIbLIMHO3, CHM2KECHUE HKLIMY TIPY IPYTOM MaTOJOTMHU ITOYEK.
b

2OuOpO3HBII OCTEUT, CyOTIIeprOCTAIbHAS PE30POIINST, PACTIPOCTPAHEHHAS OCTEOTICHUSI TIPY PEHTTeHOTpaduu.

TUBHOI omyxoJibio. [To cpaBHEHMIO C TUIIEpIIapaTUPEO-
30M J0OPOKAYeCTBEHHOI 3TUOJIOTUY Havaslo 3a00JieBa-
HUSI OOBOJBHO pe3Koe, TeueHue Ooyiee TsKenoe,
a CUMITOMBI 0oJice BBIpaXXEHBI. DTO KpaifHe BaxKHO,
TaK KaK OTCYTCTBME MaTOIHOMOHUYHBIX CHUMIITOMOB
paka (3a UCKJIIOYEeHHEM SIBHOTO MECTHOTO pacipocTpa-
HEHUsS M OTHAJeHHBIX METacTa3oB) B OOJBIIMHCTBE
CJIyyaeB CTAaBUT €ro B OAMH Psa B b depeHIINaTIbHOM
nuarHose I1TI-3aBucumoir runepkaiabiuemun [1—10,
12, 16, 66, 67].

HexoTopbie 0COOEHHOCTU KJIMHUYECKON KapTUHBI
3a00JIEBAHUS TIO3BOJISIIOT MPEATIONOXUTh 3JI0KAYeCT-
BEHHOE ITIPOMCXOXICHME THUIleprapatupeos3a. lTak, He
BBISIBJIEHO KakKoli-nn6o accoumnauuu POILK ¢ momom.
CooTHolIeHMe MY:XYUH ¥ keHmnH npu POIIK 1:1,
toraa Kak npu IIT'TIT gobpokauecTBEHHON 3THMOIOTUM
TO K€ COOTHOIIIEHNE COCTaBIsIeT 1:3—4 COOTBETCTBEHHO.
boabmmrHCTBO uccieaoBaTeIeii 0OTMEUaloT, YTO CPEAHMIMA
Bo3pacT nanueHToB ¢ POILLZK HaxoguTcs Ha MSTOM zie-
CATUIIETUH, 4yTO Ha 10 JIeT MoJIoXKe, YeM y OOJIbHBIX C TH-
neprapaTupeo3oM JT00pPOKAUYeCTBEHHOTO MPOMCXOXIe-
Hus. 1o nanHbIM KIMHUKKU Meito u HaumoHanbHOM 6a-
3pl gaHHbIXx CIIA, cpemHuii Bo3pacT ITallMEHTOB
¢ POIILX cocraBui okoso 45 et [9, 67].

[ManbnupyeMas oIryxoJib leu BuisgBisgerca y 30—76%
naureHToB ¢ POIIK. Knunuueckn 0onee BaxKHO OTCYT-
CTBUE TAJBIIMPYEeMOro oOpa3oBaHUS IIPU ITOOPOKAUECT-
BeHHOM nopaxkeHnu [68]. [Tapanny Bo3BpaTHOIro ropTaH-
HOTO HEepBa y NMallMeHTa ¢ TUTIepKaIbLIMEMUCH TIPU OTCY-
TCTBUM B aHaMHE3¢ OIePaTMBHOIO BMeEIIATe/IbCTBA Ha
1Iee JaeT BeCKre ocHOBaHMs 3anono3puth POLLK.

POIILIK xapakTepusyercsl KpaitHe BBICOKMM YPOB-
HeM I1TT, B 3—10 pa3 BwIllIe BepxHeTo npenaeia pedepe-
HCHBIX 3HaYeHWii. B quddepeHImanbHOi TMarHOCTUKE
mist IITTIT moOGpokayecTBEHHOIO MPOUCXOXKIEHUS
ype3BbluaitHO Bbhicokue ypoBHU IITI He XxapakTepHHI,
OOBIYHO JBYKPATHOTO TMPEBBIIICHUSI HOPMaJIbHOTO
ypoBHsI KoHLeHTpauu [1TI He mpoucxonut.
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Bricokast konuentpamus ITTI nmpu POILLK o6Gec-
MeYNBAET COOTBETCTBEHHO BBICOKMII YPOBEHBb KaJbIIUS
TU1a3Mbl, OOYCJIOBIMBAIOIINM TSDKEI0e TEUCHUE TUIIepP-
KaJbLIMEMUM C XapaKTEPHBIMU ITPOSIBICHUSIMUA — TOIII-
HOTOI, PBOTOI, aHOPEKCUEN, MOJTUYPUEI, TTOTUIUIICU -
eit, BbIpaxk€HHOW cJabOCThIO, IMOTepeil Macchl Teia,
MICUXUYECKUEMHU HAPYUICHUSIMHU. YPOBEHDb KaJbIIMS
TUTa3MBbl Y OOJILITMHCTBA OOJILHBIX COCTaBIISIET Ooee 3,5
MMoJb/1 (>14 mr/mn), B otmnuue ot IIT'TIT moobpokaye-
CTBEHHOM 3THUOJIOTUM, IIPU KOTOPOM YPOBEHDb KaJbIIUS
penko mpesbimaet 2,8 mmonb/a (11,5 mr/mn) [1-10, 12,
16, 66, 67]. UMeHHO y 3TOil Kareropuu OOJBHBIX
(POILLZK) HanbOosee yacTo OTMEYaeTCs pa3BUTHE TUTIEP-
napaTUpeoOnIHOr0 Kpu3a, Hea(p(peKTUBHOE U 3amo3aa-
JIoe JIeYeHHE KOTOPOTo SBJISIETCS MPUYMHON CMEpTH
OOJIBIIIMHCTBA MAlIMCHTOB.

Krnaccuueckue opraHbI-MUILIEHU TIPpU TUMEpIapa-
TUPEO3e — MOUYKU M KOCTH CKeJieTa — ¢ OOJIbIIIei YacTo-
TOI U cepbe3HOCThIO Mopaxatores nmpu POILK. B mc-
caenoBaHun A. Wynne U cOaBT. pacIpOCTPAaHEHHOCTb
HedpokanablmHo3a 1 HedponuTrasa npu POLLK coc-
TaBuIa 56%, a moyedyHoi HemoctaTouHoCcTH — 84% [9].
Bonp B KOCTsIX, MaTOJOTMYECKHUE TEepeIOMbI, a TaKxkKe
BBIPAXKCHHBIC DPAIMOJIOTUYCCKUE KPUTECPUM KOCTHBIX
MopaXkeHW i, TaKNX KaK (pUOPO3HBII OCTEUT, TTIOTHAIKO-
CTHUYKAsSI pe30pOIurs KOCTU M JAp., BCTPEUAIOTCS IIpU
POILLX B 44—91% cnyyaeB, B OTJIMYKE OT I'MIIepHapaTh-
peo3a T100pPOKAUYEeCTBEHHOTO MPOUCXOXIACHMS, TIPU KO-
TOPOM YacTOTa BBIPAKEHHBIX KOCTHBIX HApYIICHUI HE
npesbiaer 5% [69, 70]. KpoMe Toro, y maiueHTOB
¢ POIIK yamie BcTpewaloTcs M TsKeiee IMpOoTeKaloT
JIpyrue BUCIEpaJbHbBIC TPOSIBICHUs TUIIepHapaTUpeo-
3a — PELUAUBUPYIONINI TTAHKPEATUT, TIENTUYECKUE 513~
BBI, aHEMMUSI.

Knuanueckue ocodbennoct POILK B nuddepen-
LIMATbHOW TMATHOCTHKE C TUIIepIapaTupeo3oM J00po-
Ka4eCTBEHHOW 3TUOJOTUM IIPEACTaBICHBI B TaOIHIIE.
CremyeT OTMETUTD, YTO TSDKEI0€ TeUeHUE TUIIepIiapaT-
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peo3a HabJIrogaeTcss U 'y NallMeHTOB ¢ JOOPOKAaYeCTBEH-
Hoit maronorueir OILLK. B sTtom ciyyae mpoBOIUTH
mnddepeHINaNBHYI0 IUaTHOCTUKY ellle TpyAHee, OJHa-
KO HaJW4Me 3TU JaHHBIX JTOKHO BBI3BIBATh CEPhE3HOE
MOJI03pEHME Ha PaK.

HNucTpyMeHTAIBHAS TUATHOCTHKA

VnerpasBykoBoe ncciaegoBanue OILLZK mo3Boisier
noxkanusoBath POIIK, a Takxke MOXeT IToMOYb B TU(-
depenumanbHoil nuarHoctnke POIIJK m ageHOMBI
OIIK. B uccnemoBanusx H. Hara m coaBT. Xxapakrep-
HBIMU yJIbTpa3ByKoBbIMU Kputepusimu POILLK saBmsi-
JINCH OOJIBIIION pa3Mep OITyXOJIM, HEOTHOPOIHAS CTPYK-
Typa, HeYeTKHue IpaHulIbl, B oTimure ot ageHoM OLLK,
IS KOTOPBIX XapaKTePHBI MEHBIIINE pa3Mephbl, TOMOTEH-
Hasl ¥ TUIO3XOTeHHAsI CTPYKTypa ¢ YeTKUMU, POBHBIMU
koHTypamu [71]. KpoMe Toro, B 3TOM HCCIeAOBAHUU
3HayeHue nHaekca DW (MHIEKC COOTHOLICHUS IIUPU-
HbBI ¥ TOJIIIMHBI OIyX0JIH) ObLI0 paBHBIM 1y 94% naum-
eHntoB ¢ POILX o cpaBHeHMIO ¢ 5% OOJIBHBIX C aIeHO-
Moit OLLK [71]. DT 0COOEHHOCTH YIBTPA3BYKOBOIt
KapTUHBI — JOIMOJIHUTENIbHBIN (hakTop B AuddepeHII-
anbHOM quarHoctuke POIIK.

Cuunturpapus ¢ " Tc-MIBI — HeoOXonuMBbIiT Me-
TOM IOOIEePAIMOHHON MTUAarHOCTUKM JUISI JTOKAIU3aIluN
omnyxomu OLIXK [72]. CkanupoBanue ¢ ™ Tc-MIBI nHe
MO3BOJISICT MPOBECTU UM GDEepEeHIINATBHYIO TUaTHOCTH-
Ky mexny POLLZK 1 aneHOMOI, HO TIpeACTaBIsIeT COOOM
3 GEeKTUBHBIN MeTo A Tmorcka MetactazoB POLLK
[73, 74].

KowmmnbiorepHas tomorpadust (KT) — meTon moore-
pammonHo#t nuarHoctnku POIIK m momcka meracra-
30B. B uccnenoBanusax P. Clark u coaBT. cpeau mauneH-
toB ¢ peunauBamMu POILZK TouyHOCTh cuMHTUTpadun ¢
PmTe-MIBI cocraBuna 67% peliManBOB IO CPABHEHUIO C
53% npu KT. CoueTaHue ABYX METOI0B ITO3BOJISIET YBE-
JIMYUTDH MPOLEHT TOUHOCTU pe3yJabTaToB 10 78 [75].

ToHKoOUTONIBHASI TYHKIIMOHHAS OWOIICUS TIpU
POIIIK MoXeT MpUBECTH K pa3pyLIEHUIO KATCyJIbl Oy~
XOJIN ¥ yBEJIMUMBAET BO3MOXKHOCTD €€ MECTHOM MMILIaH-
tauuu [76, 77]. IlyHKUMOHHAst OMOTICHS SBJIsSIETCS 000C-
HOBAHHOI TOJIBKO MIJIsI ITOATBEPKACHUS PeIlUarBa 3a00-
JIeBaHUS.

Xupypruyeckoe JieyeHve

EnuHCTBEeHHBIM cnoco® paguKalbHOIO JeYeHUs
POIILK — xupypruyeckuii. PekoMeHayemblii 00beM
XUPYPTAUECKOTO MOCOOMs — yaajeHue “eIMHBIM 0JI0-
KoM” 31mokaudecTBeHHOI omyxonu OLLK, mpunexaieit
JIOJIY IIUTOBUIHOM XKeJIE3bl U MepeleiiKa, KJIeTYaTKu U
muMdaTrdeckux y3iaoB VI 30HBI Ha CTOpOHE TOopaxe-
HUS, a TaKxKe J1000i# CITasgsHHON C OITYXOJbIO MBIIIIIBI
[6]. IMpocTast mapaTMpeOUIIKTOMUS W CyOTOTaJIbHAsI
pe3eKIIMsI, a TaKKe JII00ble MAaHWITYJSIIUN, TTPUBOJIS-

1IMe K pa3pbIBY OMyXO0JH, TIpu nmopo3peHnun Ha POLK
HE PEKOMEHIYIOTCS B CBS3M C pa3BUTUEM ITapaTHUpoMa-
TO3a M pelUAMBOM 3abosieBaHus [7]. Yoanenue “emu-
HBIM OJIOKOM” JaeT 3aMeTHbIE TPEeUMYILIeCTBa B IPOTr-
Ho3e 3aboneBaHus. B ucciemosanusax J.B. Koea u
J.H. Shaw cpenyu manueHTOB, ONEPUPOBAHHBIX “eau-
HBIM OJIOKOM”, BBIKMBAeMOCTh cocTaBwia 89% rmipn
cpenHeM HabmogeHun 69 Mec mo cpaBHeHUMIO ¢ 53%
IIpU CpeHeM HaboaeHnn 62 Mec y MalMeHTOoB C rmapa-
Tupeonnskromueit [78]. Kpome Toro, pesekuus “enn-
HBIM OJIOKOM” TIPUBOAUT K O0Jiee HU3KOI 4acTOTe pe-
muauBoB POILK. B wuccnemoBanmsax T. Obara u
Y. Fujimoto y 70% nanuentoB ¢ POILLLK, onepupoBaH-
HBIX “eIVMHBIM OJIoKOM”, 0oJiee 1 Toga OTCYTCTBOBAIU
peuuaIMBLEI  OCHOBHOTO 3aboneBanus [13, 14].
C.K. Shortell 1 coaBT. IMOJIYyIUINU pe3yJbTaThl, JTOKA3bI-
BalOIIME IPEBOCXOACTBO aTPECCUBHOTO XUPYPIrUIECKO-
ro JIEYEeHUs Hal MPOCTON MapaTUPEOUIIKTOMUEN IIPU
POILK. M3 8 manmeHTOB, ONEPUPOBAHHBIX “eIUHBIM
0JJOKOM”, pellUINB BO3HUK Y OJHOTO, TOTJa KaK y BCEX
Tpex MalMeHTOB, MEPEHECIINX MPOCTYIO MapaTUpeou-
JIDKTOMMIO, BOBHUK pPeLMANB paka [79].

OmHako, HECMOTPSI Ha yOeTUTEIbHbBIC TOBOIBI, IO
HacToslee BpeMs OOJbIIMHCTBO MauueHToB ¢ POIIK
MMOJBEPraroTCsI UMEHHO TPOCTOI MapaTUuPEOUIIKTOMUMU.
Tak, mo mauHeiMm SEER (1988—2003) CILA, Tonbko
12,5% mnanuenroB ¢ POILK omnepupoBaHbl paguKaib-
HO, a 77,5% mnpou3sBeleHa MpoCTasi MapaTUPEOUIIKTO-
mud [17].

YT0o0BI MpaBUJIBHO UICHTU(DUIIMPOBATD MTAIIMEHTOB
¢ POIIXK m cOOTBETCTBEHHO MCIIOJb30BaTh yAaJleHUE
“eIMHBIM 0JJOKOM”, TMarHo3 JOJKeH OCHOBBLIBATHCSI HA
MPaBUJIbHOM KJIMHUYECKOM IIPENCTABICHUM M paHHEM
pacro3HaBaHMEM paka 10 MaKpPOCKOIMMYECKOI KapTHUHE
BO BpeMsI XUPYPTrUIECKOi omepalnu. TaKuMu MaKpocC-
konmmueckuMu kputepusmu POLLIXK sBnsiorcs Hannaue
IUIOTHOTO 00pa30BaHMsI ¢ MACCUBHOM cepoii uim 6enoi
KaricyJjioii, 00JIbIION pa3Mep OMyXoJu, cpallleHue OITy-
XOJIU C OKPYKAIOIIMMU CTPYKTYpaMH (Tpaxesl, TTUIICBO]I,
COHHAag apTepusi, BO3BPATHBIM TOPTAHHbINA HEPB, MBbIIII-
1sl) [7, 13]. Bo BpeMs peBu3nU BaxKHO HE HAPYIIIUTh I1e-
JIOCTHOCTB KaIICyJIbI OITyXOJIN, pa3pyIieHre KOTOPOIA SIB-
JISIETCSl OCHOBHOM MPUUYMHOI peluanBa 3a00eBaHUsl U
HeOIaronpusITHOTO MCXO0/a.

Panee ObLIM pasHOINIacHUsI B OTHOILICHUU CUTYaIluKl
C BOBJICYCHHBIM BO3BPATHBIM TOPTAHHBIM HEPBOM. YUM-
THIBasl CKJIOHHOCTD K PELIMANBY 3a00JI¢BaHUS TIPU Hapy-
IIEHUU LIEJIOCTHOCTU KAaIllCyJIbl OIYXOJIM, B HACTOSIIEEe
BpeMs1 OOJIBIIIMHCTBO MCCeIOBaTeIe MPUIePKUBAIOT-
Csl MHEHUSI 0 HEOOXOIMMOCTH PE3eKIIMU BOBJICUCHHOTO
B OITyXOJICBBII MTPOIIECC BO3BPATHOI'O TOPTAHHOTO HEpBa
[11, 69, 80, 81].

Heob6xoaumocTs ynajeHus: napaTpaxeajlbHOM KJIeT-
YaTKU C TUMOaTUICCKUMHU y3JIaMU Ha CTOPOHE Topaxke-
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Hus criopHa. B nccnenosanusx E. Holmes u coaBT. Me-
TacTasdbl B JUMGaTUUYECKHUE Y3l IapaTpaxcalbHOM
KJIETYaTKU HaiigeHbl B 32% ciyyaeB [6], opyrue uccie-
JIOBAaTEJIM MPUBOMAT KpaliHe HU3KUIM MPOLIEHT IIOpaxe-
HUg TuM@aTndecKux y3ioB (He Oojiee 3), Bo3paxkas
npotuB JuMdoanccekuu VI 30HbI Ha CTOpOHE TOpa-
KkeHus [67, 82]. Ha cerogHsiiHuii 1eHb OONBIITUHCTBO
HcclieoBaTeIeil OTHaT MpearnouyTeHrue JuMbaaecHIK-
TOMHMHM Ha CTOPOHE MOpakeHUs. AIEKBaTHOCTh XUPYp-
TMYECKOro JieueHUsT Bo Bpems oreparuu rnpu POLLLK,
KakK M B CIIydasiX XMpYpPTUUECKOro JICUeHUsI TUIeprapa-
THpeo3a J0OPOKAUYECTBEHHOTO MPOUCXOXIACHMS, OLICHM -
BaeTCs MO YPOBHIO MHTPAOIEPALIMOHHOTO MapaTropMo-
Ha [83—85].

ITaTronormyeckass aHATOMHUS

Iucronmaronornyeckuii auarHo3 POIIZK ocHOBBI-
BaeTcsl Ha OOHApYXCHUM MHUKPOCKOIMUYECKOIO0 MH-
(bUIBTPaTUBHOTO pPOCTa OMYXOJIW M/WUIM METacTa3oB.
OnpHako B Oonbmioi cepun ucciaemoBanuit POILLIK
TOJIBKO Y 45% MallMeHTOB BbISIBJICHBI 3TU 1Ba KPUTEPUSI,
YTO TpeOyeT 00jice UyBCTBUTEIBHBIX, HO TOYHBIX AUAaT-
HocThueckux Kputepues [82]. IIpuHSTBIE TUarHOCTU-
YyecKMe KpUTepuu, TipemioxkeHHble A. Schantz u
B. Castleman, coxpaHSIIOTCSI O HACTOSIIETO BpeMEeHU
[7]. DTMM KpUTEPUSIMU SIBISIOTCS HAJIMYME BOJIOKHYUC-
TBIX TpaOeKya, MUTOTUYECKUX YUCENI, a TaKKe MHBA3US
KaIlCyJIbl 1 KpOBEHOCHBIX COCYI0B. B HacTosIee Bpems
AKTUBHO BHEIPSIOTCSI UMMYHOTMCTOXMMHUYECKUE METO-
IIbI SIIEPHOTO OKpaluBaHUs s oenka HRPTZ2, myta-
LMK TeHa KoToporo B 70% ciiyyaeB BCTPEYAIOTCS B CIIO-
pagnyeckom POILILX [86, 87].

KoHcepBaTuBHOE JIeueHHE

Kak nmpaBuio, KoHCepBaTUBHAS Teparus IIPUMEHS -
eTcs IJId JeYeHUs] TUIEPKalbIIMEMUYECKOro KpH3a,
B HeomepaOeJbHBIX CIIyJasx W TpU HEBO3MOXHOCTHU
aJIeKBaTHOT'O XMPYPruIecKoro jeueHus. OCHOBHAsI HaIl-
PaBJICHHOCTh KOHCEPBAaTUBHOTO JICUCHUS] — CHUXKCHME
TUIIEPKATIBLIMEMUHU, SIBJISIIOIIECHACSI OCHOBHOM IIPUYMHON
cmepTu 6onbHBIX POILK. IMpenapatsl, MCTIONB3YIONIN-
ecsI ISl CHUKCHMST YPOBHSI KaJIbIINS B KPOBU — KaJIbLIM-
TOHUH, 6MchochoHATHI, MPOJIOHTMPOBAHHBIE MTperapa-
Thl COMATOCTaTWHA, OJHAKO Haubolsiee 3(PPEKTUBHBI
KaTbLIUAMUMETUKNA (LIMHAaKAaJIbLIET), MeXaHU3M
JNEUCTBUSI KOTOPBIX OCHOBAH Ha TOMAABICHUU CEKPEIINUN
IITT. B mpoBeneHHOM MCCIeAOBAHUM LIMHAKABLET 3~
(beKTUBHO CHUM3WJI YPOBEHb Kasbllds (Oojiee uyeM Ha
1 mr/nn) kpoBu y 18 u3 29 nauuenTtos [88]. Ipyrum ad-
(PEeKTUBHBIM KaJIbLIMUMUMETUKOM sBIsieTcss R-568,
y MalMeHTa C PE3UCTEHTHOM TUNEPKAIBIIUEMUEN TIPU-
MEHEHME TperapaTa MPUBEIO K CHUMIITOMAaTUYECKOMY
BBI3IOPOBJICHUIO [89].
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JlyyeBasi Tepanvsi

POIIK — panuoHeuyCTBUTEJIbHAS OMNYyXOJb.
Y OonbIIMHCTBA HAOIIOJABIINXCS TAIllMEHTOB JIydeBast
Teparus He IpuBeja K 3aMeJICHUIO POCTa OITyXOJIU WA
CHIDKCHMIO €€ TOPMOHaJIbHOI aKTMBHOCTU. OmHAKO
MMeeTCsl HECKOIBKO COOOIIEHUI 00 YCIIEIITHOM MCITOJIb-
30BaHUU Jy4eBOI TepanmuM B KauyeCTBEe aabIOBAaHTHOTO
JICYCHUS TIOCJIe XUPYPTUICCKOI OTepalivu.

XuMuorepanusi

LluToTokcnyeckass xuMuoTepanus — Hea(PPeKTUB-
Hblii MeTon JieueHus POILLZK. ITombITKM MCIIONIB30Ba-
HUS Pa3IMYHBIX KOMOMHAIIMI XUMMOTEPAIIeBTUICCKUX
IpernapaToB KeJIaeMOoro ycrexa He TIPUHECITH.

ITporuo3 3a6o01eBanus

YacrtoTa peumauBa 3a0ojieBaHUS Jaxe Iocje 00-
LIXPHBIX XUPYPTUYECKUX pe3eKiuii coctanisieT 30—50%
[7, 82]. CpenHee BpeMsT MEXIYy XUPYPIUUECKUM JICUSHU -
€M U MEepBBIM peuuanBoM — 3 roxa [11]. Peruaus B Te-
YyeHue 2 JIeT yKa3bIBaeT Ha HeOJIaronpUsITHBIN MPOTHO3
[7]. TIaTuneTHsAsT BBKMBAEMOCTh cocTaBisieT 45—85%.
JlecaTuaeTHsISI BBIKMBAEMOCTb, COIVIACHO HEKOTOPBHIM
HCCIIeI0BaHUsIM, HaxoauTcs B nramnaszone 50—70% [67].
JluHamuuyeckoe HaOdwAeHUEe PEKOMEHAYEeTCSI BCEM
OOJIBHBIM TMOXMW3HEHHO, TaK KaK M3BECTHBI CIyJyau pe-
LUaMBa 3a00JieBaHUs yepe3 15 JeT mociie Xxupypruuec-
Koro JieueHus. bosee TiiarenbHoe o0ciaea0BaHE TpeOy-
eTcsI TIallMeHTaM B TIepBbIe IBa roja Iocjae XUpyprudec-
KOTO JICYCHUST M3-3a HAaMOOJIbIIEro prcKa MECTHOTO pe-
LIMIMBA 3a00JIeBaHUS MJIM METaCTa3uPOBAHMS B TOT TIe-
puon.
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