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XOpﬂ,OMbI erCTLI,OBO-KOI'I‘-IVIKOBOVI o6nactu coctasnstoT 6onee 50 % Bcex onyxone|7| KpecTtua. [laHHble 3n10KaYecTBEHHbIE
HOBOO6pa3OBaHMﬂ MeONEeHHO pacTyT U [oaroe spemsa NpoTeKatoT 6eccMmMnTOMHoO. Bcnepcteue atoro XOPAOMbI 4acCTo fo-
CTUTatoT 6ONbILINX Pa3mMepoB N NopaxatT COCYANCTO-HEPBHbLIE CTPYKTYPbI KpeCTla U OpraHbl Maaoro Ta3a. Vicnonb3oBaHue
En-blOC-pe3EKLl,I/IVI NO3BOJIAET NMOBbLICUTb NOKa3aTeNn BbIXXKNBAEMOCTU U CHU3UTb PUCK NPOrpeccMpoBaHus. OpHako aToT
MeTOo[ JieyeHUa XopaoMm npencrtasnsaeT TPYAHOCTb ANA XUpypros, U B 6oNblIMHCTBE chy4yaes nocne Xupyprm4yeckoro sme-
waTtenbCTBa Ka4eCTBO XNU3HU NAaLMEHTOB CHUXAeTCA. COBEpLLIeHCTBOBaHVIE MEeToA0B BMU3yanusaLunun, ycnexn oHKonornye-
cKoM opToneguu n ﬂy‘-IeBOﬁ TepPannn NO3BONAIOT BbINOJIHATL pafuKanbHbl€ OPraHOCOXpaHAaLWwmne onepaynun. B 3Ton cTatbe
Mbl PaCCMOTPUM COBPEMEHHYIO KOHLENLNIO Ne4YeHUAa XOpAOM erCTLI,OBO-KOI'ILWIKOBOVI obnactu.
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Chordomas of the sacrococcygeal region account for more than 50 % of all sacral tumors. These malignant neoplasms
grow slowly and are asymptomatic for a long time. As a result, chordomas often reach large sizes and affect the neuro-
vascular structures of the sacrum and pelvic organs. The use of en-bloc resection allows to increase survival rates
and reduce the risk of progression. However, this method of chord treatment is difficult for surgeons and in most cases,
after surgery, the quality of life of patients decreases. The improvement of imaging methods, the success of oncological
orthopedics and radiation therapy allow performing radical organ-preserving operations. In this article, we will con-
sider the modern concept of treatment with a sacrococcygeal chord.
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BeepeHue

physaliphora, Tmonarasi, YTo OHA UMEIOT XPSIIEBOE ITPOUC-

XOpIOMBI ABJISIOTCS PEAKUMU 3JI0Ka4YeCTBEHHBIMU
OITyXOJIIMU, BCTPEUYAIOIIMMMUCS B CTPYKTYypax OCHOBaHUS
yeperna 1 0ceBoro ckejera. Yacrora 3a601eBaeMOCTH CO-
craBisgeT MeHee 0,1 ciydas Ha 100 TBIC. YeJIOBEK B TOJ,
[1—3]. BnepBbie xopaombl ObI1M ormcaHbl B 1857 . P. Bup-
XOBBIM, KOTOPBIIA Ha3BaJI 3TU HOBooOpa3zoBaHus ecchordosis
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XOXIEHMUE.

B HacTosi1iee BpeMst U3BECTHO, YTO XOPIOMbI pa3Bu-
BalOTCSI U3 OCTaTKa HOTOXOP/bI 1 Yallle BCET0 BCTPEYaloT-
cs B kpectue (50 % ciaydaeB), CTPYKTypaX OCHOBaHHUS
yepena (30 % ciaydaeB) U MMOABMXKHOM YACTU IIO3BOHOYHM -
Ka (20 % cny4aeB) [4]. [IporHo3 mmpu pacnpocTpaHeHHBIX,
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WHOWIBTPUPYIOINX MIATKIE TKAaH! 1 KOCTH XOPIOMaXx He-
OnaronpusiTHeii. K ToMy e HaOtonaeTcsl 3HaYUTEIbHOE
CHIMXEHME KauyecTBa XM3HU nauueHToB [1]. HecMmoTpst
Ha TO YTO XOPAOMBI OTHOCSITCS K MEIJICHHO PacTYLINM
OITyXOJISIM, OHM 00JIaZaloT BHIPAXKEHHON CKIOHHOCTHIO
K peIIMIMBaM 1 CIIOCOOHOCTBIO K METACTa3MPOBAHUIO B KO-
CTH, JIeTKMe U nedeHb (okosto 43 % ciryyaes) [5—7].

Xopaombl KpecTua

XOpHIoMBI KPecTLia COCTABIISIIOT MeHee 5 % BcexX ImepBuY-
HBIX OITYXO0JIE} KOCTel ONOPHO-ABUTATEIbHOTO armapara [ 8]
140 % Bcex epBUYHbBIX 37IOKAYECTBEHHBIX OITYXOJICi KPecT-
11a [9]. Cpenu 3710KaueCTBEHHBIX HOBOOOPa30BaHMI KOCTEH
XOPIOMBI 3aHUMAIOT 4-¢ MECTO IO YaCTOTE BCTPEUAEMOCTH
[10]. O611ast 3a601€BaeMOCTb XOPIOMAaMU KPeCTLIOBO-KOIT-
ynkoBoii obyactu coctasiseT 0,08 cirydas Ha 100 ThIC. ye-
soBex [9]. I1lo maHHBIM JIUTEPaTypHl, TaHHAST TTATOJIOTHUS
HaumboJIee pacIpocTpaHeHa Cpear B3pOCIOTO HaCeIeHNS,
mpuyeM HamboJjiee YacTO OHa BCTpedyaeTcsl B BO3pacTe
1o 40 1eT. Y MyXXUMH XOPIOMBI KPECTIIOBO-KOITYNKOBOM
obiact HaOJIIOJAOTCS B 2 pa3a vaile, YeM y >KeHILIWH,
OITHAKO TeHACPHBIC PA3IMUKsI He BJIUSIOT Ha IIPOTHO3 U MC-
xoJ 3aboyieBanud [8, 11].

Boigesnsiior BeICOKHME (pacIioioXKeHHbIE BhIIIIE TTO3BOHKA
S3), cpemHue (pacroioXXeHHbIe Ha YPOBHE MO3BOHKA S3)
1 HU3KME (pacIosIoKeHHbIE HITKE TIO3BOHKA S3) XOpIOMBI
KpecTua. JlaHHBIE 3JI0KauyeCTBEHHbIE HOBOOOpa30BaHMUSI
KpecTIia pa3BUBAIOTCS U3 OCTATKOB HOTOXOP/BI. Yarlrie Bcero
XOPIOMBI KPECTIIA BBISIBJISIIOTCS] HA TIO3MHEH CTaINM, KOTIa
OIyXOJTb IOCTUTACT OOJIBIIIMX PA3MEPOB U IIOPAXKACT KPYITHBIC
COCYIIBbI, HEPBBI I OPTaHbI MaJIOTO Ta3a, 9YT0 OOYCIOBINBACT
0COOEHHOCTY KJIMHUYECKOM KapTuHbl. Heobxoaumo mpo-
BOIUTH MU hEpeHIINATBHYIO TUATHOCTUKY XOPIOMBI KPEeCT-
11a C AECTPYKIMENH KOCTU Y TUTAHTOKJIETOUHON OITyXOJIH,
XOHIPOCAPKOMBI, MUKCOTATTIISIPHON SITCHANMOMBI, TITA3-
MOIIUTOMBI M METACTAa30B B KPECTEII IPYTHX 37T0KAUECTBEH-
HBIX 3a00JieBaHmii [12].

KnuHuyeckas KapTMHa XOpAoOM KpecTua

KnuHuyeckas KapTHHA XOPIOM KpecTia 3aBUCUT
OT JIOKAJIM3allUM U pa3MepoB orryxoiu. [1o maHHBIM aBTO-
POB, IPU MOPAKEHUU HEMTOCPEICTBEHHO KPeCTLa HabJIt0-
JTAI0TCS HEJIOKAIM30BaHHAsI 00JIb B ITOSICHULIC MJIU SITOTH -
11aX 1 OIIYIIEHUE TOMOJHUTEIHbHON MAcChl B ATONMYIHOM
00JIaCTH, YTO CBSI3aHO C MOPAKCHUEM HEPBHBIX CTPYKTYP
[13, 14]. B 50 % ciny4aeB B CBsI3U C BOBJICYEHUEM B OITy-
XOJIEBBIN IIPOIIECC KOHCKOTO XBOCTA IIPUCYTCTBYIOT Bere-
TaTUBHBIC CUMIITOMBI B BUIEC HEIEpKaHUS MOYU U THC-
(ynkimu kumeunrka [15]. B 30 % ciaydaeB HaGmogaeTcst
rmape3 WIN IUICTUST HIDKHUX KOHEYHOCTEH, YTO 00YCIIOB-
JICHO PacIpOCTPaHEHUEM OIYXOJIU B MTO3BOHOYHBIE OT-
BEPCTUSI M COABJICHUEM KPECTIIOBOTO HEpBa MM IOJI-
B3IOIIHO-MOSICHUYHOrO HepBHOTO cTBOJIa [13—16].
VYKazaHHBIE CUMIITOMBI YaCTO OBIBAIOT CTEPTHIMU U IJTH-
TEJIbHOE BPeMsI MaJIO MPOSIBIISTIOTCSI, YTO 00YCIOBIMBACT
OTCpouYeHHOE (B cpemHeM B TeueHne 10 mec) oOpamieHue
nalyeHToB K Bpauy [17, 11].

llnarHocTmka xopaom Kpecrua

Haub6onee nagopmMaTUBHBIMU B TMarHOCTUKE XOPIOM
KpecTIia SIBJITIOTCS MarHUTHO-pe3oHaHcHas (MPT) u kom-
meiotepHas (KT) Tomorpacdus [18]. CranmapTHBIC peHT-
reHorpadus, KT- u MPT-uccinenoBanus HeoOXOIUMBI
TS OTIPENICJIEHNS] TOYHOW aHATOMUYECKOU JIOKATU3aLUU
OITyXOJIA U TUTAHMPOBAHUSI XUPYPTUUECKOTIO BMEIIaTe/Ib-
ctBa [19]. Xopmomsl 00b19HO Busyanuiupytorcs Ha KT
u MPT xak 6osbline, 1eCTPYyKTMBHO pacTyllire o0pa3oBa-
HHS B 00JIACTH KPECTIIa ¢ OTTECHEHUEM MSITKUX TKaHei
[19]. Pentrenorpadudecku 3T HOBOOOPA30BaHUS MPEI-
CTaBJISIIOT CO00Ii OOLLIMPHOE TUTUYECKOE MOPaAKEeHNE KOCTU
C HEPOBHBIMU I'paHULIAMU 1 MTH(WIBTPALIEH OKPYKAIOIITIX
tkaHeii [20]. Ha KT yacto BUgHBI KaablIU(UKALIVS U CKIIe-
po3 (puc. 1). ObmacTy OMyX0JI1 TUIIOMHTEHCUBHEI 1O OT-
HOIIIEHUIO K HOPMaJIbHBIM TKAHSIM, UTO CBUICTEILCTBYET
0 BBICOKOM COJIePXKaHUM BOMBI B OITYXOJIEBOM CTPYKTYpE,

e

Puc. 1. KomnstomepHas momozpaghus KpecmyoB80-KonyuKosol 0baacmu: a — GKCUANbHAA NPOeKYUs; 6 — cazummanbHas npoekyus. Busyanu-
3upyemcs oKpya/ioe 06pasosaHue, UCXoosuee U3 Kpecmuyd, C YemKUMU POBHbIMU KOHMYPAMU, NPeUuMyL4ecmBeHHO MA2KOMKAHHOoe, C 06UNbHOU

KanbyuHayuedl 8 cmpykmype onyxonu

Fig. 1. Computed tomography of the sacrococcygeal region: a — axial projection; 6 — sagittal projection. A rounded formation radiating from
the sacrum with clear, even contours is visualized, mainly soft-tissue, with abundant calcification in the structure of the tumor
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Puc. 2. MazHumHo-pe3oHaHcHas momogpagus XopooMb! KpecmuyoBo-KoN4UKosol obacmu 8 pexume T2: a — aKCUaIbHAs NPOeKYUS; 6 — caeummanbHas
npoekyus. Busyanusupyemcs 06pasosaHue, NopaxaroLee No03BOHOK S3 U HUXeaexXalyue No380HKU, C CUMMEMPUYHBIM PACNOIOKeHUEM U pacnpocmpa-
HeHueM 0mHoCUmesnbHo yeHmpanbHol ocu. Onyxonessill y3en conudHsIl, y310800, HEOOHOPOOHOL CMPYKMYPbI, C YeMKUMU POBHLIMU KOHMYpPaMu

Fig. 2. Magnetic resonance tomography of the sacrococcygeal chordoma in the T2 mode: a — axial projection; 6 — sagittal projection. The formation
affecting the S3 vertebra and the underlying vertebrae is visualized, with a symmetrical location and distribution relative to the central axis.
The tumor node is solid, nodular, heterogeneous structure, with clear, even contours

KaK 1 B MyJIBIIO3HOM SIIpe MEKITO3BOHOYHOTO mucKa [19,
21]. Ha MPT mta xopaom XxapakTepHbI TUTIEPUHTCHCUBHBII
curHasl Ha T2-B3BeIIEHHBIX U300paXkeHUX, HoJIbYyaTast
CTPYKTypa, HAJIMYKME YYaCTKOB KPOBOMBIMSIHUS U KaJlb-
mudukamuu (puc. 2). B T1-pexxume XopaoMbl, Kak mpa-
BWJIO, TUITIO- WY M30MHTEHCUBHBI OTHOCUTEILHO MBIIIIII.
B runepuHTeHCHBHOI 0071aCTU HOBOOOpA30BaHUS Ha-
OJIFOIAIOTCSI KPOBOMBIMSIHUS WU KMCTO3HBIE KOMITOHEH-
ThI ortyxonu [21, 22].

Mopdonornyeckaa KapTuHa xopaom

Brimenstior 4 rucTomaToornIecKrx MOATUIIA XOPIOM:
KJIACCUYECKYI0, XOHAPOUAHYIO, TU(PepeHIMPOBAaHHYIO
¥ CapKOMAaTO3HYIO XOpAOMEI [23].

MakpocKOnMYeCcKMiA OITyX0JIeBbIi y3e]l UMEET J10JIb-
yaToe CTPOCHHUE, XapaKTepu3yeTcss MHPMIBTPAaTUBHBIM

Puc. 3. YoaneHHas xopooma kpecmya. Makponpenapam
Fig. 3. The removed chordoma of the sacrum. Macropreparation
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POCTOM B IIprJIeKaIie Msrkue Tkanu. OImyxoseBasi TKaHb,
KaK IpaBWJIO, MpO3padHasl, Cepo-roayoas, ¢ TOHKUMU
centamu (puc. 3). XapakTepHbl 00MJIbHbIE MUKCOUTHBIIA
WA XOHIPOUTHBINA MaTPUKCHI, KPOBOUBIIUSHUS.

EnnHCcTBEHHBIM JOCTOBEPHBIM METOIOM JUATHOCTUKH
XOPIIOM SIBJIIETCS TTATOMOP(hOIOTUIECKOE CCIeI0BaHNE
OMOIICMITHOTO MaTepuasia, BKIIOUYAIIee MMYyHOTHCTO-
XUMMYECKOE MCCIeOBaHNe, TP KOTOPOM BBISIBIISICTCS
crierudryeckuii 6enok brachyury [24] (puc. 4).

s XopaoM XapaKTepHO TOJbKOBOE PACIIOIOXEHUE
OITyXOJICBBIX KJIETOK C TIPOMEXYTOUHBIMH (hOPOBACKY-
JISIpHBIMHU TIeperoponkamu [25] (puc. 5). OmyxoJieBbie
KJIETKU OKPYKAIOT OOUJIbHBINA BHEKJIETOUHbIA MYLIMHO3-
HbIt MaTpukc. [1pyu UMMYyHOTHCTOXMMHYIECKOM HCCIIe-
JIOBaHMM OOBIYHO OOHAPYKMBAIOTCSI aHTUTCHBI SITUTEIIN -
anbpHOI MemOpaHbI u O0enka S100, HO He ompeaesgeTcs
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Puc. 4. Mukponpenapam xopdomsl Kpecmuya npu noaoxumensHol
3Kcnpeccuu nod sosdelicmsuem 6eska brachyuri

Fig. 4. Micro-preparation of the sacral chordoma with positive expression
under the influence of the brachyury protein
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Puc. 5. lucmonozuyeckoe uccnedosaHue mrareli Knaccu4eckol xop-
Oombl kpecmuya. Onyxosis umeem 00sbYAMoe cmpoeHue, npeobaadaem
MUKCOUOHBIL MampuKc. Knemku xopdombl OKpyesible Uunu 8bimaHymsle,
€ 06UIbHOU 303UHOGUILHOU YUMONaa3mMod, pacnonazarmcs yenoy-
Kamu, omoesibHbIMU CKONMeHUAMU U MeSIKUMU NAacmamu

Fig. 5. Histological examination of the tissues of the classical sacral
chordoma. The tumor has a lobular structure, the myxoid matrix
predominates. The chordoma cells are rounded or elongated, with
abundant eosinophilic cytoplasm, arranged in chains, separate clusters
and small layers
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Puc. 6. Mukponpenapam xopdomsl Kpecmuya npu nojaoxumenbHol
3Kcnpeccuu noo go3sdelicmsuem besnxka S100

Fig. 6. Micro-preparation of sacral chordoma with positive expression
under the influence of S100 protein

KapLIMHOOMOPHOHAIbHBIA aHTureH [26] (puc. 6). B xozne
TEHETUYECKOI0 aHaIn3a ObUIO BBISIBICHO, YTO IIPU XOPAOME,
B OTJIMYKE OT XOHAPOCAPKOMBI, HAOII0AAETCST YCTOMYMBasK
SKCITPECCUs TeHOB BHEKJIETOUHOTO MaTpukca [20].

Taxke OTJIMYUTEIbHBIMU IIPU3HAKaMU 0oJiee arpec-
CHBHOTO BapMaHTa XOPAOMBI SIBJISIIOTCSI TUCTOJIOTUYECKUIA
Hekpo3 onyxonu u Ki-67-1mo3uTuBHOE OKpallvBaHue
MPY UMMYHOTUCTOXMMUYECKOM uccienoBanuu [13, 27].

JleyueHue XopAom Kpecrtua
Xupypruueckoe jedenue. Xupypruieckoe jedyeHue
XOPJIOM KpecTIa MPpeCTaBIIsIeT cCO00 TOBOJBHO CJIOXKHYIO
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3a[a4y B CBSI3U C HEOOXOAUMOCTbIO UCCEYSHUSI OITYXOJIN
U LIMPOKUM 3aXBATOM OKPYXKAIOIIKMX TKaHEe 1J1s1 obecIie-
YyeHHUs] MaKCUMaJIbHO# pagnkaibHocTH [10, 28, 29]. 3a-
YACTYIO BBIIOJIHUTD ITOAO0HOE BMEIIATEIbCTBO, 3HAYM-
TeJIbHO HEe CHU3UB IIPY 3TOM KaueCTBO XKU3HU MalUeHTa,
HEBO3MOXHO, IIOCKOJIbKY OIYXOJIb BbISIBJISIETCSI HA 10311~
HMX CTaAMSIX, KOIIa OKPYKAIOLI1e TKAHU, BKJIIOYast KPyIl-
HbI€ COCY/IbI, HEPBHbIE CTBOJIbI, a TAKXKE OPraHbl MaJIOro
Tas3a, yxe nopaxkeHsr [10].

B 3aBHCHMOCTH OT JIOKAJIM3aLMU U PACIPOCTPAHEH-
HOCTH IIPOLIECCA IIPUMEHSIIOT IIEPEeIHNI, 3aIHUA WU KOM-
OUMHMPOBAHHbINM AOCTYIMbL. 3aAHUI JOCTYI UCIIOJIb3YIOT
IIPY KayJaJIbHOM PACIIONIOXEHUH OITyXOJIN, ITOpaXKalollei
MMO3BOHOK S3 ¥ MO3BOHKM, Haxoasdecs Hike ero. Ecim
OITyXO0JIEBOE MTOPaKEHME PACIIONAaraeTCsl BhIllie II03BOHKA
S3, mpuMeHsII0T KOMOMHUpOoBaHHBIN noctyr [30]. Pagn-
KaJIbHasl Pe3eKLKs KPECTLA C aIeKBATHBIMU KPAsSIMU MOXET
IOTPeOOBaTh IIePeCceYeHUSI KPECTLIOBBIX HEPBHBIX KOPELL-
KOB, UTO IPUBOIUT K HAPYLICHUSIM MOYEUCITYCKAHUS,
nedexalnu, a TakKe K CeKCyaabHON TUCHYHKIIUU. YPO-
BEHb Pe3eKLIMU HEPBHBIX KOPEILKOB 0ObIYHO COOTBETCTBY-
eT HaOJIogaeMbIM (DYHKILIMOHAIbHBIM ITOTepsIM. OITyXoIu
KpecTla OOJIbLINX pa3MepOB MOTYT TaKxKe BOBJIEKAThb
WU TOJJaBIMBATh IIOJIOBOI HEPB, ABYCTOPOHHEE Iepe-
Ce4YeHHre KOTOPOro B HEKOTOPbIX C/IyYasiX IPUBOAMT K Ha-
3BAHHbBIM BBIIIIE HAPYILICHUSIM.

Ecnm onyxonb pacriojioxkeHa Ha ypOBHe IMO3BOHKa S4
U HIKE €r0, XMPYypruyeckoe BMELIATeIbCTBO CTAHOBUTCS
METOJOM BbIOOpaA. I OImyxoJieii, pacIiojararoimxcs
Ha YpOBHE ITO3BOHKa S3, 3TO TOXE CTaHOAPTHBINA METOJ,
JIe4eHust, 0COOEHHO €CJIM €CTh BO3MOXHOCTb COXPaHUTh
HepBHBIe Kopemiku S2. [To maHHBIM JTUTEepaTyphl, TaKas
onepaLus MOXKET IIPUBECTU K YACTUYHOMY HEBPOJIOIMYE-
CKOMY BOCCTaHOBJIeHUIO nTpuMepHO B 40 % cnydaes [31,
32]. Ecnm ommyxoJib JIOKaJu3yeTcs BhIlIe MO3BOHKA S3,
XMPYPru4eCcKoe BMEILIATEeILCTBO BCeraa MIPUBOIUT K CHJIb-
HbIM HEBPOJOTMYECKUM HapylieHUsiM. B aToM ciydae
BBITTOJTHUTD pe3ekimio RO cioxHee, yeM mpu xopaoMme,
BO3HUKAIOIIEN HIKe Mo3BoHKA S3. B ¢BsA3M ¢ BhIlIecKa-
3aHHBIM PUCKM U MPEHUMYILECTBA XUPYPrU4eCKOro BMe-
LIATEJILCTBA 110 CPABHEHMUIO C JIy4eBbIM METOOM JICYCHUST
JIOJIKHBI 00cykaaThesd ¢ nauueHToM [32]. Heobxomumo
porHGOPMUPOBATh OOJBHBIX O TOM, YTO B ClIydae MUC-
1oJib3oBaHusI TOJBKO JIT 3 deKT OT JeueHUsI MOXKET ObITh
XyKe, 4YeM MpH NPUMEHEHUU KOMOMHUPOBAHHOIO IO/ -
xoma (xupyprudeckoro Bmernarenbctsa u JIT). [1atmeHTsl,
y KOTOPbIX HET HEBPOJOTUYECKUX ITPOSIBIIEHUII I KOTOPbIE
0OSITCSI MOCAEACTBUI XUPYPrUUECKOI0 BMELIATEIbCTBA,
MPEANOJIAralolIero BbICOKYIO Pe3eKLMI0 KPECTa, MOTYT
IOMTH Ha PUCK U OTKA3aThCs OT OIepalK, OTAAB IIpe-
nouteHue JIT unm nekapcTBeHHOM Tepanuu. Takum 00-
pazoM, JIT gomkHa paccMaTpyUBaThCS KakK ajJbTepHAaTHBA
XUPYPru4eckKoMy BMEIIATeIbCTBY y IALIMEHTOB 0e3 He-
BpoJiornyeckoro gedpuunta [31, 33].
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PanukanpHOCTD ymaleHUsI XOpIOM SIBIISIETCS OTHUM
13 OCHOBHBIX (DaKTOPOB, BIMSIIOIIMX Ha ITOKA3aTeIN 00-
1€ 1 6e3pelIMIMBHON BbKMBAaeMOCTU. [10 naHHbBIM psiga
aBTOPOB, MPY PaJIKaAIBHOM yAAJICHUN OITyXon 5- n 10-7er-
HSISI BBDKMBAEMOCTD TIOCJIE CAaKpIKTOMUM Y TAIIMEHTOB
¢ xopmomamu coctaniisieT 45—97 u 28—71 % coOTBETCTBEH-
Ho [10, 17, 34—38]. I1penrnoaoKuTeTbHO MECTHBIN PeLIUINB
rociie en-bloc-pe3eKiy MOKeT ObITh CBSI3aH C MH(PUIIb-
Tpalyen nomiexalieii MyCKy/IaTypbl MIA MUKPOCKOIIN -
YECKUMM CaTeJTUTHBIMU TTOPAKEHUSIMH, KOTOPBIE HE ObI-
JI OOHAPYKEHBI ITPY PEHTICHOJIOTMYECKOM MCCIICTOBAHUN
[39, 40]. C. Xie u coaBT. oocienoBanu 30 IMalMeHTOB C pe-
LIUIUBUPYIOIINIMU KPECTIIOBBIMU XOpIOMaMU M O0HaApPY-
KWIN, 4TO OOJIBIIMHCTBO PELUMIMBUPYIOIINX OITyXOJIeH
pacnojiaranich B KpecTiie (20 marmeHToB), a HEKOTOPhIe —
B 00JIbILION SiIroar4YHO Mbiiile (6 natueHTos) [37]. Cie-
IIyeT OTMETUTD, YTO PEUUIMBEI HAOTIOMAIOTCS Jalle y Ia-
LIMEHTOB C HOBOOOpa30BaHUSIMU OOJILIIOIO pa3Mepa
(>8cm), yeM y marmeHTOB ¢ HOBOOOPA30BaHUSIMU HEOOTb-
moro pasMepa (<8cm) [41]. Eme omanm pakTropom, BIUs-
IOLIMM Ha O0LIYI0 U 0e3pelUINBHYIO BbLKMBAEMOCTb, SIB-
JIsIeTCS 3TanmHOCTh JedeHus1. ITo manHbIM A. Angelini,
MMallMeHTHI, OIEPUPOBAHHBIC B Pa3HBIX YUPEKICHUIX
C MOATBEPXKIEHHBIM PELIMANBOM, UMEIOT OoJiee HebJiaro-
MPUSTHBIN TIPOTHO3 10 3TUM IToKa3artesisM [42]. B nute-
paType coO0IIaI0Ch O TOM, YTO YaCTOTa METAaCTa30B 3HaA-
YUTEIBHO BapbUpyeT: OoT 5 10 6osee uem 40 % [13, 43, 44].
MectHasa S-neTtHsiss Oe3pelLUAMBHAsI BBIXKMBAEMOCTh
MIPU MIEPBUYHOI KPECTIIOBOI XOpAOME COCTaBJIsIeT OT 59
1o 100 % [29, 40, 45].

JlyueBaa Tepamus. Ilociie Xvpypruueckoro JeuyeHust
pexomeHayercs anbioBaHTHas JI'T. [{1s1 HeorepabeabHbIX
MMAIleHTOB TOCJIe OMOTICUM OHA SIBJISIETCS METOIOM BBI-
6opa. 30Ha JTyIeBOTO BO3ICHCTBUS IO ONIepallNy TOKHA
BKJTIOUATh BCE 00JIACTH, TTOABEPKEHHBIE PUCKY, BKITIOUAst
MECTO PaCITOJIOXKECHUS OITyXOJIM, a TOCIeonepallMoOHHAas
JIT, npennonararoiasi 0osee BbICOKYIO 103y OOIy4eHUs], —
OXBaTBIBATh BCE JIOXKE yAaJIEHHOM ormyxoun [46].

JlydeBast Tepamnmsi Takeke IPUMEHSIETCS TIPU PATUKaTbHOM
1 HepaIKaTIbHOM YIAJICHIUH OITYXOJIM 1 PELMINBAX, KOTOPBIS
Habmonarorcst B 80 % ciydaes [47—50]. [1ocKOIbKY XOpIOMbI
paIrope3UCTeHTHbBI, CyMMapHasi odaroBasi 1o3a npu JI'T momk-
Ha COCTaBIIATh He MeHee 74 Ip ¢ ucroib30BaHreM OOBIYHOTO
¢pakimonuposanus (1,8—2 Ip) mis GOTOHHOI ¥ IPOTOHHOI
Teparuu [S1].

IIpumMeHeHMe TPOTOHHOIO Iy4YKa 00ecIieunBaloT 0osiee
OIM3KYI0 KOH(MOPMAIIMIO BHICOKOI Y MPOMEXKYTOYHOI 103
00JTy4eHHsI, YeM 3TO BO3ZMOKHO ITPH UCTIOIb30BaHIH (DOTOH-
HBIX METOIOB. DTO TTO3BOJISIET ITOJIYIUTh 00JIee BBICOKYIO 10~
3y U, CJIeIOBaTeIbHO, YBEIMUMBACT BEPOSITHOCTD KOHTPOJISI
Haj onyxoJbio [47].

L. Park 1 coaBr. B 2006 1. orcaiu cepuio NCCIieJ0OBaHMUIA,
B KOTOPBIX YY4aCTBOBAIM 27 MALIMEHTOB C CAaKpaIbHBIMU XOP-
nomamiu [47]. Y 21 maupeHTa omyXoJjib Oblia yaaJieHa 1 3aTeM
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OBIIO IMPOBEJICHO ITPOTOHHO-(POTOHHOE 00TydeHre. OcTalib-
HbIE 6 TTALEHTOB MOy TOJBKO JIT: 2 GobHBIX — (POTOH-
HyI0 1 4 — TIPOTOHHY0. M3 maimmeHToB, KOTOPHIM ITPOBOIM-
JIOCh MNPOTOHHOE OoOJydeHUe, y 1 B TeyeHUe S5 JIeT
He Ha0JII01aJI0Ch IMPOIO/DKEHHOTO POCTA OITyXOJIH, Y 2 00111ast
BBDKMBAEMOCTh cocTaBmiia Oojsee 2 JieT. TakuM oOpasoM,
T10 IJAHHBIM Psiia aBTOpoB, (poToHHast JIT 1o3BONISET TOBBICUTD
rokazarejiu oo1Ieit 1 0e3pellAMBHON BbLKUBAEMOCTH.
JlekapcTBennoe Jiedenue. [lutorokcuyeckass XuMHMO-
Tepanus U Ipyrue CUCTEMHbIE METOABI JICYEHUSI HE J0-
KazaJii cBoei a(p(heKTUBHOCTHY IIPU XOpIoMax Kpectia [1],
ITO3TOMY B KaueCTBE MTOTCHIINATBHO 3(D(EeKTUBHBIX OBLTH
MIPeUTOKEHBI MOJIEKYJISIPHO-1ICJIEBbIE METOIbBI TepaIliu,
BKJIIOYasl IPUMEHEHNE MHTUOUTOPOB THPO3ZUHKMHA3HI
(Takux KaK MMaTUHUO, copacdeHuO, TanaTuHUO 1 Ap.).
WX ucnonp3oBaHNMEe OCHOBAHO Ha ITOJOXMTEJIBHON 3KC-
MPECCUU aKTUBUPOBAHHBIX TPOMOOILIMTAPHBIX PEIICTITOPOB
U PeIenTOpoB (PaKTOPOB poCTa B KJIETKaX OITyxoju [49].
Bo II ¢aze kmmHMYECKOro uccaeqoBaHus, BKIIOYABIIETO
56 malMeHTOB C Iporpeccupylomieii xopaomoid, y 70 %
OOJIBHBIX HE OTMEYAJI0Ch ITPOIOKEHHOTO POCTa OITyXOJI1
rocie JieueHust umatuHuoom [53]. B Hacrosiee Bpems
nposoautcs 11 ¢asza uccienoBanus MpuMeHEeHUS UMaTH -
Huba ¥ 3BepojMMyca MpU IPOrpeccupyrolleil Xxopaome
(EudraCT-2010-021755-34) [4].

06cyxxaeHune

[IporHo3 npu XopaoMax 3aBUCUT OT CKIIOHHOCTH OIIy-
XOJIM K MECTHOMY PELIMINBY. XOTSI MOTYT BO3HUKATh METa-
CTa3bl, OOJILILIMHCTBO MALUEHTOB YMUPAIOT M3-3a MECTHBIX
peunauBoB. CorjacHO OaHHBIM psifa UCCIEIOBaHMIA,
P KPECTIIOBO-KOMIMKOBOI XOpIOME S5-JIETHSISI BBIKU-
BaeMOCTh HaOomaetcs mpumepHo B 50 % ciydaes,
a 10-nerusst — npumepHo B 30 % cinyuaes [34, 54].
[lo maHHBIM HCClIeTOBaHMSI, B KOTOpOM 39 ImaimeHTaMm
ObLIa BBITIOJIHEHA OoJiee arpeccuBHas en-bloc-pe3exums,
TAaKO€ XMPYypruyeckoe BMEIIATEIbCTBO AaeT XOPOILKe pe-
3yJIbTaThl: S5-JIETHSs BbIKMBaeMOCTb cocTaBuia 84 %,
10-netHsiss — 64 %, a 20-netsiss — 52 % [34]. CornacHo
JIPYrOMY UCCIIEA0OBAaHUIO, B KOTOPOM y4acTBOBaIX 52 ma-
LIMEHTAa C XOpAOMaMHM KPEeCTLa, KOTOPbIM ObLIa BIIOJIHE-
Ha panuKajbHas omepanus, 5-JeTHSS BbDKMBAECMOCTH
cocraBwia 74 %, 10-netasas — 52 % w 15-nerussa — 47 %
[29]. DTu maHHBIE TTO3BOJISIOT CACIATH BBIBOM, YTO TIOJTHOE
yHoaJeHue OIyXOJIU sIBJIsieTCsl Harbosiee 3HaYMMbIM (ak-
TOPOM, BIMSIIOIINM Ha BBIKMBaeMOCTh [29]. B HacTosee
BpeMSsI OCHOBHBIMM METOAAMU JICUEHMSI JIOKATM30BAHHBIX
XOPIOM SIBJISIIOTCSI XMPYpPrudecKyre BMeIIaTeIbCTBa U Bbl-
cokoznosHasg JIT. Odu obsanaroT OOJBIINM ITOTEHIIAATIOM.
I1pu 5TOM ynaneHue onyxoau eAMHbIM O0JIOKOM yIydylliaeT
ITOKa3aTeJIu 00l BhIKMBaeMocTH [29, 55].

AHaJIU3 OIbITa JIEUEHUSI XOPIOM KPECTLIOBO-KOITYM-
KOBOI1 00J1aCTH IMO3BOJISIET COCTABUTh AJITOPUTM JICUCHUS
0OOJIbHBIX, ITPEACTABJIEHHbIN Ha puc. 7.
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MepBunyHaa xopaoma Kpectua /
Primary chordoma of the sacrum

N
PapgukanbHaa onepauma BO3MOXHa /
Radical surgery is possible

h 4

A 4
PapgukanbHaa onepauma HeBO3MOXHa /
Radical surgery is not possible

JlyueBas Tepanusa /
Radiation therapy

P S

Xupypruyeckoe neueHue / MoBpexaeHune Kancysbl onyxonu /

A 4

Surgical treatment Damage to the tumor capsule

En-block-pesekuns /
En-block resection

N
Bo3moxHa / HeBo3moxHa /
Possible Impossible
A 4 A 4
Bbicokopo3Haa JIT / JlekapcTBeHHOE
?| High-dose radiation fieyeHne,
therapy nannnat1BHas
nomouypb /
Drug treatment,
palliative care

h 4

—

[riHamnyeckoe HabnogeHne /
Dynamic monitoring

MocneonepaumnoHHas JIT Ha noxe yaaneHHom onyxonn /
Postoperative radiation therapy on the bed
of the removed tumor

L

Peunaus /
Relapse

h 4 h 4

is possible

Xupypruueckoe neyeHune
BO3MOXHO / Surgical treatment

Xupypruyeckoe neyeHve
HeBO3MOXHoO / Surgical treatment
is not possible

Puc. 7. Anzopumm nedeHus 60/1bHbIX C XopAOMamu Kpecmuyo80-Konyukogol o6aacmu
Fig. 7. Algorithm of treatment of patients with sacrococcygeal chordomas

3aknoueHue

ITockonbKy XopmoMa BBISIBIISIETCS, KaK IIPaBUIIO, O3/ -
HO, KOT/Ia pa3Mep OImyxoJin focturaet oonee 10 cM, pagu-
KaJIbHOE XPYPIUUECKOe JIeYeHNE OBIBACT TEXHUUICCKU He-
BBIIIOJTHUMO. B CBSI3M ¢ 3TUM HCIONB3YIOT JIOKAJIBHOE
HEeXMPYPrIIecKOe BO3ICMCTBHE Ha OIyX0JIb, KOTOPOE B Ha-
crosiiee BpeMsl 00ecrieurBaeT OJ1aronpUsITHBIN UCXO/.

YTo0 KacaeTcsd MeIMKAaMEHTO3HOM Teparuu, He00Xo-
IUMBI TaJIbHEHIIINE TIPOCIIEKTUBHEIE CCIeI0BaHus. bbI-
JIM OTIPENIeJICHBI IperapaThl, KOTOPHIE MPOSBISIOT aKTUB-
HOCTBh B TOKJIMHUIECKUX MOIESIX XOPIAOMBI. DTO CITYKUT
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OCHOBaHUEM JIJIST TIPOBEICHNUS KIMHUYECKNX UCITBITAHUIA.
OnHako uxX pa3padboTKa OCIIOKHSETCS peIKOCThIO 3a00J1e-
BaHUS 1 CJIOXHOCTBIO OLIEHKHU JTOCTOBEPHOCTH OKOHYA-
TEJIbHBIX PE3YJIETATOB.

JleueHure XopaoM IpeICTaBIsSIET COO0M aKTyaIbHYIO ITPO-
01eMy B KIIMHUYECKOII OHKOJIOIMH, TPEeOYIOLIYIO AajIbHEl-
mrero m3ydeHust. OctaeTcsl OTKPBITBIM BOIIPOC BBIPAOOTKU
ONTUMAJIEHOTO aJITOPUTMA BEACHUS MAIIMCHTOB C PEIIUIM-
BUPYIOIIMMHU 1 TIPOTPECCUPYIOIITMMU XOPIOMaMU, YTO Tpe-
OyeT mprMeHEHMSI MYJIBTUIUCITUTUTMHAPHOTO TIOAX0/A B Jie-
YEHUU XOPIOM KPECTIIOBO-KOIMIMKOBOI 00IaCTH.
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