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Octpas kuHnyeckas manudecramus capkomsl FOunra, pacnpocTpansiionieiicsi u3 BTOporo
LIEHHOr0 MO3BOHKA
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Pe3some

AktyaapHocTh. Capkoma lOumHra — BbICOKOMeTacTaTHdecKass (hopMa CapKOMBI, BTOpasl MO pacIpOCTPaHEHHOCTU TIep-
BUYHAas 3JJ0KAYECTBEHHAsT OITyX0JIb KOCTEl, TTopaXkaroIas IperuMyIIeCTBEHHO TTOIPOCTKOB. KpailHssi peIKoCcTh 3TOTo 3a-
0oJieBaHUS B IIEWHOM OT/AEJIe TTO3BOHOYHMKA MOXKET MPUBECTH K 3aep>KKe TUarHOCTUKU IO TeX IOp, MOoKa OIMyXoJb He
JIOCTUTHET 3amylIeHHOM CTaIuy M He HAYHET CHaBJIMBATh CIIMHHOK MO3T. HavalbHbIe CUMIITOMBI MOTYT BKJIIOYATh OOJIb
B Illee W PAIMKYJIOMATHIO. DT CUMIITOMBI MOTYT OBICTPO MPOTPECCUPOBATH, COIMPOBOXKIASICH CIAOOCThI0O KOHEYHOCTEI
1 1UChYHKIIME MOYEeBOTO My3bIpsl UM KUIIIEUHUKA, pa3BUBasICh B TeUeHME HECKOJBKHMX THE Mocye Havaia 3a001eBaHuUs.
Bricokas cTeneHb KIMHUUYECKON HACTOPOXKEHHOCTH MMEET pelaioliee 3HaAUeHUe I paHHE TMarHOCTUKU U JICYCHUS.
Ilenb paGoOTHI: MPENCTaBUTh KIMHUYECKOE OIMMCAHKE CITydast OCTPpOi KIIMHIYecKoi MaHubecTauy capkoMbl FOuHTra, pac-
MpocTpaHsioueiics u3 mo3sonka C2.

Marepuaibl U MeToabl. MBI OTTMCHIBAEM CITy4ail y 3-JIeTHel 1eBOYKY 0e3 HATMIMST XPOHUUECKUX 3a00IeBaHUN UJIN TPaBM
B aHaMHe3e. KiTmH1YecKue mposiBIeHUST HAdaIMCh 3a 6 Mec IO pa3BEPHYTON KapTHHBI 60JIE3HH ¢ HE3HAYUTETbHOM TIporpec-
CUpYIOILIei IEpUOINYECKOi OO B ILIEITHOM OT/esie TO3BOHOYHMKA, KOTOPYIO CHavYala paclieHUBaJIU KaK COCTOSTHUE, 00yC-
JIOBJICHHOE KpuBoleeid. Yepe3 3 Mec TIpU MOCTOSTHHO COXPAHSIIONIEIICSI CUMITTOMATHUKE OOJTbHOM ObLIO BBIITOJTHEHO PEHT-
TeHOBCKOEe 00CJieNoBaHNe IIEHHOTO OT/e/a MTO3BOHOYHMKA, Ha KOTOPOM Ha TOT MOMEHT He OTIMCHIBAJIN ITaTOJIOTUIECKIX
usMeHeHuii. Crryctst 6 Mec OT Hauyasia 3a00JIeBaHus IIPOU3O0IILIO Pe3KOe HapacTaHKe CUMITOMATUKY B TeU€HME HECKOIbKIX
ITHE 10 BBIPpasKeHHOTO O0JIEBOTO CHHApPOMA, TeTpanape3a 1 Ta30BbIX HapylieHuii. [Ipr MPT 6bL10 BBISIBJICHO TTOpaskeHE
2-T0 IIEHOTO MMO3BOHKA, 3aTparrMBalolliee Kak TeJIO TT03BOHKA, TaK U 3aIHIO0 OyTy ¢ MHGUIbTPAIIMEil TTIepeIHero Sy -
paJbHOIO MPOCTPAHCTBA, OTBEPCTUI HEPBHBIX KOPEIIKOB Ha YPOBHE 2—3-T0 IIEHHBIX TO3BOHKOB B IIpUJjeraloliye mnapa-
BepTeOpaIbHbIC MBIIIIIBI, a TAKXKE MHBA3US OITYXOJIM B IIPABYIO TTO3BOHOUHYIO apTEPUIO C OXBATOM €€ CO BceX CTOpoH. [1pu
MYJTBTUCITMPATBHOM KOMITHIOTEPHOU TOMOTrpady IPYIHOM TTOJIOCTH OBLIO BBISIBJIEHO MHOXECTBEHHOE METacTaTUUECKOe
MopaxeHue JIETKUX (BCero 0KoJjio 25 MeTacTa3on).

Pesyabratel. BosibHOIT OBUIO BHITIOJIHEHO 3KCTPEHHOE OINEepaTUBHOE BMEIIATEIbCTBO B 00bEMeE JaMUHIKTOMUU OT C2 1o
C4 mo3BOHKa C YaCTMYHON pe3eKIreil IKCTpaaypaIbHOTO MATKOTKAHHOTO KOMITOHEHTA OITyX0JId. B mocieorepaiimoHHOM
Mepuoae OTMEeUeH MPaKTUYEeCKU IMOJIHBIMA perpecc HeBpoJiormyeckoro aeduumra — a0 4,5 B Horax u 4,5 0ajia B pyKax
U perpecc Ta3oBBIX HapylleHUii. boabHas Oblia MepeBefeHa B OTAeeHKMe IeTcKoil oHkomorun ®I'bY «HMUL ITOU
uM. [Imutpusi PoraueBa», riie ”HHUIIMMPOBAHO TTPOBEACHUE MYJIBTUMOIATBHOM XUMUOTEPAITUN 1 JTy4eBOU Tepartii.
3akmouenne. [TepBuunbie capkoMbl FOuHra, mopaxatoiue C2 o3BOHOK, BCTpeYaroTcsl KpaiiHe penko. JlaHHast Jjokaau3a-
LIMST TIPEACTABISIET TMaTHOCTUIECKUE TPYIHOCTU M3-32 HETUITMYHON KJIMHUYECKOW KapTUHBI, PEHTTEHOJIOTMYECKON 1 TH-
CTOITaTOJIOTUIECKOM CXOKECTH C IPYTUMU OITYXOJISIMK. JITaHHBII CITydail onpeesisieT BHICOKYIO 3HAYUMMOCTh MEXKIMCITUTIIM -
HapHOTO TMOAX0Aa ISl TOYHON TUAarHOCTMKM M ONTHUMAJbHOTO JiedeHUsl. TOYHOe M CBOEBPEMEHHOE Paclo3HaBaHUE TUX
penkux GopM MOXKET CITOCOOCTBOBATh paHHEM JMArHOCTUKE U YIIYYIICHUIO IPOrHO3a ISl 00JIbHBIX.

Kiouessle cioBa: demu; capkoma Furnea; 6mopoil weiHblil N0360HOK, KOMNPECCUsi CHUHHO020 M032d; KAUHUYECKAas MaHugpec-
mauyus; MaKmuka Ae4eHus
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Summary

Objective. Ewing sarcoma is a highly metastatic form of sarcoma, the second most common primary malignant bone tumor,
primarily affecting adolescents. Its extreme rarity in the cervical spine may lead to a delay in diagnosis until the tumor
reaches an advanced stage and compresses the spinal cord. Initial symptoms may include neck pain and radiculopathy. These
symptoms may progress rapidly, accompanied by limb weakness and bladder or bowel dysfunction, developing within days
over the disease onset. A high degree of clinical suspicion is crucial for early diagnosis and treatment. The aim: To present
a clinical description of a case of acute clinical manifestation of Ewing’s sarcoma extending from the second cervical vertebra.
Materials and methods. We describe a case of a 3-year-old girl without history of chronic illness or trauma. Clinical
manifestations of symptoms began 6 months before the full-blown clinical picture, with mild, progressive, intermittent pain
in the cervical spine, initially attributed to torticollis. Three months later, with persistent symptoms, the patient underwent
a cervical spine X-ray, which at that time revealed no significant pathological changes. Approximately 6 months after onset,
symptoms sharply worsened over several days, leading to severe pain, tetraparesis, and pelvic dysfunction. MRI revealed
a lesion of the second cervical vertebra, affecting both the vertebral body and the posterior arch, with infiltration of the anterior
epidural space, nerve root openings at the level of the second and third cervical vertebrae, and adjacent paravertebral muscles.
Tumor invasion of the right vertebral artery encompassed it from all sides. A chest CT scan revealed multiple metastatic lesions

in the lungs (approximately 25 metastases in total).

Results. The patient underwent emergency surgery, including a laminectomy from the 2" to 4" cervical vertebrae with partial
resection of the extradural soft tissue component of the tumor. Postoperatively, almost complete regression of neurological
deficits was noted, with a score of 4.5 in the legs and 4.5 in the arms, as well as regression of pelvic abnormalities. The patient
was transferred to the Pediatric Oncology Department of the Dmitry Rogachev National Medical Research Center for
Pediatric Hematology, Oncology, and Immunology, where multimodal chemotherapy and radiation therapy were initiated.
Conclusion. Primary Ewing sarcomas affecting the C2 vertebra are extremely rare. This location presents diagnostic challenges
due to its atypical clinical presentation and radiographic and histopathological similarities to other tumors. This case highlights
the importance of a multidisciplinary approach for accurate diagnosis and optimal treatment. More accurate recognition of
these rare forms can facilitate early diagnosis and improve patient prognosis.
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Capkoma IOwunra (CHO) — BbICOKO3JIOKAaYeCTBEHHAs
MEJIKOKPYTJIOKJIETOUHAs OITyXOJib, 3aHMMAoIas 2-¢ Me-
CTO MO YaCTOTE 3JIOKAYECTBEHHBIX OIYyXOJIE KOCTEU y e~
Teit rociie octeocapkomsl [1—4]. Ha e€ momio nmpuxoaurcst
0KOJ1I0 4% 3J10Ka4eCTBEHHBIX OIyXOJIei y AeTeli, MUK 3a-
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00JIeBaEMOCTU MPUXOAUTCS Ha 2-€ NeCATUIIETUE XU3HMU.
Hawnb6onee yacto CHO nmopaxkaer JIMHHBIE TpyOYaThie KO-
cTu U Ta3. Mcropuyecku oHa acCOLMUPOBANIACH C BBICO-
KOl CMEPTHOCTbBIO, HECMOTPSI Ha MOIBITKY JieueHus [1, 3,
5—7]. TlopaxeHusl TIO3BOHOYHMKA BCTPEYAIOTCSI PEIKO



M.Ya. Studenikin Russian Pediatric Journal. 2026; 1(1)

doi: https://doi.org/10.46563/2026-1-1-61-70 63

1 OOBIYHO HAOJIOHAIOTCS B KOHTEKCTE METACTaTUICCKOTO
nopaxkeHwust. [Tepsuanass CHO mo3BoOHOYHMKA BCTpedaeTCs
penko, coctanisis 3,5—14,9% rnepBUYHBIX CAPKOM KOCTEIA.
Cpenu CHUHATBHBIX JIOKIM3AaWiA YacTO ITOpaXKaloTCs
MMOSICHUIHBINA W TPYTHOM OTHENBI, TOTIA KaK IMOPaKeHUs
IICTHOTO OTENa MO3BOHOYHNKA BCTPEUAIOTCST UCKITIOUM-
TEJILHO PEIKo, eIé pexke mopaxaercs 1mo3BoHoK C2. I1o-
paxkeHWE aTJIAHTOAKCHAJIbLHOTO COCOUHEHUSI COCTABIISICT
npubnu3nutenbHo 3,2% Bcex CHO 1M03BOHOYHOM JIOKAJIM-
s3auuu [6—17]. Y GOJBHBIX C TO3BOHOYHOM JIOKAJIU3aINEN
OITyXOJIM 4YacTO HaOIIOmaroTCsl Hecneunuduiyeckue Ha-
YaJbHBIC CUMIITOMBI, YTO MOXET 3aJepKaTh IMOCTAHOBKY
mrarHo3a. Ha mo3mHuX cTammsix KOMIIpecCUsl CITMHHOTO
MO3Ta MOXET IPUBECTU K CEPhE3HBIM HEBPOJIOTUUECKUM
HapyIIeHUSIM, BKITIOUast OBICTPO IPOTPECCHPYIONIYIO ITa-
parureruto. CIO B meitHOM OTIesIe ITO3BOHOYHNKA HE M-
eT YETKMX paHHUX CHUMITOMOB, IO3TOMY IMArHOCTHKA
U CTpaTeTus JICYCHHST Ha paHHEM 3Talle 3aTpyIHUTEIbHA,
0COOEHHO y JeTeil Myammiero Bo3pacta [1, 4, 8, 11-22].
B HammeM KJIMHUYECKOM CiIydae IpeacTaBlieH UMEHHO Ta-
KO BapuaHT pa3BUTUSI COOBITUI, HO C KpaliHe peaKoii J10-
Kajuzauueit B mo3BoHke C2.

Onucanue KJIMHAYECKOro ciaydyasa

JeBouka A., 3 roma, 6e3 XpoHUYECKMX 3a00JIeBaHUt
WIM TpaBM B aHaMHe3e. bosibHas mpoxuBajia B OTHAIEH-
HOM OT ropoja paiioHe B ofHoW u3 obyacteit Poccuu.
IlepBBble CHMIITOMBI HadyaJIMCh 3a 6 MeC IO pa3BEPHYTOM
KJIIMHUYECKOW KapTUHBI C HE3HAYUTEJIbHOM MTporpeccupy-
[o1Iell mepuoanyecKoi 6011 B IIIEHHOM OT/IesIe TO3BOHOY -
HUKa, KOTOPYIO CHayaja paclieHUBAJIM KaK COCTOSTHUE,

Puc. 1. MPT 1eiiHoro otaena mo3BOHOYHKMKA MALIMEHTKU A.

CASE REPORT

00YCJIOBJICHHOE KpPUBOIIEeH. YUUTHIBasI, YTO TMALIMCHTKE
Ha TOT MOMEHT OBLIO 2 TO/a, TOCTOBEpHAs OLICHKA KajIo0
pebéHka Oblia 3aTpyaHUTeNbHA. boabHas nepuoanyecku
ocMaTpuBaach MEAUATPOM M HEBPOJIOTOM IO MECTY KH-
TEJIbCTBA, IIPOXOIMIIA KypC OCcTeonaTn. 3a 3 Mec 10 TIpo-
BEeIeHMSI MarHUTHO-pe3oHaHCHOW Tomorpaduu (MPT)
0OJIBHOIT OBLTO BEITTOJTHEHO PEHTIEeHOBCKOE NCCIIeI0OBAaHNIE
IICITHOTO OTHIeJa TO3BOHOUYHNKA B CBSI3M C COXPAHSIOIIN -
MHCS OOJSIMM B OOJIaCTH IIIeW, Ha KOTOPOM Ha MOMEHT
00cIemoBaHUsI He OMMCAHO MATOJOTMUECKNX U3MEHCHMI.
HnMeronuiicst 601€BOM CHHAPOM MHOTIA KyITUPOBAJICS ca-
MOCTOSITEJIbHO, B IPYTUX CIydasiX MpUOerajiu K HeCTepo-
WIHBIM IIPOTUBOBOCITAIUTEILHBIM ITpernapaTtam. Co Bpe-
MeHeM PeOEHOK CTAHOBWJICS 00Jiee KallpU3HBIM, OTMeYa-
JIOCh 9acTOe OECITOKOMCTBO B HOYHOE BPEMSI.

3a 7 gHeit no npoBeacHust MPT y GobHOI cTaa I1o-
SIBJIATHCST HapacTalolasi cJIaboCTh B HOTax, OHAa OTPaHNYM -
BaJia ce0sI B TIepeIBMKCHUM, OTMEYaICS BEIPaXKeHHBIN 00-
JIEBOI CHHIPOM B 00JIaCTH I1Ier. B TeueHMe mocieayommx
CYTOK ITOSIBUJIMCH Ta30BbIe HAPYIIICHWS B BUIIE VTN TESIBHOM
3aaepxku Mouu. El€ yepe3 cyTKu ObLIO BBISIBJIEHO Hapa-
CTaHNE Ta30BBIX HAPYIICHWI B BUIE HemepKaHMS CTYyJIa.
BonpHas 6pL1a rOCTIUTATM3UPOBaHA B 00JIACTHYIO AETCKYIO
KJIMHUYECKYIO OOJIbHULYY. YUUTBIBAasl XKajJloObl, Ha TeEp-
BOM 3Tare TUAarHOCTUKM HavYaI MCKIIF0YAaTh BO3MOXKHEIC
HelipouHpekuuu. [1pu aToM y 60JbHON B MOCAEaYIOLINE
CYTKH IIPOTPECCMBHO HapacTalia HeBPOJIOTMYeCKas CUM-
IITOMAaTHKa, TOSIBUJINCH CI1a00CTh B pyKaxX W HIDKHUIA MMa-
pamape3. B cBsI3u ¢ pe3KuM HapacTaHUEM KIMHUYECKOU
CHMIITOMATHKHN U TIOHO3PCHMEM Ha KOMIIPECCUIO CITMH-
HOro Mo3ra 0bU10 MPUHSITO pelieHre o BbinojHeHuu MPT

a — akcuanbHbie n3o06paxeHus (T2 TRA pexum); 6 — kopoHapHbie nzoopaxenust (T2 TSE pexum). I — oryxosib; 2 — rnpaBast TO3BOHOYHAs apTepus;
3 — CIUHHOI MO3T; 4 —103BOHOK C2. ['paHMIIa pacnpoCTpaHEHUS OITyX0JIM 00BeIeHA XKENTHIM, TO3BOHOYHAS apTepUsi — KPACHBIM.

Fig. 1. MRI of the cervical spine of the patient A.

a — axial images (T2 TRA mode); b — coronal images (T2 TSE mode). I — tumor; 2 — right vertebral artery; 3 — spinal cord; 4 — second cervical vertebra.

The tumor border is outlined in yellow, the vertebral artery is in red.
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IMO3BOHOYHMKA Y TOJIOBHOTO MO3Ta B KAYeCTBE TIEPBOM JIM-
HUU BU3YaJIN3aIliU.

I1pu MPT 6b110 BBISIBJIEHO TTOpaXkKe€HKUEe BTOPOIO 1Ieii-
HOTO ITO3BOHKA, 3aTparuBalollee Kak TeJlo IO3BOHKA, TaK
U 337HIOI Nyry. DTO MOpaXeHWe TMPOSIBISIIOCh B BUJE
MIPOMEXYTOYHOTO curHaja Ha T1- u T2-B3BeIlIeHHBIX U30-
OpaXXeHUSIX 1 MHTEHCUBHBIM KOHTPACTUPOBAaHUEM ITOCTIe
BBeneHUsT KoHTpacTa (puc. 1). Omyxonb nMena OOJbIION
SHIOKAHAIBHBINM, OKCTPAaAypalbHBIE M BKCTpaMemyl-
JISPHBIA MSITKOTKAHHBIM KOMIIOHEHT, IIPOCTHUPAIOIINIACS
ot C1 mo C4, BHyTpHKaHAJIbHBIN MITKOTKAHHBIN KOMIIO-
HEHT, KOTOPBI OBUI XOPOIIO OYepUYeH, MMENI OBAJbHYIO
dopmy, nuddy3Hoe YCUIEHUE CUTHAlIA C ILIUPOKUM Ny-
paIbHBIM TIPUKPEIUICHHEM M OKa3BbIBAIOIIMI KOMIIPEC-
CHMOHHOE BO3IEUCTBME HA CITMHHOMN MO3T LIUPKYJIIPHO CO
BCEX CTOPOH, BBI3bIBAasi MECTaMU ITOJHBIM CTEHO3 ITO3BO-
HOYHOTO KaHajia, YTO MPOSIBIISIIOCh B BUIE aHOMAJILHOTO
CHTHaJIa, YKa3bIBAaIOIIEro Ha KOMITPECCHUOHHYIO MUEJIO-
matuto. Kpome Toro, ormyxojb MHGUIBTPHUPOBAJa B TIepe-
ITHee SIHUIYPaTbHOE MPOCTPAHCTBO M OTBEPCTHUS HEPBHBIX
KopelnkoB Ha ypoBHe C2—C3, mHBa3upoBajiia B IIPaBYIO
IMO3BOHOYHYIO apTepHIo, OXBAaThIBasi €€ CO BCEX CTOPOH,
a TakKe pacIIpoCTpaHsIach B IIpUJICTAOIINE IapaBep-
TeOpabHBIe MBIIIEL. B cocemrux mo3onkax (C1 u C3)
HaOonanuch uaMeHeHne MP-curHana u yactuuHas je-
CTPYKLIMSI KOCTHOM TKaHU.

3amep:KKa B IMarHOCTUKE MOXKET OBITh OOBSICHEHA He-
TUITAYHBIMU TI€pBOHAYAIBHBIMUA CUMITTOMAaMU, KOTOPBIC
He ObUIM cpa3y paclo3HaHbl KaK IPH3HAKU CEPhE3HOM
MMaTOJIOTHH. DTa 3amep:KKa, BO3MOXKHO, YCyryomiach He-
TMOOIIEHKOM CO CTOPOHBI CEMBH U JIOKHOM YBEPEHHOCTBIO,
OCHOBAHHOI Ha M3HAYaJIbHO HUYEM He IMpruMedaTeIbHOMI
CTAHIAPTHOM pEHTTEHOIPaMMe.

ITo 3KCTpeHHBIM TTOKa3aHUSIM 00JIbHasI ObLIa KOHCYIIb-
THpOBaHa Helipoxupypramu 1 oHkosoramu @I'bY «<HMULI
ATOUN wnm. JImutpust PoraueBa», OblIa peKOMeHIOBaHA
9KCTPEHHAasl TOCMUTAIU3alMs B CTalMOHAp ISl TTpOBeAe-
HUS XUPYPTUIECKOTO JICYCHUS, TyIeBOM I XUMHUOTEPATINH.

bompHast mocrymuta 8 ®I'BY «<HMHWL JATOU nwm.
Amutpuss PoraueBa» B TSDKEJIOM COCTOSIHUU, OIIpenesisi-
[OIIeMCSl 3HAUUTETbHBIM HEBPOJIOTUUYCCKUM Ie(PUIINTOM.
B cBs131 ¢ BBRIpaskKeHHBIM OOJIEBBIM CHHIPOMOM B IIIEITHOM
oTIee T03BOHOYHMKA (9— 10 6aIoB 10 BU3yaIbHO-aHAIIO-
roBOIt 111KaJie) 00JIbHAsI HAXOIMJIACh HA MOCTOSIHHOM MH(Y-
3MOHHOM Teparmy HapKOTUIECKUMU aHAIBIeTUKAMMU.

Ilpy KJIMHUYECKOM OCMOTpE MalMeHTKAa HaXOAWJIach
B CO3HaHWM, OlLIEHKa Mo IKajae Kombl IJasro cocra-
Buja 15 GaioB, OAHAKO JeBOYKA HE MOTJa HU CTOSITb,
HU culeTb. Y OOJIbHOW OTMeYaJIMCh BbIpakeHHasi 0O0Jib
W TUIIEPECTE3UsT B 00JIACTU IIEH TIPU CMEHE ITOJIOXKECHUS
KAaK I10 TIepeIHel, TaK ¥ 110 3aaHei moBepxHocTH 1meu. Co-
CTOSTHHAE OOJIbHOM OBIIO TSLKEBIM IO HEBPOJIOTUIECKOMY
crarycy. [1pu HeBpOIOrMIECKOM OCMOTpE: IeBOYKa TIIaK-
cHBa, pa3apaxuTellbHa, OOOHSHUE HE HapYIICHO, 3padyKu
paBHBIC, CpemHEN BEIMYMHBI, (DOTOpPEaKIIMS COXpaHEHA.
KopHeanbHble 1 HagOpoBHbIE pedieKchl coxpaHeHbl. Ko-
cora3us He ObUTO. BEISIBIIEH ropr30HTAIBHBIN MEITKOpa3-
MAIIMCTHIN HUCTArM. JIBUKEHMSI IITA3HBIX SI0JIOK B TTIOJTHOM

o0beEMe. JIuio cummerpuuHoe. [Tape3oB u mapajinyeit HeT.
YyBCTBUTEILHOCTh B 00JIACTH JIMIIA He HapylleHa. bojeii
B oOiacTu juia HeT. Peub He HapymeHa. CiyX CHIDKEH.
I'moranue, hoHAIMS M apTUKYJISIINAS He HapYIIeHBI. SI3bIK
T10 CpeMHE TUHUN. ATpO(DPUH IPyIHMHO-KITIOUNIHO-COCIIe-
BUIHON, TpanelneBUIHON 1 MBIIII] MSITKOTO HEOA HEe OT-
Meyajoch. Y 00JIbHOIM OoTMeuvasicsl TeTparape3 10 1 Ganna
B pyKax M Horax. ['Mmocre3nst KoXu Tella 0 YPOBHS KITIO-
yur. CyXOXWJIbHBIE pedIeKCchl ObTA YTHETECHBI OOJIBIIE
B BEPXHMX KOHEUHOCTAX. KoopauHaTOpHBIE TTPOOBI Olie-
HUTB OBIJIO HEBO3MOXKHO BBUIY HEBPOJIOTUIECKOTO Iehr-
1uTa. MeHMHreaabHOW CUMIITOMATUKKM He ObL10. [TaTono-
TMIECKUX CTOITHBIX 3HAKOB He OBbLIO. BBISBICHBI Ta30BHIC
HapyIIeHUs, KOTOPBIe TIPOSIBIISUINCH HemepxKaHueM aede-
KallMM U 3aIep>KKO MOUYEUCITyCKaHMSI.

IIpu noctyrmieHun OOJABHOW TakkKe ObLla BBIMOJ-
HeHa MYJIbTUCIMpaIbHas KOMITbIOTepHasT ToMorpadus
(MCKT) opraHoB rpyIHO# 1 OPIOITHOM TTOJIOCTH, 10 JaH-
HBIM KOTOPOI OBUIO BBISIBICHO MHOXKECTBEHHOE MeTa-
CTaTUYECKOE TMOopaxkeHUe JIETKUX (BCEro OKOJIOo 25 MeTa-
CTa30B), MaKCUMAaJbHBIM pazMepoM 10 26 MM (puc. 2).
KauHndyeckn oHM ceOsT HMKAK HE MNPOSBISIIM HU TIPU
cbope Kaynob y poauresieil pedéHka, HU TpU 00bEKTHUBHOM
OCMOTpe caMOit OOJIbHOI.

YuuTeIBasi BRIPaXKeHHOCTh KOMITPECCHUM CITMHHOTO MO3Ta
0OJIbHOM, B 3KCTPEHHOM ITOPSIAKE ObLIA BHITTOJTHEHA TIEKOM-
MIPECCUBHASI OTIePALIMS, 3aKITFOYAIOIIASICS B TAMUHIKTOMUH
oT C2 go C4 ¢ 9acTUYHOI pe3eKIreil SKCTpaaypaIbHOTO
MSITKOTKAHHOTO KOMITOHeHTa. [ToTHas pe3eKIns OImyXoan
ObLIa ITpHU3HAHA HEBO3MOXHOM M3-32 MAaKCUMAJIbHO BBICO-
KOI XMPYyprudecKoil ctamuu 3abojeBaHus (puc. 3, a), Ko-
TOpasi OTPEIe/IsUIaCh MHBa3MPOBAHUEM OITYXOJIbIO TIPAaBOM
ITO3BOHOYHOM apTepuM M KOPEIIKOB CIIMHHOMO3TOBBIX
HepBoB Ha ypoBHe C1—C3 ¢ IByX CTOPOH, OTHAJIEHHBIM
IMapaBepTeOpaIbHBIM PACIIPOCTPAHEHUEM OITYXOJIM W BhI-
COKMM PHCKOM HapacTaHUsI HEBPOJIOTUIECKOTO AcuIInTa
B CBSI3M C aHATOMO-TOIOTPa(MUECKUMHN OCOOCHHOCTSIMU
PACITOJIOKEHHUSI COCYINCTO-HEPBHBIX 00pa30BaHIIA HAa 3TOM
ypoBHE (cM. puc. 3, 6, 8). UHTpaomnepalilnoHHO OITyXOJIb OBbI-
JIa TIOTHODJIACTUYECKONM KOHCHUCTEHIIMM, MECTaMHM KOCT-
HOM IUTOTHOCTH, KOPUIHEBATO-PO30Bast, YMEPEHHO KPOBO-
cHaOXaeMasl, TZIOTHO MHBA3HUPYIOIast OKPYyKaIOIIe TKAaH!
U TPYOHOOTAEJISIeMast OT HUX.

B mocieonepallmOHHOM TIeprojie Y 00IbHOM OTMEUYCH
MIPAKTUYECKHU TTOTHBIN perpecc HeBPOJIOTMIEeCKOro nedu-
mmTa — 1o 4,5 6ajura B Horax u 4,5 6ajura B pykax, perpecc
Ta30BbIX HapymeHui. OcTraBajzach 00Jb B IICHHOM OTIC-
JIe TI03BOHOYHHMKA, HO TOpa3I0 MEeHbIIe MHTEHCUBHOCTH
(2—3 6aa o BU3yaIbHO-aHAJIOTOBOM IIIKAJIE).

BonpHas ObLTa mepeBeeHa B OTACIACHHUE OSTCKOM OH-
konoruu ®I'bBY «<HMUL AI'OU nm. Imutpus Poraue-
Ba», Tll¢ MHUIIMMPOBAHO MPOBEICHNE MYJIbTUMONAIBHOMN
XUMUOTEPAIINU 1 JIy4eBOI TepaIiiiu.

Tucmoaocuneckuii anaaus. OIyXoiab CEPO-KOPUIHEBOTO
LIBeTa, BJIACTUIHO-YIIPYTOil KOHCUCTCHIIMM C y4acTKaMH
KOCTHOI TIIoTHOCTHA. MparMeHTH KOCTHOM, COCOWHM-
TEJIbHOW 1 XWPOBOUW TKAHU C MEJTKOKPYTJIOKJIETOYHON UH-
duapTpanmeit. DMeMeHTHI ¢ TUTIEPXPOMHBIMU siIpaMu 0e3
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Puc. 2. MCKT n€rkux mammeHTK A.

CTpCJ’lKaMVI OTMEYEHBI MeTaCTaTUYECKME OYary B JIETKUX.

Fig. 2. Multislice computed tomography of the patient’s A. lungs.
Arrows indicate metastatic lesions in the lungs.

sipbiek. [TpoBeeHO MMMYHOTUCTOXMMUYECKOE MCCIIe-
noBaHue TkaHel omyxonu ¢ CD99, NKX2.2, Synaptophy-
sin, Chromogranin A, Myogenin, MyoD1, Desmin, CD3,
PAX-5, TdT. Kiterku uHduabTpara skcnpeccupyotr CD99,
NKX2.2. Mopdonornueckast KaptHa CIHO (puc. 4).

Oo0cyxnenne

CIO 6rb11a BriepBbIe onucaHa Kak aud@y3Hast sHI0Te-
nmoMa Koctu JIxeiimcom FHOunrom B 1921 r. XoTts u3Ha-
YaJIbHO CUMTAJIOCh, UTO 3Ta OMYXOJb UMEET IPUMUTHUBHOE
ME3eHXUMaJIbHOE TPOUCXOXICHUE, HETaBHUE MOJIEKY-
JISIpHBbIE, OMOJIOTMYECKME M HMMMYHOTHCTOXMMUYECKUE
HCClIeIOBaHUs TTOKa3aJikd, YTO Ha CaMOM Jiejie e€ Mpouc-
XoxaeHue HeitpanbHoe [1-3, 10, 17].

[To3BoHOUHAs JIOKaIU3alMs OIyXOJ1 HEe Bcerma JIerko
MHUATHOCTUPYETCS, T. K. TTALIMEHTHI YACTO MPEIbSBISIOT He-
crenuyeckre HayaJlbHbIe CUMIITOMBI, TaKUe KakK 00JIb
B CITMHE, MblIlIeYHass 00J1b win nuddysHas mapectesus,
YTO MOXKET 3aJepKaTh TMAarHOCTUKY. TOJbKO MpH MOSIBIIC-
HUU CepbE3HBIX HEBPOJIOTUYECKUX Ne(DUIIMTOB, BKIIIOUAS
CEHCOPHbIC U IBUTATEJbHbIC HAPYIIIEHUS, a TAKXKE HEBPO-
JIOTUYECKHU BBI3BAaHHYIO AUCHYHKIIMIO MOUYEBOTO IMY3bIPS
WM KUIIEYHUKA, TMOA03PEBalOT IATOJOTUI0 TTO3BOHOY-
Huka [4, 7, 8]. Dra 3agepkKa 4acTo MPOUCXOAUT B Teue-
HUE HECKOJbKUX HedeNlb Iocje TMOSIBICHUS HadyalbHbIX
cuMntoMoB. I1pu 3Tom 60s1ee 2/3 GONMbHBIX MPEABSIBIISIIOT
HEBPOJIOTMYECKHE KaJIoObl HA MOMEHT ITOCTAHOBKU JMar-
Ho3a. DTa Hecneuuduueckas CUMITOMATUKA MPUBOIUT
K CpEeIHEU MTMATHOCTUYECKOMU 3aMEPKKE IIUTEIbHOCTBIO
no 8—12 Hen. HekoTopble aBTOPBI COOOIIAIOT O CpeaHei
MHUaTHOCTUYECKOM 3amepXKe 5 MecC, MOCKOJIbKY Hayajlb-

HbIE CUMIITOMBI YaCTO TIPUTTHMCHIBAIOTCS] HE3HAYUTEIbHOM
TpaBMe WIH ApyruM 3a0osieBaHusIM [4—11].

ITpu aToM peakocts Jiokanuzauuu CIO B mieitHOM OT-
JieJie TIO3BOHOYHMKA MOXET MPUBECTU K 3alepXkKKe nuar-
HOCTMKU J10 T€X TMOp, MOKa OMyXOJb HEe JOCTUTHET MO3M-
Heil cTaguy M He CAABUT CIMHHON Mo3r. HavambHbIMU
CUMIITOMaMU MOTYT ObITb OOJIb B 1Ie€ U PaAUKYJIOMaTUs
(60s1b, MppaguuUpylollasi B pyKy WK HOTY). DTU CUMIITO-
MbI MOTYT OBICTPO MPOTPECCUPOBATH, COMTPOBOXKIASICH Cla-
OOCTbIO B KOHEUHOCTSIX, TUCPYHKIIMENH MOUEBOTO y3bIPs
WJIN KUIIIEYHUKA, pa3BUBAIOLIENCS B TEUEHUE HECKOIbKUX
JHel rocse Havyaia 3abosieBaHus. Bboicokasi cTeneHb Kiau-
HUYECKOU HACTOPOXKEHHOCTH UMEET pelliatolee 3HaueHue
st paHHein auarHoctuku CHO [3—8].

B Haiiem ciyyae nuarHo3 ObUT MOCTaBJIEH C OMO3JaHU -
€M MTPUMEPHO 6 MeC, BEPOSITHO, M3-3a HETUTTUYHOI MepBO-
HavyaJbHOUW KIMHUYECKOU KapTUHBI O0JIE3HU U OTCYTCTBUS
XapaKTePHBIX MPU3HAKOB Ha CTAaHAaPTHBIX PEHTIeHOTpaM-
Max, BBITTOJTHEHHBIX M3HAYAJIBHO.

OryXoJb YacTo MopakaeT 3aJHUE OTAEJIbl TO3BOHOUYHU -
Ka, B 70% ciydaeB pacIpoCTPaHssICh Ha Tejla IMO3BOHKOB.
B 30% cnyuyaeB nepBoHavYaIbHO MOPAXKAeTCsl TEJIO TTO3BOH-
Ka, a 3aTeM pacIpoOCTPaHSEeTCs Ha 3aJHUE OTAEJbl MO3BO-
HouHMKa. YacTo HabmoaaeTcst OOIIUPHbBIN MITKOTKAHHBIA
KOMITOHEHT, PaclpoCTpaHSIOUIUICS B CIIMHHOMO3TOBOM
KaHaJl U mapaBepTeOpaabHble MbIIIIBI. MeXXIT03BOHOUHbIE
OTBEPCTUSI CMOCOOCTBYIOT PACIpPOCTPAHEHUIO OITyXOJIu
B 9MUAYpaTbHOE U TTapaBepTeOpaIbHOE MPOCTPaHCTRA. DTa
MHBa3Usl OIMyXOJM MOXKET MPUBECTU K MOPaKEHUIO apTe-
pUii, pa3pbIBY AypajbHOIO MelIKa, CAABICHUIO CITUHHOTO
MO3ra U UHOWIbTpalMu HepBHBIX Kopekos [3—10, 17].
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HepBHbIe
Kopewxku C2

c3

Puc. 3. Cucrema Xupypruyeckoro CTaavupoBaHMSs OIyXoJiu 1ieitHoro mo3BoHka WBB (Weinstein, Boriani, Biagnini). Xupypruueckoe
cragrpoBaHue oryxosin C2 o3BoHKa U aHaTOMO-Tororpadguueckre 0coOeHHOCTH CTPOSHUS BEPXHE-1IEITHOT0 OT/Ie/1a TO3BOHOYHHUKA.

a — cXeMa XMpypruyeckoro cTaaupoBaHus omyxoJseit C2 mo3BoHKa; MOMEPEUHbIN pa3Mep OMyX0JIu MO3BOHKA OMUCBIBAETCS ¢ YUETOM 12 30H (MpoHyMe-
poBaHHBIX OT | 10 12 10 YacoBoii CTpesike) U 5 KOHIIeHTpudeckuX o€ B (A—F) — oT mapaBepTeOpaTbHBIX 9KCTPAOCCATLHBIX OTIEJIOB 10 TIOPAKCHMST
TBEPIOK MO3roBoii 000104KU. [Tpom0IbHBINM pa3Mep OMyXOJu OMPEAEssieTCs B COOTBETCTBUM C BOBJICUYEHHBIMU YPOBHSIMU. A — 3KCTPAaOCCAbHOE;
B — uHTpaoccanbHoe moBepxHocTHOEe; C — BHyTpHOccainbHOe; D — akcTpaoccanbHOe 3KCTpanypaibHoe; E — akcTpaoccanbHOe MHTPATypaTbHOE;
F — B oTBepcTHE MO3BOHOUHON apTepUH.

1 — 30Ha OCTHUCTOTO OTPOCTKaA CJIEBA, 2 — 30Ha JYyTU TTO3BOHKA CJIEBA, 3 — 30Ha TIOMEPEYHOTO OTPOCTKA CJIEBA, 4 — 30Ha CYCTaBHOW MOBEPXHOCTU
1 KaHajla HECPBHOI'O KOpELIKa CjeBa; 5 — 30Ha MO3BOHOYHOI apTepUn U HOKKHM IMO3BOHKaA CJICBA; 6 — 30Ha TeJia MO3BOHKA CcJieBa, 7 — 30Ha TeJa no-
3BOHKa CITpaBa, & — 30Ha MO3BOHOYHOI apTEpUM M HOXKHU ITO3BOHKA CITpaBa, 9 —30Ha CYCTaBHOU MOBEPXHOCTU M KaHAJIA HEPBHOTO KOPEIIKA CIIPaBa;
10 — 30Ha TIONMEPEYHOIro OTPOCTKA CITpaBa; 11— 30Ha JIyI'v ITO3BOHKaA CIipaBa; 12 — 30Ha OCTUCTOrO OTPOCTKa CIipaBa,

6 — aHaToMO-TonorpacduyecKoe B3auMOOTHOLIIEHNE HEPBHBIX KOPELIKOB U TTO3BOHOYHOI apTepuy B IIEHOM OTAE/e MO3BOHOYHUKA;
6 — aHATOMO-TOTIOTpahuuecKoe B3aUMOOTHOIIIEHUE COCYTUCTO-HEPBHBIX CILIETeHUIT Ha ypoBHe Tesr C2—C4.

Fig. 3. The WBB (Weinstein, Boriani, Biagnini) surgical staging system for cervical vertebral tumors. Surgical staging of C2 vertebral
tumors and anatomical and topographic features of the upper cervical spine.

a — scheme of surgical staging of C2 vertebral tumors; The transverse size of the vertebral tumor is described taking into account 12 zones (numbered from
1 to 12 clockwise) and five concentric layers (A—F from the paravertebral extraosseous regions to the lesion of the dura mater). The longitudinal size of
the tumor is determined according to the involved levels. A — extraosseous; B — intraosseous superficial; C — intraosseous; D — extraosseous extradural;
E — extraosseous intradural; F — into the foramen of the vertebral artery;

1 — zone of the spinous process on the left; 2 — zone of the vertebral arch on the left; 3 — transverse process zone on the left; 4 — articular surface zone
and nerve root canal on the left; 5 — vertebral artery and pedicle zone on the left; 6 — vertebral body zone on the left; 7— vertebral body zone on the right;
& — vertebral artery and pedicle zone on the right; 9 — articular surface zone and nerve root canal on the right; /0 — transverse process zone on the right;
11 — vertebral arch zone on the right; 72 — spinous process zone on the right;

b — anatomical and topographic relationship of the nerve roots and vertebral artery in the cervical spine;

¢ — anatomical and topographic relationship of the vascular-nerve plexuses at the level of C2 — C4 of the cervical vertebral bodies.

Pentrenorpadusi yacto BAsSeTCS MEPBBIM METOIOM
BU3yaJIU3allM, MPOBOAMMBIM MIpU OOJIM B 1lIee WIU Bep-
XHUX KOHEUHOCTsX. OgHako e€ 3(p(peKTUBHOCTb OrpaHU-
YyeHa, ocoOeHHO y neTeil. XOTsl peHTreHorpadusi MOXeT
BBISIBUTH TOPaXXeHUsI KOCTEW Y B3POCJbIX, OHA HE OYEHb
uHdopmatusHa nipu CHO [3, 5—9]. MPT saBnsercs npea-
MOYTUTEIbHBIM METOJOM BM3yaJIM3allMd TPU TMOAO03pe-
HUU Ha MOpaXeHue MO3BOHOYHUKA C HEBPOJIOTUYECKUMU
cumntToMamu. MPT noMoraet TOYHO OTNpeaeauTh pacipo-
CTpaHEHUE OIyXOJU B MO3BOHOYHOM KaHaje, BO3MOX-
HO€ pacrpoCTpaHEHUE Ha OKpYXKalolllue MSTKUE TKaHU
U €€ CBSI3b C OMuM3IeXalluMU KPOBEHOCHBIMU COCYJaMU.
Ha MPT onyxoJib A6MOHCTPUPYET HU3KYIO WU CPEIHIOI0
MHTEHCUBHOCTb cUrHaja Ha T1-B3BelleHHbIX U300paxe-
HUSX U CPEITHIOI WU BBICOKYI0 MHTEHCUBHOCTb CUTHAJIA
Ha T2-B3BelIEHHBIX W300pakeHUsIX. BHYTpUKaHaIbHBIN
MSITKOTKAHHBIA KOMITOHEHT OITyXOJM T[MO3BOHOYHMKA,
Kak TpaBWIO, XOPOIIO OYEepUYEH, UMEET OBaIbHYIO (hop-
My, I dy3HOe yCuaeHre CUrHaIa U IIUPOKOe TypaibHOe
npukpervieHue. B cocenHux mo3BoHKax HaOIogaeTCs Ae-
CTPYKLMSI KOCTHOW TKaHUW, MHOTJA COIMPOBOXKIAIONIASICS

KOJIJIATICOM ITO3BOHOYHMKA [2, 4, 11, 16, 18]. DT xapakre-
PUCTUKU COOTBETCTBYIOT HaIlleMy KJIMHIUYECKOMY CIIyJalo,
B KOTOPOM HaOJtoajaachk Ipeodiagaiomas MHTpagypaib-
Hasl SKCTpaMeayJUIsipHast Macca OBaJIbHOW (POPMBI C K-
POKUM IypajbHBIM IpUKperuieHneM. Bes aTa BU3yainbHast
nHMOpPMALIUS MMeeT pellarllee 3HAUeHUe ISl OIpee-
JIeHUsI HanboJjiee MOIXOASINE cTpaTteruu JedeHus. s
MMOATBEPXKICHUSI OTUAarHO3a, KaK MUHUMYM, HEOOXOINMO
MIPOBECTH MPULIETHLHYIO OMOTICUIO OITYXOJIH.

CumHTUTpadusT KOCTE SBISIETCS KITIOYEBBIM 3TaIllOM
CTaIVPOBAHUS JJISI NCKITIOUEHUS IPYTUX OYaroB OIYXOJIN
1 TIOCJIEAYIOIIETO HaOTIOACHMS ToCIIe JiedueHNsI. bojee yem
B 10% ciyyaeB HabMIOAAIOTCSI MHOXKECTBEHHbBIE MeTacTa-
3bl. Haubosiee yacto mopaxaroTcst JErkKue, KOCTU U KOCT-
HbIi MO3r. YacTora Metacta3os B jiérkue cocrasisier 80%,
3a HUMM CJIeIyloT MetacTtasbl B Koctu (40%), Torma kKak
MeTacTasbl B JIMM@aTUIECKHE Y3JIbl BCTPEUYAIOTCS PEIKO.
MertacTaTdecKre MopakeH!sI KOCTel 9acTo HallOMHMHAa-
10T MepBUYHOE TTopaxkeHne. B Halem cirydae OBLIO BBISIB-
JICHO MHOXECTBEHHOE METacTa3pOBaHUE OITyXOJIU B JIET-
kue [1, 2,9, 16, 17].
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Puc. 4. Mopdoaorndeckast KapTHHa OTMyXOJIH.

a — OKpacKa reMaTOKCHJIMHOM U 303uHOM, X 200; 6 — Ki-67 (unmekc 23), X 100; 6 — nuMMyHOrHCTOXMMHMYECKOe uccaenoBanre ¢ CD99, x 200;

2 — UMMYHOrucroxummuueckoe uccienoBanue ¢ NKX2.2, x 100.
Fig. 4. Morphological picture of the tumor.

a — hematoxylin and eosin staining (X 200); b — Ki-67 (index 23) (x 100); ¢ — immunohistochemical study with CD99 (% 200); d — immunohistochemi-

cal study with NKX2.2 (% 100).

HuddepentmansHas auarHoctuka CHO ¢ nokanmza-
LIMel B IEHOM OTJIee TTO3BOHOYHMKA CIIEyeT TIPOBOIUTh
C TUTAHTOKJIETOYHOM OITyXOJIbIO, AaHEBPU3MATUIECKOI KOCT-
HOI KUCTOM, TMCTUOLIMTO30M U3 KJeToK JlaHrepraHca, re-
MaHTHOMOI TTO3BOHOYHUKA, XOPIOMOIA, 37I0KAYeCTBEHHO
JuM@omMoit, MeTacTaTUueCKO 3MOpUOHAIBLHON pabaoMuo-
CapKoMoIi, HelipobaacToMoi 1 MHMOEKIIMOHHBIMU MTOpaxKe-
HussMA. OCHOBHBIMI MeTomaMu nrarHocTrky CHO aBistoT-
cs1 MOP(MOJIOTMYECKUI aHATTN3 U UMMYHOTUCTOXUMUSI OITy-
xomu. Kietku CHO 06b19HO TIosIokuTebHBI K 6e1Ky CD99
npumepHo B 90% ciydaeB, mpeacTasisis coboil quddysHoe
MeMOpaHO3HOe OKpalBaHue. Ero oTpuiiaTe 1bHOCTh Mpe-
ToJiaraeT albTepPHATUBHBIN qruarHo3. OMHAKO TIOJTOXUTETb-
Hocth CD99 He sBisieTcs ciemudUIHOM, T. K. OHA MOXKET
HaOJIIOIaThCsl Y B APYTUX HEOOIBIIMX KPYTJIbIX CUHEKJIETOU -
HBIX OIYXOJISIX, B YaCTHOCTHU JIMM(DOOIACTHBIX JTUMMOMaXx.
MmmyHookpammBanue antutesiom kK NKX2.2 obecnieun-
BaeT JOTOJIHUTENIbHYIO TUAarHOCTUYECKYIO TIEHHOCTh. DTOT
MapkEép MMeeT BBICOKYIO 4yBcTBUTENbHOCTh (100%) mis
muarHoctk CHO, XoTs ero cnenu(@uaHOCTh YMEpeHHast
(84%). Auddy3Hoe 1 CUIbHOE MHTEHCUBHOE OKPAILIMBAHKE
Ha NKX2.2 yacto momoraet muddepenmmponats CIO ot eé
muToMopdoormueckKnx nmMutaTtopoB. KomomHamms CD99
u NKX2.2 ynyurraer cnetmduanocts (98%) mist BbIsIBIIC-
Hust CHO, XOTs 4yBCTBUTENIBHOCTh 3TUX MapKEPOB BMeECTe
Hike (80%) 1O CpaBHEHUIO C UCTIOIB30BAHUEM 3TUX Map-
KEPOB MO OTAEIBHOCTU. TaKXkKe MOTYT OBbITh MOJIOKUTETbHbI -
MM Takue Mapkepsl, Kak S100 u CD57 [1-3, 10, 14, 16].

Ha mosekyaapHOM YpOBHE 3TU OITyXOJU XapaKTepu-
3YIOTCSl HAJIMYMEM CHeln(PUIecKux TpaHCIOKAIMi, KO-
TOpPBIE CITYXXaT UCTUHHBIMU TEHETUYECKUMU MapKepaMu.
Bbutn BBISIBIIEHBI [IBE MPeOOafalolne TPaHCIAOKAIUU:
tpanciokaumst EWS-FLI1 t(11;22) (q24;q12), BrepBbie
omnucaHHas U OOHapyXeHHast B 88% cilyuaeB, U BapHaHT
tpanciokamnn EWS-ERG t(21;22)(q22;q12), Habmonae-
MBIl B MEHBIIIEM TIPOIICHTE CJTydaeB. XOTs TPAHCIOKAIIWS
EWS-FLI1 t(11;22)(q24;q12) mpucyTcTBYeT TPUMEPHO
B 88% ciydaeB U SIBIISIETCSI CUJTbHBIM TeHETUIECKUM Map-
kepoMm CIO, e€ oTcyTcTBUE HE UCKITIOYAeT AMarHo3. B Ha-
mem cirydae faHasie MCKT u MPT Hapsiny ¢ rucronoru-
YECKUM M UMMYHOTMCTOXUMUWYECKUM TTpouiieM, TTO3BO-
JIVIM YCTAHOBUTH JUArHO3 0€3 MOJIEKYJISIPHOTO aHaIu3a
[1,2, 16, 17].

Bapuanmut aeuenus. Tlonxon x neuenuto CHO mosBo-
HOYHWKA 3aBUCHUT OT HAJWYUS WIM OTCYTCTBUSI HEBPO-
JIOTUYECKOTO NeUIIMTa U OOLIEro COCTOSIHUS OOJBHOTO.
[Mpun HaTMIUM HEBPOJOTUYECKUX HAPYIIEHUH MOXET T0-
TpeboBaTbCAd OBICTPOE XUPYPTUUYECKOE BMEIIATEIbCTBO,
HaTpuMep, JAMUHIKTOMUS, JIJIST yCTPAHEHUST KOMITPECCUN
CIIMHHOTO MO3Ta U YJIYYIIIeHUST HEBPOJIOTUYECKUX (PYHK-
uuii. OgHAKO JIAMUHAKTOMMUST MOXKET IECTAOMIN3UPOBATh
TTO3BOHOYHUK W YBEJTMYMTH PUCK KOJIJIaTica TO3BOHKA. DTO
MPEJCTABISIET CEPbE3HYIO MPOOJIEMY Y AeTel, MOCKOJIbKY
TPaIUIIMOHHBIE METOIBI CTAOWIM3AIIMU TTO3BOHOYHMKA,
OCOOEHHO IIEWHOrO OTAENa, YacTO HE TMOAXOOAT IJIS UX
pacrtyiiero opranusma [1, 2, 16, 17].
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KJIUHUYECKUIA CNYYAN

Xupypruueckoe nedeHre CHO ¢ okanm3amnueii omyxo-
JIV B MICHOM OT/EJIe IO3BOHOYHMKA TOJIKHO OBITh MHI-
BUIyaJbHBIM M YUYUTHIBATH BO3PACT, JOKAIU3AIIUIO W pa3-
Mep OIIYXOJIH, €€ PacIpOCTPaHEHHOCTD, HEBPOJIOTUIECKUI
nedunT, BApUaHTBI PEKOHCTPYKIIUU 1 OITBIT XUPYypra. Xu-
pPYpPTHUYECKOe BMEIIATeIbCTBO HAIIPABJICHO B MEPBYIO OUe-
penp Ha yMEHBIIEHHE OOBEMA OIYXONH, HEKOMIIPECCHUIO
CIIMHHOTO MO3Ta U TUCTOJIOTMYECKYIO MACHTU(PUKALIIIO
orryxoiu. OmHAKO ITPY CITMHATBHBIX (hOpMaX ITOJTHAST Pe3eK-
IIMST YaCTO HEBO3MOXKHA M3-3a BEICOKMUX (DYHKIIMOHATBHBIX
PUCKOB, 0COOEHHO ITPY MHBA3UM OITYXOJIU B TIO3BOHOUYHYIO
apTepuIo WM KOPEIIKM CITMHHOMO3TOBBIX HEPBOB. Tak,
HMCCeUCHNE eINHBIM OJIOKOM B O0JIACTHM 3aTBUIOYHO-IIIEi-
HOTO Tiepexona MPeacTaBIsieT COO0i Upe3BBIYATHO CIIOXK-
HYIO0 TEXHUYECKYIo 3amauy [1, 3, 5,9, 10, 16, 17]. A. Khatavi
M COABT. UCIIOJb30BAIM MOCJIE TTOJTHON Pe3eKIINY NHIUBH -
IyaJdbHO HamedJaTaHHoe Ha 3D-mpuHTepe caMoCTaOWIM-
3UpYyloleecs NCKYCCTBEHHOE TeJIO TTO3BOHKA IS JICUCHMS
neppuaHoit CYO, mopasusireii mo3BoHoK C2, y 12-1eTHETro
Manbumka [12]. OmHako JaHHBIE O AOJTOCPOUHOM ahdek-
TUBHOCTU TaKWX MMILIAHTATOB OTPaHWYCHBI, U B HaIlleM
ciayJae 3TO He OBUIO TOJIe3HBIM BapMaHTOM, IOCKOJb-
Ky TIpollemypa Oblla SKCTPEHHOM, a OITyXOJb OKpYyXala
W WHBa3MpoOBaja MpPaByIO ITO3BOHOUYHYIO apTepUI0, KOTO-
PYIO MBI HE XOTEJIN YIAJISITh.

A.N. Aggarwal 1 coaBT. coobiuau o ciayvyae y 11-mer-
Hell IeBOYKM C MUeEJIONaTUel M TOpakeHWEM IT03BOH-
ka C2 [3]. bonbHOIT ObUTa BBITIOJIHEHA TIEPETHSST IEKOM-
Tpeccus, a 3aTeM OKIUITUTOICPBUKAIBHBIN CITOHIMIIONE3
M3-3a 3HAYUTEJIEHOTO TTOPaXKeHUsI OIyXOJIbIo TKaHeit. [1a-
LIMEHTKA N3HAYAIbHO MOJIyYajia SMIIMPUIECKYIO IIPOTUBO-
TyOepKYIE3HYIO TepaItnio, KOTopas OblJla COOTBETCTBYIO-
1M 00pa3oM M3MEHEeHa Ha XUMUOTEPAIUIO TIOCNIEe TOTO,
Kak pe3yiabTaTel Omoricuu Beistun CHO.

Xupypruuaeckoe BMEIIATeILCTBO caMo T10 cebe He MO-
JKET TIOJTHOCTHIO M30aBUTh OT OITYXOJIM, PE3EKIIUS B IIpe-
nenax TIPUEMIIEMbBIX TPaHUIl aCCOLMHUPYETCS C JIYYIIUM
MECTHBIM KOHTPOJIEM M OOIIel BBDKMBAEMOCTBIO, XOTS
3TOT MOAXO. PEAKO MIPUMEHUM TP IISHHOM JIOKATU3alnn
omyxoimu. Kak m mepBHYHAsI omepalnsl, XMMUOTEPAITHs
WUTPacT PEIIaIOIyI0 POJIb B COXPAHEHNHN HEBPOJIOTUIECKIX
(GYHKIINI, ¥ UTpaeT XXMU3HEHHO BaXKHYIO POJIb B JOCTUXKE-
HUU TOJITOCPOYHOTO KOHTPOJISI U CHIDKCHUSI BEPOSTHO-
cth MeTtactasupoBaHusa. OOBIYHO HCIIONB3yeMasl cxXxema
XUMMOTEpAITUU BKIIIOYAeT BUHKPUCTUH, JAKTUHOMMUIIMH,
nukiaodochamun v nokcopyouuuH. HeoagbroBaHTHas
XUMMOTEPAITUS MOXKET MUCIIOJIb30BaThCA 1T YMEHBIIICHUS
pa3Mepa KpYITHBIX U HeollepabeIbHBIX OITyXOJIel, ycTpa-
HEHMSI MUKPOMETACcTa30B U OBICTPOTO YCTPAHEHUS SITH-
nypanbHOU Komiipeccuu [10, 14, 20—25]. D. Giakoumettis
M coaBT. coobumnu o ciaydae CHO, ucxongmeit n3 C2 no-
3BOHKA, y 3,5-JIeTHEel NeBOYKM 0e3 HeBPOJIOTMIECKIX Ha-
pYIIEHUI, M OHA ObIJIa YCITEITHO BbUIEUYEeHA TOJIBKO C ITPH-
MeHEHNEM XUMUoTeparnuu [4].

Taprerasie Teparmu ipu CHO B mepByto odepens ¢do-
KyCHPYIOTCS Ha OHKOTCHHBIX OeJIKax CIUSHUS, TAKUX KaK
EWSRI1/FLI1, xoTopble B3aMMOAEICTBYIOT ¢ (paKTOpaMu
CBSI3bIBAaHUSI XpoMaTHUHA, Takumu Kak BAF, mist aktusa-

LIMU SKCIIPECCUU TEHOB M WHAYKUHMU (DEHOTUITMIECKUX
M3MEHEHMIT B OIMYXOJIEBBIX KJIETKAX. DTH OCJIKU CIUSTHUS
TaKKe CBSI3BIBAIOTCS C KOMILIEKCOM PEeMOACIMPOBAHMS
xpoMatnHa SWI/SNF, 4Tto mpuMBOOUT K TPaHCKPUITIIM-
OHHOI Hepery/siny, 3aTparnBalolieil TakKue ITyTH, Kak
curHanbHbI nyTh IGF-1 1 snureHeTnyeckoe Imepernpor-
paMMUpOBaHNE, KOTOPHIC ITOMOTAOT TTOIePKIBATh TIjIa-
CTUYHOCTh ME3¢HXMMAJIBHBIX CTBOJIOBBIX KJIETOK. MHTH-
OMpoBaHUE STUX OCIKOB CIUSHMS IIPEACTABISICT COOOI
MHOTOO00EIIAIOIINIT METO JIeueHUsI. [JOKITMHNIeCKIe UC-
cJIemOBaHUS BHISIBIIN 3()(EKTUBHOCTh MHTUOUTOPOB Ma-
JIBIX MoJieKya1 (HammpuMmep, YK-4-279) u crpareruit Ha oc-
HoBe SiRNA. M3yuyatoTcsi Takxke Apyrue MOJIEKYJsIpHbIe
MMIIICHH, YIACTBYIOIINE B KJICTOUHON aare3nu, MUTPaLlN
1 WHBa3uM, Takue Kak kuHa3el ROCKI1/2, E-kagrepun
1 MMP9. CouyeTaHne TapreTHBIX Teparnii MOXET ITOMOYb
MIPEON0JIETh MEXaHU3MbI PE3UCTEHTHOCTHU U TTIOBBICUTH 3(D-
(beKTUBHOCTD JICYCHHSI, OMHOBPEMEHHO CHIXKAsT €r0 TOK-
cnyHocTh [1, 16, 17, 21-24].

AxkcuanpHOe pacrioioxeHrne CHO SBIeTCS TUIOXUM
MMPOTHOCTUYECKUM (DaKTOpOM, HO KOMOMHUPOBAHHOE
MIPUMEHEHNE XUMMOTEpAITMd W JIy9eBON Teparuul yiayd-
IIAJIO OOIMWIA MPOTHO3 M BBIKMBACMOCTH 3a ITOCJICIHIE
IBa gecaTwieTns. Pazmep oImyxoju Ha MOMEHT ITOCTaHOB-
KU IWaTHO3a OCTAETCST BaXKHBIM ITPOTHOCTUUECKUM (PaKTO-
poM, IpUIEM 0oJice KPYITHBIC OITyXOJU aCCOLMUPYIOTCS
C XYAIIMM TIPOrHO30M. OTHAKO TeparneBTUICCKUE TOCTH-
JKEHUsI YMEHBIIWIN BIMSHUE 3TOro (hakTopa Ha OOIIyIo
BBDKMBAEMOCTb. Tak, IATWIETHSS BBDKMBAEMOCTb TIPHU
CIO 1ipu aieKkBaTHOM JieueHUH cocTabisieT okosno 60% [1].

IIpencraBneHHBII HaMU CIy4ail IIpUMedaTeJicH He
TOJIBKO IIEHHBIM PACIIOJIOXEHUEM OITyXOJU, HO WM HEeTH-
MMUIHBIM, BBOOSIIUM B 3a0JyXIeHUE ITepBOHAYAIBHBIM
MIPOSIBJICHUEM, 4YTO TIPUBEJIO K TO3THEW OUArHOCTUKE.
DTOT KIMHUYECKUI CIyJail omnpenessieT 3HaUMMOCTD ITO/I-
IepKaHWSI BBICOKOM CTETICHM HACTOPOXEHHOCTH Y IeTei
C XpOHMYECKOM aKCHMAJbHOU 0OJIbI0, MakKe MPY HAJIMINHU
M3HAYaJIbHO OOHANEXKMBAIOIINX PE3YIbTaTOB BU3yaIn3a-
uuu. [To cpaBHEHUIO C IPYTUMU OMYOJIMKOBAHHBIMU CIIy-
yagMM, B YacTHOCTH, onrcaHHbIM K. Shaker 1 coaBT., Hamr
cIyJait IeMOHCTPHUPYET PSI CXOACTB, B YaCTHOCTH, PEAKOE
pacmojioXXeHNe B 00JIaCTH IICHHOTO OTIesIa II03BOHOYHM -
Ka 1 HavaJbHOE MPOSIBJICHNE B BUIE KOMIIPECCUU CITMH-
HOrO MO3ra, TpeOylolleil CpOYHOil JaMUHIKTOMUU [6].
OmHako HaOJIOMAIOTCS W BaKHBIC Pa3IUUYUsI, OCOOCHHO
B OTHOIIIEHWM BO3pacTa MalllMeHTa, 3a0epKKIA TUaTHOCTH-
K W TIPOTPEeCCUpOBaHUs 3a0oeBaHusA. B Hamrem cirydae
MeTacTa3bl B JIETKUX B MOMEHT ITOCTAHOBKY TUAaTHO3a yKa-
3BIBAIOT Ha 0oJice MO3OHIOI CTamMio 3a00JIeBaHUs, TOTIA
KaK B OITyOJMKOBaHHOM CJIydae BTOPUYHBIX ITOPaKeHMI
He HaOJII0JAJIOCh.

PaHHSsIS muarHOCTHKA ¥ CBOEBPEMEHHOE JICUCHHIE M-
10T pellarolnee 3HaUYeHWEe TSI COXpaHEHUS MM BOCCTa-
HOBJICHUSI HEBPOJOTMYECKMX (PYHKIIMIA. ATpeCCUBHBIN
MYJIBTUMOIAIBHBIN TOAXON K JICYCHUIO, BKITIOYAIOLINI
XUPYPTUYECKOE BMEIIATEIBCTBO, JYICBYIO M XMMUOTEpa-
ITMI0, MOXKET YIIYYIIUTh IIPOTHO3 Y TAKWX MTAIIUEeHTOB [1, 2,
10, 14, 16, 17, 26].
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3aKiouyeHue

IlepBuunbie ¢ CHO, mnopaxatomue C2 MNO3BOHOK,

BCTpPEYaOTCd KpaifHe peaKo. DTO UCKITIOUUTEIbHAsS JTIOKa-
JIU3alus 11 TaHHOM OTYXOJIU, TPEeICTaBISIONIas AUArHO-
CTUYECKHE TPYAHOCTU U3-3a HETUMUYHOW KIMHUYECKOU
KapTUHBI, PEHTTEHOJIOTMYECKOIN U TUCTOMATOIOTUYECKOM
CXOXECTU C IPYTUMU OMyXOJsMu. JIaHHBIA cilydail moa-
YEPKUBAET BBICOKYIO 3HAYMMOCTh MEXAUCHUTIIMHAPHOTO
noaxoaa Ijisi TOYHOW JUAarHOCTUKU W ONTUMAIbHOTO Jie-
yeHus1. boiyiee TOUHOE pacro3HaBaHUE ATUX PeaKUX (HopM
MOXET CITOCOOCTBOBAaTh PaHHEW NUATHOCTUKE W YyIy4-
IIEHUIO TIPOTHO3a U1l O0NbHBIX. ONTUMAIBHOE JIeUeHUE
0OBIYHO BKJTIOYAET B €051 aleKBATHOE PEHTTEHOBCKOE UC-
cinenoBanue (MCKT), Guoricuto oyara mopaxeHus st
UMMYHOTUCTONATOJIOTMYECKOTO MOATBEPXKICHUS AUATHO-
3a, IEKOMIIPECCUIO MPU HATMYUU OKA3aHU 1 TTOCIeoTe-
PALIMOHHYIO MYJBTUMOJATIbHYIO XUMUOTEPATIHUIO.
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