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Ocobennoctsio capkombl FOuHra Kocreii Ta3a sBJjisieTCsi pAaCIPOCTPAHEHHE OMYXOJIH OHON KOCTH Ta3a HA JAPYyrue KOCTH
Ta30B0Oro KoJibna. 1031155 00pamaeMocTs 00IbHBIX U 3aTPYAHEHHAS TUATHOCTHKA BCJIEICTBHE OTCYTCTBHUS MATOTHOMOHHY-
HBIX KJIMHMYECKUX MPU3HAKOB 3200J1€BAHNS PUBOAAT K 3aM03/1aJ10i AUATHOCTHKE. BOIbIIMHCTBO 0OJIBHBIX MPU YCTAHOBKE
JIMArHO32 UMEIOT OMyX0Jib 0OJIBIIMX PA3MEPOB C PACTIPOCTPAHEHHEM HA JBE, A MHOTIA U HA TPU KOCTH TA30BOTO KOJIbIA U
OTAaJIeHHbIe MeTACTa3bl. BOIBIIMHCTBY 00/ILHBIX TPOBOUTCS XUMHOJTyYeBasi Tepanus. [1pu 3ToM 001IENPUHATONH METOMNKOM
00.JTyJeHus SIBJISIeTCS BKJIIOUEeHHE B 30HY 00/IyJYeHHs BCeii M0JI0BHHbI Ta3a M cyMMapHoii ogaroBoii 103s1 (CO) 55—60 Ip, uro
BIIOCJIE/ICTBUY BbI3bIBAET IPyObIe JIydeBbie MOBPEKIEeHNs] MATKIX TKaHeil H opranoB Ta3a. byctuposanue noJieii 00aydenus
OIyXO0JIM Ta3a 3HAYMTEJIbHO CHU3WJIO MPOSIBJIEHUE JIyUYeBbIX 0CJI0KHeHUi. BricoKas yacToTa MeTacTa3oB B JieTKUe MpUBeJia
K pa3padoTKe W HCIOJIb30BAHUIO KPYIMHOIOJIbHOTO 00 TyJeHHs JIETKHX ¢ MPO(HUIAKTHIECKO# Heblo. OIHAKO 00JIyueHne B
CO/I 12 I'p He mpHBeJIO K YIyYIIEHUIO OTIAJIEHHBIX Pe3yIbTATOB.

Yeemmuenne CO/I mo 20 Ip mo3BoIMI0 MCKIIOYATD Y BCeX OOJBHBIX MOSIBJIEHHE METACTA30B B JIETKHE, YTO 3HAYHTEIHHO
YIYYLIHIO OTAAJEHHbIE pe3yabTaThl, 10-/1eTHsS BbKHBAEMOCTh cocTaBuia 62,5%. B ctaTbe Mbl pACCMOTPHM COBPEMEHHBIE
MeTo bl ieueHns capkombl FOuHTa KocTeii Ta3a ¥ MpeACTABMM KJIMHAYECKHIA CIIyqaii.

MIPOCTpaHEeHNE OITyXOJIM OXHOI KOCTH Ta3a Ha JAPYyTue
KOCTH Ta30BOTro KoJjbla [4].

BBenenue

Capkoma FOunra (CHO) — onHa u3 HauboJjee
3710KauYeCTBEHHBIX OIyXoJieil KocTeil. 3aboseBaHue
BCTpedaeTcs CpaBHUTENBHO penko, B 10—15% cimydaen
BCEX 3JIOKAYECTBEHHbIX OMYXO0JIei KOCTEe, Mpenumyliiie-
CTBEHHO Yy JieTeil U MOJPOCTKOB BTOPOTO JAECATUICTUS

JInarnocTuka

OHYXOJ'H) KOCTEM Tasa 10CTaTOYHO TPYOAHO JUArHo-
CTUPYCTCA U3-3a OTCYTCTBHA MATOTHOMOHMWYHDBIX KJIIN-

kn3HU. O1yX0JIb Yalle MopaxkaeT JJIMHHbIEe TpyOUaThbie
KOCTH, HECKOJIBKO peXe — KOCTHM Ta30BOTO ITosica. 3a
nocaegHue 40 et nzydenus: capkombl FOuHra Hako-
IUIEH OOJILIION KJIMHUYECKUI MaTepuall U OIpeaesie-
Hbl (paktopsl niporHosa CHO [1-3]. Tak, dakTopamu
HeO0IaronpUsITHOIO IIPOTHO3a 3a00JIeBAHUS SIBIISIIOTCSI
IIMaMeTp OIyXoJiu Oosiee 8§ cM, 00bEM OITyX0JIu OoJiee
200 cm?, HaMYKMe SKCTPOCAIHHOTO MATKOTKAHHOTO
KOMITOHEHTA U JIOKA/IM3alKsl OMyX0JH B KOCTSIX Ta3a.
OCo0EHHOCTBIO OITyXOJIM KOCTEI Ta3a SIBJISETCS pac-
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HUYECKUX ITpr3HaKOB. [1o HaImmM maHHBIM, OT TTOSIBIIC-
HUS TIEPBBIX CHMIITOMOB 3a00JIeBaHMS 1O TIOCTYTIICHUST
0OJIbHBIX B KIIMHUKY MTPOXOAUT OT 2 Hell (U3peaKa) 10
7—12 mec (uvatie). [Tpu obpaitieHrU 60JbHOTO K Bpauy
¢ >Kajio6aMu Ha 00J1b B KOJIEHHOM WJIU Ta300eIpeHHOM
cycTaBe, a yallle UME@HHO 3TU 00JIU SBJISIOTCS MePBbIM
CUMIITOMOM OITyXOJIU KOCTei Ta3za, OOJbHBIM HaKJia-
JIbIBA€TCSl TUIICOBas MOBSI3KA MO MOBOJY Tpejroiara-
€MOro IepejioMa, TpaBMbl. UMMoOUIMU3a1Ms MHOTIA
JUTATCSI HECKOJILKO MECSILIEB, U TOJIbKO yCUJIeHre 0011
BbIHYX/1a€T Bpauya Ha3HAUYUTh PEHTIE€HOJIOTUYECKOE
obcinenoBaHue. BoabIIMHCTBO OOJIbHBIX MPOXOIST
yepe3 (GU3NOTEpaANnio, COrpeBalolIme KOMIPECCH,
anrvKaluu, Maccaxu u ap. [IpoBoauTcst MpoTUBO-
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Capkoma KOunra kocreii Taza. JlutepatypHas cripaBa U KIMHUYECKOE HaOIIOIECHKE

BOCHAJIUTEIbLHAS TEPATTUS «PEBMATU3MAa», «OCTCOMUE-
JINTa» U APYTUX 3a00ieBaHuii. 3a 3TO BpeMsl OIyXOJlb,
pacIpoCTpaHsIsICh BHYTPUTA30BO, JOCTUTAET OOJIBIITNX
pa3MepoB, 3axXBaThIBas ABE, a MTHOI A 1 TPU KOCTH Ta30-
BOro KoJiblia. [TosIBIsIIOTCS MeTacTa3bl B perTMOHapHbIE
JuMpaTIdecKue y3ibl, B Jerkue. PanHee BBISIBIICHUE
onyxoJu Ta3za Bo3MoxkHo npu KT-ucciaegoBanuu.

Jleyenue

OrnepaTtuBHOE JieueHHEe OMYyXOJIU KOCTEel Ta3za mpo-
BOJUTCS IPU OYEHb TIIATEILHOM OTOOPE OOIbHBIX: IIPU
HeOOJIbIINX pa3Mepax OIMyXOJUu, OTCYTCTBUM OTIAIEH-
HBIX METacTa30B. B OOJbIIMHCTBE ClTyyaeB MPOBOIUTCS
XUMUOJIydeBasl Tepanusi. YUuTbiBas 0COOCHHOCTD pac-
MpOCTpaHeHUsI ONyXoJu [4], O0LIENTPUHSTO 00JIyueHUe
BCEW MOJOBUHBI Ta3za 4O CYMMAapHOM OYaroBOM J03bl
(COM) 55—60 Ip B coueTaHUHM C MOJTUXUMUOTEPATIAECIA.
OaHako o0syyeHUe OOJbIIMX 00BEMOB TKaHEH Tasa
MPUBOAUT K IPYOBIM JTyYEBbIM MTOBPEXKACHUSM MITKUX
TKaHei 1 opraHoB Ta3za. Kpome Toro, MHOrue XuMuo-
npenaparbl 00J1a1al0T KapAUOTOKCUYHBIM, TOHAIOTOK-
CUYHBIM, HEDPOTOKCUUHBIM neiicTBueM. [1pu uzyue-
HUU COCTOSIHUSI MALIMEHTOB, U3JICUEHHBIX OT OIYXOJIH,
BBISIBJIEHO 0OJIbIIOE KOJMYECTBO OCIOXHEHUU. DTO
XUMUOWHIAYLIMPOBAHHbIE MUEJOIUCTIIIa3UN,/OCTPbIE
MUeOIaCTHRIC JICHKO3bl, KapAuoIaTuu, OecIjiognue u
MOYeYHbIE HapYLIEHUSs, KOTOPbIe MPUBOAST MallUEHTOB
K MHBAIMAHOCTH [5]. «bojbHBIE, OCTaBIIMECS XUBBI-
MM Tociie ussieyeHus: capkombl FOuHra, HyXxaawTcs
B MOCTOSIHHOM HaOJIIOICHUU, TTIOTOMY YTO MOOOYHbIE
3 deKThI Tepanuu paka MOTYT COXpPaHSIThCS MU pas3-
BUBAThCA Yepe3 HECKOJIBKO MECSIEeB WU JIET TToce
nmedeHus» [6]. B 2012 ., peTpOCTIeKTUBHO OLICHUBAST
pe3ynbrathl geyeHus 6oabpHbIX CHO, TIpoBeneHHOro B
1979—2009 rr. [7], OTMETWJIN BBICOKMIA IIPOLIEHT pe-
LIMIMBOB U METACTa30B B oTAajeHHble cpoku. CoBpe-
MEHHbIE MpencTaBieHust 0 Ouosoruu capkomol FOuHra
MO3BOJISIIOT CYUTATh, YTO MPAKTUIECKU BCe OOJIbHBIE
JIOKaJIM30BaHHBIMU (pOpMaMU OITyXOJIEBOrO Ipolecca
UMelOT oTaajieHHble MUKpoMeTacTasdbl [8]. TToucku
MyTel yaydllleHUs pe3yJbTaToB JIEYEHUS, B YACTHOCTHU
BO3/IEMICTBUSI HA MUKPOMETACTa3bl OMyX0J1, IPUBEIU
K pa3paboTKe METOAMKU KPYITHOIOJIbHOTO O0IyYeHUsI
JIETKUX ¢ TTpouIaKTUIeCKOl 1ebto [9]. ObnydyeHue
Jilerkux ¢ mpoduiiaktryeckoit uesabio B COJN 12 Ip 66110
BKJIIOUEHO B MPOrpaMMy KOMOMHUPOBAHHOTO JIEYEHUS
JokanuzoBaHHo CHO B MeXTpymnioBOM M3yYeHUU
capkoMbl FOunra [10].

Pe3ynbraTel 1eueHus

PeTpocrniekTUBHBIN aHalU3 pe3yJibTaTOB KOMOU-
HUPOBAHHOTO JieueHUs1 00JbHBIX capKomoii FOuHra
Kocreit Taza (JieueHue B 1997—2015 rr. o nporpam-
Me Bocrouno-EBpomneiickoit [pynnbl mo M3yueHuto
Capkowm) nipoBeaerH B POHII nm. H.H. Bioxuna B
2016 . [11]. Hapsimy ¢ MHIYKIIMOHHOW M BBICOKOI03-

Hoii IIXT mpoBommiachk TpaHCIUIAHTALIMSI CTBOJIOBBIX
KJIETOK, iydeBast Teparnus jerkux COJI 12 Ip u jiyde-
Basl Tepamnusl IepBUIHOro omyxoyieBoro oyara B CO/J
50,4 Ip. IonyyeHbl HeyTeIIUTEAbHbIE PE3YJIbTATHI:
1-, 3-, 5-neTHAg oOIIasg BBIKMBAEMOCTh COCTaBUJIa
70; 39; 39% cooTBeTcTBEHHO (MeauaHa — 17,2 Mec).
B MeauumnHcKoM paaguoornyeckomM HaydHoM LleHTpe
uM. A.@. LIp16a B pe3ynbraTe XMMHUOJYYEBOTO JICUSHUS
C KpYIHOTIOJIbHBIM 001y4eHueM odoux Jgerkux B COJI
20 I'p neuyenue nposeaeHo 8 0oabHbIM CHO Kocteit
Tasa; y AByX U3 HUX UMEIUCh METacTa3bl B OJIHO JIETKOE,
KOTOpbIE ObUIM MPOJICUeHBI M UCUE3JIN; IPYTOe JIeTKoe
Ob110 00JIydeHO npodmnakTnyecku. Hu y omHoro us
8 0OJIbHBIX METacTa3hbl B JIETKHE He MOSIBUIUCH. bosee
5 net ObUTH XUBBI 6 GONBHBIX, Oosiee 10 €T XKUBYT U
HaboaaTces S maiueHToB [12].

Kivnuveckmii ciayqaii

[TpuBoaMM UCTOPUIO GOIE3HU OTHOM U3 IJIUTEIBHO
SKUBYIIVX MTAIMEHTOK, M3JIEYSHHBIX B IETCTBE OT CapKO-
Mbl FOMHra KocTteil Taza ¢ MeTacTa3aMu B peruOHapHbIe
JuMpaTruecKue y3ibl U B JeTKOE.

K.H., 14 net, nmoctynwia B kinHuuky MPHII 4 utons
1997 . ¢ xajobaMu Ha HaJlMUKe OMYyXOJU MPaBOK Mo-
JIOBUHBI Ta3a, 00JIb B MPaBOM Ta300eIpEeHHOM CYyCTaBe,
YCUJIMBAIONIYIOCS K HOYM C Mppaavalueil B IpaBylo
HIDKHIOI KOHEYHOCTh, XPOMOTY, 3aTpyIHEHHOE MO-
yeucyckanuve. B nekabpe 1996 r. mosiBuiach 60i1b B
MaxoBoi obacTy cripasa. [lamueHTka obpaTuiach K
Bpauy. HazHaueHa n mpoBoAmIach CUMIITOMaTIECKAsT
Tepanusi, 0e3 agpdexra. 3aTeM HazHaUeHa pu3noTEpa-
mmust. [ocne okoHYaHus (U3NOTepaTTUK Bpad 3aMeTHIT
yBeJMYEHUE MaxOBbIX JUMPaTUUYeCKuX y3a0B. bosb
B IMaxXy YMEHBIIMWIACh, HO YCUJINIACh B KOJEHHOM
cyctaBe crmpaBa. B siHBape ciaenaH peHTTeHOBCKUI
CHUMOK IIPaBOT0 KOJIEHHOTO CYCTaBa — MATOJIOTUM He
BbISIBIIEHO. bojb TO ucuesana, To MOSBIsJIaCh BHOBb
nocie pu3nueckoil Harpy3ku K Houu. K maio 00jib
cTajia MOCTOSTHHOM, JIOKAJIM30BaJlach B 00JIaCTH JIOHA C
Wppaaraieil B IpaByio HOTY; TTOSIBUIICS OTEK ITPaBOTO
Oenpa u rojieHu. bonbHast o0paTuiach B AETCKYIO 00JIb-
Huiy 29.05.1997 1., roe coeniaH peHTTeHOBCKUI CHUMOK
B/3 mpaBoro Oelpa 1 Taza, 00JIbHYIO KOHCYJIBTUPOBAJ
OHKOJIOT. 3aIl0J03peHa OIMyX0Jib MPaBOil JIOHHOMN KO-
CTU C TIePEeXOJ0M Ha CeNaJIMIIHYI0 KOCTb. bonbHas
HanpasieHa B MPHIIL Ha koHcyaprauuoo. bonbHas
rocrnuraan3upoBaHa B kKinHuky MPHII.

Status localis

bosibHast XOUT C TPYIOM, XpOoMas Ha MpaBylo HOTY.
IIpaBoe 6enpo B B/3 yTOJIIIEHO IO CPABHEHUIO C JIEBHIM
3a CUeT OTeKa, KOXHbIE MMOKPOBbI HampsixkeHbl. [1pu
U3MEPEeHUM OKPYXKHOCTEH B aHaJOTMYHBIX TOUYKAX
OKPY>XKHOCTB TIpaBoro 6eapa OGoJibllle JIEBOTO B B/3 Ha
8 cm. Koxa mpaBoil OJ0BUHBI Ta3a ¢ BhIPAXKEHHBIM
BEHO3HbBIM pUCYHKOM. OmyXoJib ITpaBoii MOJOBUHbI Ta3a
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CapKoMbI KocTeit

MaJIbIIaTOPHO orpeesieTcs Ha 11 cM Bblllie JIoHA B BUJIE
IUIOTHOI'O 0OJIE3HEHHOTo OyrpucTOro 00pa3oBaHUSL.
B npaBoii maxoBoii 001aCcTH NAJIBIUPYIOTCS YBEIUYEH-
HbIe 00JIe3HEHHBIE TUMpaTUUecKue y3ibl. [IBUKeHUS B
MPaBOM Ta300eIPEHHOM CYCTaBe OTPAaHWYEHBI Pe3KOI
00JIe3HEHHOCTBIO 1 OTEKOM, IMPAKTUIECKN HEBO3MOXK-
Hbl. HapymeHna ¢yHKIMs Ta30BbIX OpraHoB. bojabHOM
MpoBeaeHO o0cieToBaHue.

Ha penrrenorpammax kocreit taza ot 06.06.1997 .
OoTMeYaeTcsl OOIIMpHas 30Ha JASCTPYKLIMU B TpaBoit
JIOHHOM M YaCTUYHO B CENATMIITHBIX KOCTSX: B3IYyTHE
noHHoi koctu. KoHTyphl KocTeil coxpaHeHbl. Bbixo-
J1a 00pa3oBaHUs 3a IIpelesibl KOCTU He 0OHapyKeHO

(puc. 1).

Puc. 1. Pentrenorpamma kocteii Ta3za ooabHoii K.H., 14 jer,
06.06.1997 1.

Ha KT Ta3za or 19.06.1997 1. nMeeTcs qeCTPYKILIMST
MpaBoit JOHHOU KocTu. Bokpyr KocTtu onpenensieTcs
MAaCCHUBHBIA MITKOTKAaHHBIA KOMIIOHEHT, KOTOPHIi
pacapocTpaHsIeTCs B MaJlblil Ta3, a CHApYKU OT JIOHHOM
KOCTHM Ha BHYTPEHHIOIO ITOBEPXHOCTh IIpaBOro Oempa.
MSTKOTKaHHBI KOMIIOHEHT CJIMBAETCSI C KOHIJIOME-
paToM YBEIMYEHHBIX JTUM(MOY3JIOB ITaX0OBOM 00JIaCTH,
pasmepoM 11x6x12 cM, KOTOPHII pacIpoCTpaHIeTCs
B TOJIOCTh MaJIOTO Ta3a, CAaBJIMBasl U OTTECHSISI BJIEBO
MOYEBOM ITy3bIPb U TIPSIMYIO KAIIIKY. M BIIIIIBI BHYTPEH-
Hell TOBEpXHOCTU Oe/pa yBeJUUEHbI B 0ObEME, YETKO HE
KOHTYPUPYIOTCS. 3aKIt0ueHue: OIyX0JIb JOHHOI KOCTH
crpaBa ¢ MeTacTaTUYECKUM MOpaXKeHUeM MaxoBbIX, 3a-
MYpaTeIbHbBIX, BHYyTPEHHUX M HAPY>KHBIX ITOIB3AOIIHBIX
mmMdoysnoB (puc. 2). [lomo3peHue Ha BOBJIEUCHUE B
MPOLEeCC MOYEBOTO My3bIpsl. 3aKJIOUUTEbHBIM 3Ta-
nom o0OcJieoBaHusl OblIa TPEMaHOUONCUST OTTYXOJIHU
10.06.1997 . Tuctomornueckoe 3akmoueHne No 8468

Puc. 2. KomnbioTepuas Tomorpamma tasa 6oasnoii K.H.,
19.06.1997 (a0 neuenust)

ot 13.06.1997 r.: capkoma KOwumnra. [1epecMoTp rucro-
Jlormueckux mpemnapaToB 6ombHOM K. H. 06.09.2018 .

B maTepuane omorncum ¢pparMeHTHI 310Ka4eCTBEH-
HOI Me3eHXMMAaJIbHOM OITyXOJIN M3 MEJTKUX OKPYTJIBIX,
¢J1a00 MoJUMOPGHBIX KJIETOK ¢ OKPYTJIBIMU SIpamMu
C HEXHBIM XPOMATUHOM U CKPBITOI 303MHOMUIBHOM
LUTOIJIA3MOMN, OKPYXXKEHHOW HEYETKO OYEPUYEHHOM
MeMOpaHoii. OIyXoJieBble KJIETKHM HE CTPOSIT KAKMX-JT -
00 cTpykTyp. Mopdoaornueckasi KapTuHa CapKOMBbI
IOunra (okpacka reMaTOKCUJIMHOM M 03MHOM, YB. x20)
(puc. 3, 4).

ITpy UMMYHOTUCTOXMMUUYECKOM HUCCJeT0BaHUU
13.07.2018 r. B xyteTkax orryxoJi 6onbHoi K. H. BeIsIBIIC-
Ha nuddy3Has sipkast MeMopaHHas akcrpeccust CD99.
X 20, xapakTepHas 1t capkoMmbl FOunra (puc. 5).
B aBrycre 2018 1. ObUIO BBIIIOTHEHO MOJIEKYJISIPHO-1I1~
ToreHeTnueckoe uccienoBanue (FISH-ananu3) misa
OIpeneseHUsT TUMTUUHBIX MEPEeCcTPOeK, XapaKTepHBIX
st capkoMbl FOuHra. B paGote Gbuta MCIoOb30BaHa

Puc. 3. Tncroaoruvyeckuii mpenapar (OMONCHS OMYXOJH Ta3a)
ooabHoii K.H.
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Puc. 4. Ta xxe onyxo.b, 60;biiee yBeandenne. OKpacka reMaTok-
CHJIMHOM M 303WHOM, YB. x40

Puc. 5. ®oTo npenapaTa ”UMMYHOTHCTOXMMHYECKOTO HCCJIEIOBAHUS
onyxoJu 6obHoit K.H., 14 ner

kommepueckas JIHK-npo6a EWSR1(22q12) Break
(Kreatech, Netherlands) a1st ompeneneHIsI mepecTpoeK
rena EWSR1. ®inyopeciieHTHBIE METKH TIPOTSKEHHO-
cThio mpubam3uTenbHo 760 K6 (kpacHsbrit) n 1200 K6
(3eJIeHBII ) MTOKPBIBAIOT YYACTKH BEITIIEC ¥ HIKE peTHOHA
ql2 xpoMmocomsbl 22. JlaHHas 11po0a ITO3BOJISIET OIIpe-
JIEJISITh TIEPECTPOMKY (TpaHCIOKAIIMN) C BOBIEUYCHUEM
rena EWSR1. Pabora ¢ mpo0oii mpoBoamniach COriacHO
MIPOTOKOITY (PUPMBI-TTIPOM3BOIUTENS.

Bcero 0bL10 MMpoOaHaaIM3UupPOBAHO 26 OMMYXOJIEBBIX
KJIETOK C YeTKMMU CUTHaJIaMU. AOeppPaHTHBIX KJIETOK
(nmeromx nepectpoiiky reHa EWSR1) 66110 06Hapy-
KeHo 10. [1os1s1 KJIETOK OITyXO0JIU, HECYILMX MIEPECTPOIKY
(Tpanciokanuio) reHa EWSR1, cocraBma 38%.

Jleuyenue Ha4aTO C 2-KOMIIOHEHTHOM XUMUOTEPATTH
(XT) BUHKpUCTUHOM U LUKI0ohochaHoM. TTepBblit
Uk B TedyeHue 8 qHei. [Tocne okoHuaHust kypca XT
Hayara JIyJdeBast Tepalisi OITyXOJIHM TIPaBOil TTOJIOBUHBI
Taza v B/3 mpaBoro 6epa. bbl1 MCob30BaH MPUHLIUIT
OyCTUPOBAaHUS TI0JIeiT OOJTyUYeHUSI, YTOObI YMEHBIIUTh

JTy4eBYIO HATPy3KY Ha OKPYKAIOIIIHE OITYyXOJTb 3I0POBBIE
TKAHU ¥ COOTBETCTBEHHO YMEHBIITUTD CTENTEHb JTYYEBBIX
TMOBPEXIECHWN MSITKIUX TKaHE! U BHYTPEHHUX OPraHOB
ta3a. ObIydeHure ITpaBoii TOJIOBUHEI Ta3a ITPOBOIMIIH C
JIBYX ITPOTUBOJIEXKAIINX MToJIei pazmepoM 20x13 cm 5 pa3
B Hezelo, pa3oBoii ouaroBoii fo3oii (POJI) 2 Ip. Korna
cymMapHasi ouyaroBas no3a (COJl) Ha Ta3 cocTaBuja
40 I'p 1 KIMHUYECKU OTMEUYEHO 3HAYUTETbHOE YMEHb-
IIeHWE OITyXOJIN, TIPOBeeHO Y3-uccieI0oBaHNe Ta3a.
HMMenock yMeHbIIIEHHE MATKOTKAHHOTO OITyX0JIEBOTO
KOMITOHEHTa, B COOTBETCTBUM C UeM IMOJsI 00Jyue-
HUS TaKKe YMeHbIIeHbI. JIydeByo Teparnuio omyxou
MPOIOJIKIIM ¢ YMeHbIIeHHBIX noseir 1o COJl 56 Ip
Ha ontyxoJib. COJI Ha tnMdaThIecKKe Y3/Ibl COCTaBM -
na 40 Ip. B mpolecce neyeHUsT COCTOSIHUE OOIBHOM
3HAYMTEJbHO YIYUYILIMIOCH: Ucye3a 00Jb B Ta300e-
JPEHHOM CyCTaBe, BOCCTAHOBUJIOCH CAMOCTOSITE/Ib-
Hoe MoueucnyckaHue. KoHTpoibHOe obOcienoBaHue
GOJIBHOI TTOCJIe JIeueHUsT (puc. 6).

Puc. 6. KomnbioTepuas TomorpamMma ta3za oosbhoii K.H. mocie
nedenns 30.07.1997 r.

Ha cepum KT Ttasza 6oapnoit K.H., 14 xer, or
30.07.1997 1. oTMeuaeTCsl 3HAaUUTEIbHOE YMEHbBIIICHUE
BHEKOCTHOTO KOMITOHEHTA OIyxoJiu. YacTUUHO BoccTa-
HOBJICH KOHTYp ITPaBoii TOHHO KOCTH.

I[Ipu KOHTpPOJBHOU peHTreHorpa¢uu opraHoB
TPYIHON MOJIOCTU 3aMOI03PEHO HATUYNE METKUX Me-
TacTa30B B 000UX JIerKMX. PeKoMeHI0BaHO TUHAMUYE-
ckoe HaboaeHre. boibHast BeINMcaHa U3 OTACICHUS
01.08.1997 r.

KoHTtponbHoe obcnegoBanue 6oabHoi 07.10.1997 1.
Brinonnena KT opraHoB rpygHoOi#i MOJOCTH.
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Ha KT rpyanoit kinetku 07.10.1997 1. B Hagnuacdpar-
MaJbHOM OTAejIe S4 MpaBoro Jerkoro CyoIrjieBpajbHO
oIpeesIsIeTCsT oyaroBoe oopaszoBaHue 10 15 mm. dpyrux
00pa3oBaHUI B JIETKMX HE BbISIBJIEHO (puUC. 7).

Puc. 7. KoMnbloTepHasi ToMOrpaMMa OpraHoB IpyAHOii MOJIOCTH
oosbHOI K. H. 1o nevenus

BosbHas rocnuTaan3npoBaHa B paauoIoTHYECKOe
OTJeJICHNE TSI TIPOAOJDKeHUS ieueHus . [IpoBeneHo
KOMOWHUMpPOBAHHOE JicdeHHe: 4-i1 MUK ABYXKOM-
MMOHEHTHOW XMMUOTEePAITu BUHKPUCTUHOM U IIN-
kiopochanom. JucTaHLIMOHHAS JIydeBasl Tepamus
IIpaBoOro Jerkoro TotajabHo 2 Ip 5 pa3 B Hexello,
CO/l 20 Ip. JlokanbHO IBYKpaTHO OOJIydeHME 30HBI
MeTacTa3a B pa3oBoit mo3e 5 Ip ¢ mHTepBajgoMm 48 4.
YKpyImHeHHYIO 103y ACJWIN Ha ABe (ppakuuu (1o
2,5 Ip c uHTEpBaoM 4—5 U MexX 1y (ppakUUIMU), YTO
coctaBusio COJI 20 I'p ToransHo, 30 Ip 10KaIBHO HA
30HYy MeTacTa3a. [locie oKoHYaHUS JIeYeHUS TTPaBO-
TO JIETKOTO TPOBEICHO KPYITHOIIOJbHOE OOIydeHHUE
JneBoro jerkoro npodunakrudecku COJIL 20 Ip (mmo
2 Ip 5 pa3 B Hexenw). KoHTposibHOE oOciienoBaHue
GOJILHOI TIOCTIe JICUCHMS.

(®oTorpaduu MyoIMKYIOTCS C COITIACHS MTALIMEHTKI
¥ ee MaTepH U MyXKa.)

Ha cepum KT opraHoB rpyaqHOU MOTOCTA OTMeE-
YyaeTcsl 3HAYMTEeIbHOEe YMEHBIIeHHe 00pa3oBaHUs B
HagaMacdparMaaibHOM oTaesne S4 MpaBoro JIerkoro 10
0,5 cM (paHee oHo ObLIO 1,5 cm). [Ipyrux oopazoBaHUi
B TPYAHOI MOJOCTU He onpeaesieTcs (puc. 8).

BonbpHOI 3aKOHYEHO JIeYeHUEe MO MpoTrpaMMe.
KoHTpobHOE 06ciIe0BaHKe IMPOBOAIIOCH B KIIMHUKE
MPHII exeronHo (puc. 9, 10).

Ha cepuu CKT opraHoB rpyaHoli MOJOCTH TIpU
cpaBHeHuu ¢ gaHHbiMU oT 10.08.2013 r. kapTuHa 06e3
JHaMUKU. O4aroBbIX WJIK HHOWIBETPATUBHBIX 00pa30-
BaHWIA B JISTOYHOM TKAHW 0OOMX JIETKHMX HE BEISIBIICHO.
[1pocBeTHI Tpaxeu, ITaBHBIX, JOJEBBIX M CETMEHTapHBIX
OPOHXOB He M3MEHEHBI. YBEJIMUECHHBIX JI/Y3JI0B B Cpe-

Puc. 8. KomnbioTepHas ToMorpaMmMa OpraHoB IPyIHOil MOJIOCTH
oombHoi K.H. noce nevennst

&

Puc. 9. CKT opranos rpyanoii nooctu K.H., 08.06.2015 1. (uepe3
8 Jer nmocie evyeHus)

JIOCTEHMHU He orpenessieTcs. 2KMIKOCTH B TIeBpaTbHBIX
TOJIOCTSIX HET.

KonTtposbHOe obciaeqoBaHue yepes 15 net mocie
OKOHYaHMUs JeyeHus. [lalmeHTKa OKOHUMIA Meau-
HuHckoe yuunuie. Padotaet. B 2012 1. BbIlLIa 3aMyK.
ITpuexana Ha ouepeaIHOE KOHTPOJbHOE 00CIeIOBaHNE.
bepemeHHOCTh 5 Hen. M3-3a 01TacCHOCTH IPOIrpeccUpo-
BaHUsI OITYyXOJIEBOTO Tpollecca peKOMEHI0BaHO Oepe-
MEHHOCTb IPepBaTh.

Asryct 2014 r. [TauueHTKa npuexaia B KIMHUKY
MPHII. IToBTopHast 6epeMeHHOCTh. CpoK OepeMeH-
HOCTHU He 3HaeT. Omacasich BO3MOXXHOCTH ITOBTOPHOTO
MpepbeIBaHUs 0€peMEHHOCTH, MallMeHTKa KEeHCKYIO
KOHCYJIbTaIIMIO He moceliana. TBepmoe perieHue po-
JIUTh peOeHKa... Jaxe LIeHOM COOCTBEHHOM KU3HU.
INamumenTky oobcnenoBanu. [IpoBeneHo yabTpa3ByKoOBOE

38

CapKOMBI KOCTel, MATKUX TKaHe# 1 oImyxoau Koxku Ne 1-2019



Capkoma KOunra kocreii Taza. JlutepatypHas cripaBa U KIMHUYECKOE HaOIIOIECHKE

Puc. 10. ®oto nanuentku K. H. yepe3s 8 net noce aevenns. Mme-
eTcs runoTpodus MbIIII] MPABOro Oeapa Mmocje Jy4eBOoil Tepaniu.
IMauuentke 22 rona

ucciaenoBanue. Bee Obu1o B mopsake. Ilinox coot-
BETCTBOBaJ CpoKy OepeMeHHOcTU 32 Hena. IlaToso-
TMYECKUX OTKJIOHCHMI HE BBISIBIEHO, TEM HE MeHee
MallMeHTKY HaIllpaBWIM Ha KOHCYJIBTALIMI0 B MOCKBY
B MHCTUTYT aKylIepcTBa U TMHEKOJIOTUHY B OTIETICHUE
TaTOJIOTHH, TIe OHA HAXOAMIACh IO HaOI0IeHUEM B
teueHue 4 Hen (puc. 11).

14 nexka6ps 2014 r. manyeHTKe BBINOJIHEHO KeCAPEBO
ceuenre. Ha cBeT mosiBHiICS MaJbYMK MACCO# TeJa 2 KT
700 r, poctom 50 cm (puc. 12, 13)!

Puc. 11. ®oro K.H. 2014 r., 17 net nocie revennsi, nanueHTke 31
roa. bepemennocts 32 Hen

O0cyxknenue

Bricokast 310KauecTBEeHHOCTh capKoMbl FOuHra
KOCTell Ta3a 00yCJOBJIeHA paHHUM IeMaTOTeHHBIM
MeTacTa3upoBaHUEM OIMYXOJM B JIETKHE; 9TO CTaJo
OCHOBaHHUEM IIJIs1 pa3pabOTKM METOMa BO3ACHCTBUS Ha
MUKpPOMETAcTa3bl y 00JIbHBIX TIOKATN30BaHHOM (hOpMOii

Puc. 13. ®oto nanmentku K. H ¢ cbiHom, anpess 2016 1.

3a00JieBaHUSI — MPEBEHTUBHOTO OOJIy4YeHUsI 000UX
JIETKUX C MPOMUIAKTUIECKOM 1eabto. CornacHo aaH-
HBIM JIUTePaTyPhl, © METOIUKH, ¥ JO3bI, M PE3YJBTaThI
NpodUIaKTUIECKOTO O0JYyUeHUs JerKUX pa3UudHBbl.
Tak, Abbatucci 1 coaBrt. [9] 0061yYeHUE JIETKUX C TIPO-
(bnnakTUeckoil 11eJ1bIo MPOBOAWIN Yepe3 ABa OOJIbILINX
MPOTUBOJIEKAIIMX MO 0€3 3alUThl CPEIOCTEHUSI.
Paccrosinue ncrounuk — koxa (PMK) = 80 cm. COJ]
15 Tp noaBoauu 3a 4 ppakunu (o 3,75 Ip) B TeueHue
7 nueii. JleueHne 60IbHBIE IEPEHOCUIIN YIOBIETBOPH-
TeJIbHO; (PYHKIIMOHATbHbBIE MOKAa3aTen JIETKUX MOCJIe
00yueHus He cTpafanu. McciaenoBarean Mpeanonoxu-
JIM, 4TO IIPU TaKOW METOAMKE OOJy4eHUsI MOTYT OBITh
noBpexaeHbl 6ojee 30% MOKIMHUYECKUX METACTA30B
B Jierkue. KpyrnHormnoiabHoe 00ydyeHHue Jerkux ¢ mpo-
(brnakTUYECKOM LEbI0 ObLIO BKIIOUEHO B TPOTpaMMy
KOMOWHUPOBAHHOTO JieyeHUs1 JoKaniuzoBaHHoit CHO
B MEXTPYIIIOBOM M3ydyeHMU capkoMbl FOunra. B pe-
3yJbTate KomouHupoBaHHoro jedeHus ¢ ITOJI COJL
12 Tp nostydyeHbl BBICOKHE MMOKa3aTe 1 BbIXKMBAEMOCTHU
0OJILHBIX B OJIMKali1IMe CPOKU, KOTOPbIe CHUBUIIMCH K
5 ronam HabMrOaeHUs: 2-JIETHSISI BBDKMBaeMoOCTh 86%
GOJIBHBIX K 5 TofaM HaboaeHus coctasuia 44% [10];
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1-eTHsSIS BEDKMBaeMocTh 70% cHU3MIACh K 5 Tomam
Habmonenus 10 39% [11]. BeposTHee Bcero, 3T0 MOKHO
OOBSICHUTB HETOCTATOYHOCTBIO CYMMAapHOIA 103kl 00JTY-
YEHMSI, KOT/1a Cy0JieTallbHO MOBPEKIEHHBIC OITyX0JIeBbIC
KJIETKU B pe3yJIbTaTe Peromy sy IMPoaoKaoT POCT
omnyxosu [8]. YuutsiBast 310, Mbl yBeauuuau CO/l no
20 Ip Ha kaxmnoe nerkoe [12]. ITosyyeHHBIE pPe3yab-
TaThl aHAJIOTUYHOTO XUMHUOJy4YeBoro jeueHus ¢ [1OJI
MOJATBEPXKIAIOT MPAaBUIbHOCTb BHIOpAaHHON TaKTUKMU.
[1pu ynoBieTBOPUTEIBLHON MTEPEHOCUMOCTU KPYITHO-
MOJIBHOTO OOJIlydeHMUSsI JITKUX ¢ MpOo(UIaKTUIeCKON
LIEJIBIO U OTCYTCTBUY OCJIOKHEHUI B JIETKUX MOJy4YeH
BBIPAXXEHHBIN MOJIOKUTEIbHBIN 3(PPEKT: OTCYyTCTBUE
METAcTa30B y BCEX MPOJICYEHHBIX 00JIbHBIX. bycTHpo-
BaHMeE ToJIeli MpU 00JIyYeHU U OITyXO0JIM Ta3a y 00JbHOM
MMO3BOJIMII TPEAYTPEANUTD JTIyUeBbIC TTOBPEXKIASHUS MSIT-
KMX TKaHeil 1 BHYTPEHHUX OpraHoOB Ta3a, Ojaroaapsi
yeMy MalMeHTKa CMOIJIa BBIHOCUTb OEPEMEHHOCTh U
POAUTH 3I0POBOTO MOJHOLIEHHOTO pedeHKa. B HacTo-
silee BpeMsl MaJbuuKy 4 roja.

HNudopmaims 006 nCTOYHUKAX (PUHAHCHMPOBAHUS
DuHaHCOBOM MOAIEPKKU B HACTOSIIIEN CTaThe HE OBLIO.

KoHaukT nuTepecon
ABTOPBI 3aBJISIOT 00 OTCYTCTBUY KOH(MIMKTAa MUHTEPECOB.

YuacTtue aBTOpOB

» JleueHue 6oabHBIX capkoMoil FOuHra KocTteii Taza —
B.H. XMeneBckasl.

» Konuenuug n qu3aifd uccaenosanusa — B.H. XMmenes-
cKasl.

» PaGora Han niutepatypoit — B.H. XmeneBckas.

+ [1cToNMOrMYecKre, UMMYHOTHCTOXUMITIECKOE UCCITEI0-
Banue — E.W. KynpusiHoBa.

* Bumonnenune FISH-anann3a — B.B. llenenko.

* Hanucanue tekcra — B.H. XMeneBckas.
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PELVIC EWING’S SARCOMA
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SKCIEPTU3BI, CTAPIINIA HAYYHbIA COTPYIHUK

JlonoiHuTEIbHBIE YTBEPKIEHNUS

ABTODBI COTJIaCHBI Ha MYyOJMKAIMIO MpeacTaBIeHHON
paboTHI.

ABTOpPHI YTBEP:KAAIOT, YTO JTaHHASI PYKOITMCh B HACTOSI-
1ee BpeMsI He TIpecTaBiIeHa Ul MyOJIMKaIlUU B IPyTUe
MU30aHUS U He ObLTa MPUHSTA IUIs1 MyOJMKALUU B IPYTUX
U3IAHUSIX.

(Literary reference. The clinical case: long-term follow-up of treated pelvic
Ewing’s sarcoma with metastases in regional lymph nodes and lung)

Hmelevskaya V.N., Kupriyanova E.I., Tsepenko V.V.

A.F. Tsyb Medical Radiological Research Center — Branch of the Federal State Budget Institution «National
Medical Research Center of Radiology» of the Health Ministry of the Russian Federation;

4, Koroliova str., Obninsk, 249036, Russia

Key words: Ewing’s sarcoma, pelvic bones, combined treatment, radiation therapy, chemotherapy. preventive exposure of

the lungs

One of the characteristics of pelvic Ewing’s sarcoma is its ability to spread to healthy pelvic bones. Pelvic Ewing’s sarcoma is
generally a late diagnosis due to lack of pathognomonic signs and symptoms. The majority of diagnosed cases are advanced
with big size of tumor spread to two or even three pelvic bones often with distant metastases. Most patients are treated with
chemoradiotherapy: half of pelvis is exposed to radiation with total radiation dose of 55—60 Gy which leads to severe radi-
ation injuries of soft tissues and pelvic bones. Radiation boost led to significant decrease of radiation injuries. Due to high
frequency of lung metastases preventive wide-field radiation therapy is used although treatment with total radiation dose of
12 Gy didn’t lead to long-term result improvement. Increase to 20 Gy resulted in total absence of lung metastases which
significantly improved long-term results, 10-year survival rate was 62.5%. In the paper we provide information of modern

treatment methods and report clinical case.
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