PI'BY «Poccuiickas aerckas KJINHH4YecKas 0oanHuna» M3 P®.

DHKII nerckoi reMaTojIoruu, OHKOJOru 1 MMMYyHoJsiorun um. /1. Porauesa M3 P®.

KHCTO3HBbIC MOPAKCHHUA KOCTCH

Poroxxun /IMmurpuun Bukroposuu.




Kucro3Hbie mopakeHust Kocren

v AHEeBpH3MAJILHAS KOCTHASI KHCTA
v IIpocTasi KOCTHASI KHCTA
v  BHYTPHKOCTHBI raHIJIHOH

v UHK/II03HOHHAS DITHIEPMOMTHAS
KHCTA

v TearaHrmdKTaTu4ecKas 0CTe0CapKoMa



AHeBpu3MaibHasA KocTHasA kucra (AKK)

JIOKaJIbHO 1eCTPYKTUBHOE J00POKAYECTBEHHOE HEOIIACTHYECKOE
MOpaKeHHue KOCTH, COCTOSIIee M3 MHOKECTBA KUCTO3HBIX MOJOCTEH,
3aM0JHEHHbIX KPOBbIO™.

v' B cTpyKTYpe Beex HoBooOpa3oBanmii kocteit Ha AKK nmpuxoaures ot 1% 10 9,1%

v' AKK mo:xeT HA01I01aThCSI BO BCEX BO3PACTHBIX NMEPHOIAX, OTHAKO, HAH00JIee YaCTO
BCTpeuyaercs y Aereil 1 noaApocTKOB (10 80%), HeCKOJIBbKO peike BCTPEYaeTcs y
JAeTeHd B BO3pacre MJaalie S Jjer

v' AKK uaine Bo3HHKaeT B MeTau3apHOii 30He JUIMHHBIX TPYOUATHIX KOCTEH
(0enpennasi, 00JbIICOEPLIOBAS U IJICUEBAsi KOCTH), cocTaBisda 50-60%. Hepeako
MOKHO BCTPETUTH MOPAKEHUE 3aJHUX IJIEMEHTOB M03BOHKOB (20-30%)

v’ Ilpu nuToreHeTu4YeckoM ucciaenopanuu as neppuunoii AKK B 70% ciayuaen
xapakrTepHo o0Hapy:xkeHue t(16;17) ¢ nepecrpoiikoit USP6 (TRE2 or TRE17) rena
(fusion genes)

*Christopher D.M. Fletcher, Julia A. Bridge, Pancras C.W. Hogendoorn, Fredrik Mertens. WHO
Classification of Tumors of Soft Tissue and Bone. 4t Edition, 2013. P. 302-304, P. 281-296.




AKK

IlepBuuHas

BropuuHnas

v 50 -70%
v' HeT npH3HAKOB MHOi OIYX0JIH

v Ectb nepecrpoiika rena USP6 (70%)

v 30-50%

v’ DJjieMeHT B CTPYKType APYroii
OIYXOJIH

v" Her nepectpoiiku rena USP6




AHeBpu3MaJibHasA KocTHasA kucra (AKK)
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AKK, ayyeBasi AMarHOCTHKA

v' Mertadu3apHoe nmopaxkeHue

v’ DKCHEHTPHYECKHUI JUTHYECKHI 0var,
KaK NPaBUJI0, PACIIPOCTPAHAOLIMMCS
32 HOPMAJIbHbIC AHATOMUYECKHE
IPAHUIBI KOCTH

v' UcToHYeHHE KOPTHKAJILHOIO CJ1051

v Yaaercst mpocaeauTh
CKJICPOTHYECCKU U
«00010K» (TEePUOCTAIBHAN PEAKIUA)

v' CenTHPOBAHHOCTH 00PA30BAHUS,
«MBUILHBIE MY3bIPH»




AKK, MPT (T2)




AKK, rucrojiornyeckoe Mccjie10BaHue
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JAuddepeHuunajibHasg TMArHOCTUKA

TedaHrvIKTAaTHYECKAS ocTeoCapkromMa.

v ArpeccHBHBIE PEHTTEHOJIOTHUECKHIE XaPaKTEPUCTHKH

v OueHb OXO0XKH IIPH MAjIOM YBEIMUCHUH

v' TIpu3HaKM BEIPAXKEHHOM KIIETOYHOM aTHITHN

v' BBICOKass MUTOTHYECKAst aKTHBHOCTH ¢ TIPE00IIalaHueM aTHITHIECKUX POopM
v Yarie npoayKIus 0CTeon1a MeHee Belpaxkena, ueM B AKK

I'KPI:

v YearoCcTH ¥ KOCTH Ueperna
v" Her nepectpoiiku rena USP6

Bropuuynas AKK:
v OOHapYKHUBAETCS «IEPBUIHASN OIIYXOJIb
v Her nepecrpoiiku rena USP6




Kucro3Hbie mopakeHust Kocren

v' AHeBpH3MAJILHASI KOCTHAasI KHCTA
v IIpocTasi KOCTHASI KHCTA
v  BHYTPHKOCTHBI raHIJIHOH

v UHK/II03HOHHAS DITHIEPMOMTHAS
KHCTA

v TearaHrmdKTaTu4ecKas 0CTe0CapKoMa




IIpocTrast KOCTHAsI KHCTA

NuaTpamenyuisipHoe, 00bIYHO OJJHOKAMEPHOE, KHCTO3HOE 00pa3oBaHue
KOCTH BBICTIIAHHOE (pUOPO3HOI MeMOPAHOU U 3aIMOJTHEHHOE CePO3HOH
KUTKOCThIO

CooTHolIeHHE MAJTBLYNKH/1eBOUYKH 3:1

IIpumepno 80% nanuentos g0 20 jger

MozxeT BO3HUKATH B JII000# KOCTH, HAan0o0JIee 4aCTO MPOKCUMAJIBbHO B
miedeBou Koctu (50%), npokcuMaJIbHO B OeipeHHON KOCTH (25%) n
MPOKCUMAJILHO B 00/1b111E0EPLOBOIl KOCTH




IIpocTass KOCTHAsA KHCTA
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IIpocrast KOCTHAsI KHCTA




HpOCTaH KOCTHadA KUCTA, THCTOJIOI'NICCKOC HUCCIICAOBAHUC

H&E, scan | H&E, scan




Ilpocrasi kocTHass KMCTA, AU epeHIInAIbHASA
AUATHOCTHKA

AKK:

v Onyxojb «B3IyBaeT» KOCTh

v" Yaine BLIpaKeHHAas CENTUPOBAHHOCTE
v Colep>KUT KPOBb

v Tlepectpoiika rera USP6

BHYTPUKOCTHBIA IF'AHIJIMOH:

v' B3pocibie MarueHThl
v’ CyOxoHIpabHas JIOKAIN3alns

Dudpo3HaAA TUCILIIAZUS:

v' CoIepIKUT KOCTHBIM MaTPUKC (PEHTIEH)




Kucro3Hbie mopakeHust Kocren

v' AHeBpH3MAJILHASI KOCTHAasI KHCTA
v IIpocTasi KOCTHASI KHCTA
v  BHYTPHKOCTHBI raHIJIHOH

v UHK/II03HOHHAS DITHIEPMOMTHAS
KHCTA

v TearaHrmdKTaTu4ecKas 0CTe0CapKoMa




BHYTPMKOCTHBIN FAHIVIMOH

HeomnyxojieBoe nceBIOKUCTO3HOE 00pa3oBaHue ¢ GUOPO3HOHM CTEHKOIM,
BO3HHUKAWIIEEe B CYOXOHApPAJbHBIX 00J1aCTAX KOCTH, 3aIl0JHEHHOE
MYKOM/IHOH KUAKOCTHIO

v' Yaie ABJAETCHA COYYANHONH HAXOIAKOM, HET KIHHHYECKHX
MPOsIBJICHUM

v' Bcerpeuaercest y B3pOCJbIX

v’ Jlokajam3anus: OeapeHHass u 00JbIe0epoBasi KOCcTh (00J1aCTh
KOJIEHHOTI'0 CyCTaBa), Imjie4eBasi KOCTh, KOCTH KUCTH

v' B 00JbIIMHCTBE CJ1y4aeB He TpelyeT JieueHus (Ha0 roaeHne)

v' IIpHu cTOHKHX 00JIEBBIX OINYIIEHHAX KIOPETTAMK




BHYTPHUKOCTHBIA F'AHIVIMOH, JIY4YeBasd TUNATHOCTUKA




I ucroadornueckoe uccjaeaI0BaHnue

H&E, scan




BHYTPMKOCTHBIA I'aHIJINOH,
nupdepeHMATIBHAS TUATHOCTHKA

CyOxoHapajbHasi KUCTA:

v’ AccouuupoBaHa ¢ JereHepaTiBHBIMH
M3MEHEHUSAMHM CYCTAaBHOIO XA

IIpocrast kocTHas KUCTA:

v’ Yame y JeTeil ¥ MOIpPOCTKOB
v MeTadussl JUIMHHBIX TPYOUYaAThIX KOCTEH




Kucro3Hbie mopakeHust Kocren

v' AHeBpH3MAJILHASI KOCTHAasI KHCTA
v IIpocTasi KOCTHASI KHCTA
v  BHYTPHKOCTHBI raHIJIHOH

v UHKJII03HOHHAS DIHIePMAJIbLHA
KHUCTA

v TearaHrmdKTaTu4ecKas 0CTe0CapKoMa




NHKII03M0OHHAA STTHACPMAJIbHAS KHCTA

Kucro3zHoe o0pa3soBaHHe KOCTH, BBICTJIAHHOE MHOTIOCJIOMHBIM
IJIOCKMM OPOr0BEBAIOIIUM IUTEIHEM

v' B 3THO0JIOrMH PACCMATPHBAETCS POJIb TPABMBbI ¢ MOCIeAY IOl
HMILIAHTAUEH JMUTEINS B KOCTHYIO TKAHb

v' Yame BcTpedaercs y B3pOCabIX
v JlokajJu3anms: KOCTH aKPAJLHOI0 cKejieTa (MaJbIbl) U YepeI
v KJIMHHYECKH B YaCTH CJIYy4YaeB MPOTEKAET AaCHMIITOMHO

v’ IlaTo0ruyecKuii mepesioM B peIKHX CAy4asx




NHKII03M0OHHAA STTHACPMAJIbHAS KHCTA




HNuxkaro3uoHHas IMUACPMAJIbHAA KHCTA




NHKII03M0OHHAA SNTHAePMAJIbHAS KHUCTA,
nupdepeHMATIBHAS TUATHOCTHKA

JHXOHApPOMA:

v' B GOJIBIIMHCTBE CIy4YaeB PasinyuM
XPAILEBOM MAaTPUKC PEHTIEHOIOIHYECKH
v" COOTBETCTBYIOMIAST MOP(OIOTHSI

I'KPI:

v YenmocTH U KOCTH Yepera
v" COOTBETCTBYIOMIAST MOP(OIOTHSI




Kucro3Hbie mopakeHust Kocren

v' AHeBpH3MAJILHASI KOCTHAasI KHCTA
v IIpocTasi KOCTHASI KHCTA
v  BHYTPHKOCTHBI raHIJIHOH

v UHKII03MOHHAS dIIHAepMAaJIbHAast
KHCTA

v TearaHrmdKTaTu4yeckas 0CTeocapKoMa




Temanrmykrarnyeckas oCcTeocapKkoMa

3aokadecrBennast (high-grade) ocreouma (KocTbh)-
o0pa3ywimasi ONnyxoJb, XapaKTepU3YHIIasicd HaJu4YueM
00JIBIIOT0 KOJIMY€eCTBA MOJI0CTEN, 3aI0JIHEHHBIX KPOBbIO

v Berpeuaetest peako, coctaBiasieT MeHee 4% Bcex
0CTE0CAPKOM

v Yamie Ha 2-i JeKaae JKu3HH
v’ Tengepuoe coornomenue 1,5:1 B moJb3y MysKCKOro 1moJia

v Ka1uHHYecKHe MPosiBJICHUS AaHAJTOTHYHBI TAKOBBIM MPH
KJIACCHUYECKOM 0CTeoCapKoMe

v' TlaTtojioruyeckue nmepeaoMel B 25% ciyuaen



TesaHrmdIKTaTHYECKAA 0CTEOCAPKOMA, JOKAJIU3 AU

A TIe v nTornmw T LA
PORIS OSSIVvM
UM CANTERIOR |
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Yame nopaxanwrcsa Merapusbl JJIMHHBIX
TPYO4aThIX KOCTEH:

v’ JlucTalbHbli MeTadu3 GeIpeHHoil KocTH

(42%)

v' IIpokcuMaIbHbIi 00JbIIE0EPIOBOI KOCTH
(17%)

v' TIpoxcuMAaNbLHBII 1ed4eBoii kKocTH (9%)

v' TIpoxcumanbHbIii 0eapennoi koctu (9%)*

*Christopher D.M. Fletcher, Julia A. Bridge, Pancras C.W. Hogendoorn, g
Fredrik Mertens. WHO Classification of Tumors of Soft Tissue and Bone. ®

4 Edition, 2013. P. 289-290. f *




Teaanrmxraruyeckas 0CTE0CapKoOMa,
JydyeBasi TMarHOCTHKA

v’ TIpeo0aagaeT JUTHYECKHIH KOMIIOHEHT
v' I1;10X0 OrpaHu4YeHa
v Het nepudokajabHoii 30HbI CKJI€pP03a

v' MaccCuBHBII MATKOTKAHHBII
KOMIIOHECHT

v MosKeT BCTPeYaThCcsl TAK HA3bIBaeMblii
«00akoBUAHBIN» narTepH (cloud-like)

U3-32 HEPABHOMEPHOM OCCHPUKALUU

v BoBJieueHMe B MATOJJOTrHYeCKui
NMPOoLECC POCTKOBOM NJIACTUHKH Y JeTel
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I'ucrosiornueckoe uccjieroBaHnue
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I'ucrosiornueckoe uccjieroBaHnue
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I'ucrosiornueckoe uccjaea0BaHue

KaruyeBbie MOMEHTDI:

v IleTpajbHoe mopakeHHe

v’ JINTHYECKHUH arpecCUBHbII KOMIIOHEHT

v' IIpH rECTOIOrHYECKOM HCCJIeJOBAHNI
MHOKeCTBEHHbIE 1M010CcTH, high-grade

JAuddepeHnnajbHasg TMATHOCTHKA:

v' Knaccuueckasi ocreocapkoma
v' AHeBpH3MAaJIbHAsi KOCTHAsI KHCTA!




PI'BY «Poccuiickas aerckas KJINHH4YecKas 0oanHuna» M3 P®.

DHKII nerckoi reMaTojIoruu, OHKOJOru 1 MMMYyHoJsiorun um. /1. Porauesa M3 P®.

Cnoacu6o 3a BanuManue!

Poroxun /IMmutpuin BukropoBuu




