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ILneBponyiabMoHaabHas 0j1acroma (I111b)

PECAKO BCTPCHAKOIICCCH 3JIOKQYECTBCHHOC HOBOOﬁpa?.OBaHI/Ie n3
HJIeBpOHyJIbMOHaHbHOﬁ ME3CHXMUMBI.

CUHOHUMBI: NYTbMOHANILHAA O1ACOMA, PAOOOMUOCAPKOMA U3 AOEHOMAMO3HO20
NOpPOKa J1ecKUX, Ny1bMOHAIbHASL OIACMOMA 8 COYeMAaHUU C NOTUKUCTNO30M Te2KUX,
310KAYeCMBEHHASL ME3EHXUMOMA 80 8POHCOEHHOU Kucme u op.

PaccmaTpuBaloT Kak MyJbMOHAJIbHBINA aHaJI0T 00JIee pacpOoCTPAaHEHHBIX JETCKUX
pa3BUBAIOIIMXCS ~ HOBOOOpa3OBaHUM, TakKMX Kak  oOMOyXxojib  BuibMca,
remarodyiactoma, HeHpoOiacToma, SMOpUOHAIbHAS  padgoMuOcapkoMa Mo
MeyJu1001acTOMA.

ITI1b paccmaTpuBaiM Kak JIETCKUH BapHaHT JerouyHoi Omactomel, HO J.Manivel ¢
COaBTOpaMu MOKAa3aJIM, 4YTO O3TO YUCTO ME3CHXHMaJllbHasg OIyXOJb,
pa3BHBAIOIIASCA, Kak MW JIeroyHas OjactoMa, U3  MEPCUCTUPYIOIICH
MMHEBMOHUOTEHHOW OJIACTOMBI, M BBIJICJIMIIM €€ U3 TPYMIIbI JIETOYHOM OJIACTOMBI.

[IposiBIIIeTCS B paHHEM JIETCTBE, Y IE€TEU MJIaIe 6 JIET.

Exeronno B mupe guarnocrupyercs 70-110 ciyqaes I1I1b



PADIATRISCHE ONKOLOGIE

GESEULSCHAFT FUR

UND HAMATOLOCGIE

RMS like

Rhabdomyosarcoma

* Embryonal

» Alveolar
Synovial Sarcoma
EES/pPNET
Undifferentiated Sarcoma

rezaEs

CWS Classification

* Not

RMS-like

Angiomatoid fibrous histiocytoma (AFH)

Alveolar soft part sarcoma (ASPS)

Clear cell sarcoma (CCS)

Desmoplastic small and round cell tumour (DSRCT)

Extraskeletal chondrosarcoma (ECS; including mesenchymal (MesCS) and myxoid
chondrosarcoma (MyxCS))**

Epithelioid sarcoma (ES)

Embryonal sarcoma of the liver (ESL) (should be treated as RMS)
Endometrial stromal sarcoma (ESS)

Fibrosarcoma (FS)

Giant cell tumour, extraosseous (GCT)

Inflammatory myofibroblastic tumour (IMFT) and sarcoma (IMFS)
Low grade fibromyxoid sarcoma (LGFMS)

Leiomyosarcoma (LMS)

Liposarcoma (LPS)

Myofibroblastic sarcoma (MFS)

Malignant fibrous histiocytoma (MFH)

Malignant mesenchymal tumour (MMM)

Malignant peripheral nerve sheath tumour (MPNST; also neurofibrosarcoma (NFS) or
malignant schwannoma)**

Malignant rhabdoid tumour (MRT)

Myxofibrosarcoma (MY X)

Plexiform fibrohistiocytic tumour (PFT)

Pleuropulmonary blastoma (PPB)

Pigmented neuroectodermal tumour of childhood (Retina Anlage Tumor, RAT)

Vascular tumours (VS), such as hemangioendothelioma (HE), hemangiopericytoma
(HP), angiosarcoma (AS)

Infantile fibrosarcoma
Myo-/Fibromatoses




[II16 Tam | |

* 3alO0JHEHHOE BO3AYXOM
HOJIHOCTBIO KUCTO3HOE
HOBOOOpa30BaHUE , BO3HUKAIOLIEE
B niepuQepruyecKoil IErouHoi
napeHXUMe WIH BUCLIEPATIbHOM
IUIEBPE.

* Cpennuii Bo3pact
nuarHoctupoBanus 10 mecses.

* [Tpu MakpockonmyeckoM
UCCJIEIOBAaHUU KUCTO3HAS
ctpyktypa I1I1b | Tuna moxer
BBITJISIZIETh KaK OJJTHOKUCTO3HOE
obOpaszoBaHue, HO
MHUKPOCKOMTUYECKH UMEET
XapaKTEPHYIO MHOTOKaMEPHYIO
APXUTEKTYPY C TOHKHUMHU
MepPEropoaKaMu Mpy MajioM
YBETUYCHHH.

Kiaaccndpukanusa

* KHCTO3HOE U COJUTHOE
HOBOOOPA30BaHHUE .

» Kucro3nsle yacTu naeHTUYHSI |
tuny I1I1b.

» ConuaHbI€ AIEMEHTHI
HPEJCTABISAIOT COOON arpecCUBHYIO
CapKOMy CMEILIAHHOTO THUIIA.
OOBIYHO OHA TAK)KE€ BO3HHUKAET B
nepudepuyeckoil mapeHxmume
JETKOTO WIIM BUCLIEPATIBHON
IUJIEBPE.

* CpenHuii BO3pacT yCTAaHOBKHU
nuarsosa 33Mmec.

» ConuiHO€ HOBOOOpA30BaHHUE.

* SIBNSAIOTCS arpeCcCUBHBIMU
CapKOMaMH.

* Bo3HUKAeT B MapeHXUME JIETKOTO,
BHCIIEPAJIBHOM IJIEBPE U
MapueTaibHOH IJIEBpE.

» Cpennuii Bo3pacT
JUarHocTupoBanus 44 mec.

T N

edeHHe - XHPYPI. omepanus
¢ XT niu 6e3 Hee.

O0masi BBIKMBAEMOCTb IPH
tune | cocraBasier 85%-90%

- J

60% u 45% CcOOTBETCTBEHHO.

>

IIpu tume Il u |1l xupypruyeckas onepauus 1 XUMHOTEpPaNUA
Heo0XoAuMBbI BO Beex caydasax. O0mas BbLKMBaeMOCTh COCTABJIAET

IIpoBenenne JiyueBoii Tepanuu sl HeonepadeJabHbIX POKAIBLHBIX
KOCTaTO‘IHLIX SIBJICHNH peliaeTcs B KaKI0M cJyyae HHAUBUAYAIbHO. )




KimHu4yeckum ciay4dan
MaJjapuuk, 1r 10MecsineB »KN3HHU
(22 mecsaia).

B aHaMHe3e nepeHEeCEHHBIN CHOHTAHHBIN [THEBMOTOPAKC
CJIEBA, HE CBSI3aHHBINA C TPABMOW B BO3PACTE /MECSIIEB.

7Kay100b1 IPH MOCTYIJICHUM
e 00mas c1adboCThb
* TOXyJaHHUE
* Kallelb
e OJBbIIIKa
* TIOBBINICHHUE TeMIIEpaTyphl Teja
* IIOTVINBOCTH
* CHIDKEHHE allllIETUTa



CHUMKH MHUIIHAJBHBIC




IIpoBeneHHast Tepanus

MunuTopa I2VAd I2ZVA

KOTOMUS,
onoIcus

!

T'ucroaorus —
3JI0KAYeCTBEHHANA
Heilipogudpoma

Iepecmorp - CMT

urx:
NudantunbHas
¢pudpocapkoma

ITepecmotp B r.LKniasn
IUIEBPONYJIbMOHAIb
Has O;acToma

12VAd

12VAd

I1VA

I?VAd

yaaJjieHue
ONnyxoJm
Y 12VA
IJ1€BPbI
cjieBa

I'ucronorus -
BepeTeHOKJIeTOYHAsA
capkoma c JIII III-1V

CTENEeHU

Ilepecmotp B r.LKnian
IJIEBPONYJIbMOHAJIBH
asi 0J1acTrome

I2VA

I*VA



Mopdosrorus

iy

20

50 um

CD34x20



JInHaMuKa o0pa3oBaHusA

26/05/14
08/07/14
25/09/14
03/10/14

29/10/14

25/11/14

03/02/15

CII 2 kypcoB XT
CII 4 xypcoB XT
CII 6 xypcoB XT

CII oneparuu + 8 xkypcoB XT

CII 9 xypcosB

Yepes 1mec mocie 3aBepiieHus
Tepanuu

Uepes 3Mec nocie 3aBeplieHus
Tepanuu

9,0x5,6x2,4cMm
7,2x5,0x1,8cm
6,6x4,1x2,3cMm

4,7x3,3x2,9cm
(mocneonepaloHHbIN pyOelr)

4,3x3,1x2,7cm
(mocneonepaloHHbIN pyOelr)

4,3x3,1x2,7cm
(mocneonepalioHHbIN pyOelr)

3,5x2,7x2,2¢cMm
(mocneonepaloHHbIN pyoelr)

63cm3
34cm3
32cMm3

23cem?

19¢cm3

19cm?

10,8cm?
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IIpoBeneHHast Tepanus
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12VAd
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I?VAd
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JledeOHbIM TaToMOp (o3




IlocJsie onmepanuu




IOT - KT
yepes 10 mec mociie 3aBeplieHus Tepanuu
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