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ﬂepBMHHble CapKOMbI cepALa y ,LI,ETEI71 — Ka3yUCtnyecCku o
peaKkand, HO KpaﬁHe dlfpecCCusHad NatoaornAa

anuaemuonorus KnuHunueckaa KaptuHa
[NepBUYHbIE ONYXONKM cepaLa BCTpeYatoTca peako: 0,0017—-
. . . HecneunduryHa 1 4acTto UMUTUPYET KapaANONOTUYECKUE,
0,28% no AaHHbIM ayTONCUUHbBIX UCCAeaoBaHUN. Y aeTen
X MHPEKUMOHHbIE TN pecnnpaTopPHble 3aboneBaHUA, YTo
3/10KaYeCTBEHHbIe OMyX0n COCTaBNAOT 0K0J10 5—10%, NPUBOAMNT K NO3AHel NOCTaHOBKE AMarHo3a.

cpeaun HUx npeobiazatoT cCapKombl.

Xupypruyeckue orpaHuuyeHusn OT1cyTcTBME CTAaHAAPTOB
PaguKanbHOe XMpPYpruyeckoe nNevyeHme orpaHuyeHo 13-3a CTaHAapTM30BaHHbIE NPOTOKO/bl IeYeHMA y AeTel
MHBA3NU ONyXO0/1N B MNOKapPL, KNaMaHHbIE CTPYKTYPbLI, OTCYTCTBYIOT. HeO6XOﬂ|MMa nHaAnsmnayanmnsauma tepanmm B

KOPOHapHbIe apTepUM 1 KPynHble COCYAbl. YCNOBUAX MYNbTUANCLUUNAMHAPHOIO KOHCUANYMA.

PaHHAA AMArHOCTUKa U myabtuancumninHapHoe njiaHnposaHue ne4yeHna KputTu4ieCKn Ba*KHbl AnA Bbl60pa ONTUMA/IbHOM CTpaTermu.

5-i1 BcepoccUinckuin cbespg, W

AeTCKWX KapAWOXVpYyproe 1 cneldanncToB
no BpoXieHHBIM NopoKam cepala



[1MarHoCTMKa nepBUYHbIX CApPKOM cepaLa y AeTeEN o

MporpeccupytoLLan oabiLiKa -

5O/ B rPYAHOI KNeTKe OHKonorua Kapauonorua
TaxuKapamsa, HapyLLeHUA pUTMa [eTCKMUN OHKOOT, MONIEKYNAPHbIN Kapgnonor, Kapamoxmpypr,
CuHKONa/ZibHble COCTOAHUA reHeTuk, I'IaTOMOpd)OJ'IOI' TPaHCNAAHTONOr
OTEKM nua, Weun, BEPXHMUX KOHEYHOCTEMN
CnHApOM BEpXHEWM NONOWN BEHbI

AP P AwnarHoctuka MHTeHCMBHaA Tepanusa

BbINoT B nepuKapae / nneBpanbHbIX NOJOCTAX
TamnoHaga cepaLa
HeobbscHMMas nnxopaaKa, cnabocTb

Cneuuwanuct no ny4esomn /
PaAMOHYKANAHOW ANArHOCTUKE

AHecTe3nonor-peaHMmaTosior

CumnTOMBI IxoKr MPT + Buoncusa + MynbTugmc
M3T/KT UrX/FISH/NG LUUNAMHAPHDbIN
S KOHCUANYM

5-i1 BcepoccUinckuin cbespg, W

AeTCKWX KapAWOXVpYyproe 1 cneldanncToB
no BpoXieHHBIM NopoKam cepala



JleyeHne nepBUYHbIX CAPKOM cepaLa Y AeTen (:7

MexwpernoHaneHoe OBwecTBO
OeTckmx Kapouoxmpyprose

JleuebHan CTpaTerma onpeaendaeTca OHEPHGEHbHOCTbI'O, TMMCTOTUNOM U paCHPOCTpaHéHHOCTbI'O

OnepabenbHas onyxonb TpaHcnNaHTaUMA cepaLa: yC10BUA PAaCCMOTPEHUA

RO-pe3eKumnsa — npeanoyuTUTENbHbIN BapuaHT Npu
NNOKa/NIN30BaHHOM OMyX0NN = aabloBaHTHaA Tepanua /
HabntogeHue. Npu COMHUTENbHON pe3eKTabebHOCTH:
HeoaabloBaHTHaA XT - NOBTOpPHaA oLeHKa onepabenbHOCTH.

* 30/1MpOBaHHOE NoparkeHue cepaua

e OTCyTCTBME HEKOHTPOMPYEMOrO METacTaTUYECKOro
npouecca

e HeBO3MOHOCTb PaZMKa/IbHOM pPe3eKuum

e KoHTponb 3abonesaHns Ha GOHE CUCTEMHOM Tepanum

HeonepabenbHas onyxonb
e PelweHne MyNbTUANUCLUUNAUHAPHOTO KOHCUANYMA

CuctemMHan Tepanua nNo NPOTOKONAM JIEYEHUA CAPKOM MATKUX
TKaHel - pecTagmpoBaHue - onepauua / Npoao KeHMe
CUCTEMHOM Tepanuu / TpaHCNAaHTaUusa cepaua.

Peunaus / nporpeccupoBaHue
Cxembl BTOPOM AMHMK + nasonaHub (npwu

PacnpoCTPaHEHHbIX/PeUnaNBHbIX CAPKOMAX MATKUX TKaHeN).
OueHKa NOKa/IbHOrO KOHTPOAA.

5-i1 BcepoccUinckuin cbespg, W

AeTCKWX KapAWOXVpYyproe 1 cneldanncToB
no BpoXieHHBIM NopoKam cepala




KAVMHUYECKUA CNYYAN 1

CuUHOBMAbHAA CApKOMa NpaBblX OTAEeN0B cep,u,u,a

MauyuneHTKa A., 14 net

KnuHuueckaa maHudecraums

CnabocTb, Taxmkapamsa, OTEYHOCTb /INLLA U BEK, OAblLLKa BO CHe, 6011 B

rPYAHOM KNETKe, IMXOPajiKa, 'MApoTOpPaKe, rmaponepmkapa, TamnoHaaa
cepaua

AnarHocTtuka

KT: 06bémHOe ob6pa3oBaHMe NONOCTM NepPUKapAa C NPU3HAKaMM
BACKyNApU3aLmun.

bnoncuma: cmnHoBMasibHaA capKkoma.

AwnarHos

CrnHoBManbHaA capkoma npasbix otaenos cepaua IRS 1, pT3bNxMx
$S18+, TP53 del

ALMAZOV CENTRE

UrX / MonekynapHasa

TLE1+, EMA+ o4aroso, CD99+ oyaroBo, Ki-67 8%.
FISH: nepectponka SS18, aeneuymna TP53.

5-i1 BcepoccUinckuin cbespg,
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AeTCKWX KapAWOXVpYyproe 1 cneldanncToB
no BpoXieHHBIM NopoKam cepala




KJAVMHUYECKUW CNYYAN 1

JleyeHne n gMHaMMKa: CUHOBKUAIbHAA CapKOMa NpaBbiX OTAEeNO0B ce&ﬂa

JleueHue

5 kypcos MXT (CWS-2009)

JocTuruyta ctabnnmsaumna 3abonesaHuna. MPT nocne XT:
obpa3zoBaHune 0o 70 X 32 X 64 mm, 6e3 rnybokon MHBa3UmM
MMOKapAa.

Onepauyua 25.10.2023

Pe3eKkuua onyxoam NoaoCTU Nnepukapaa, yctpaHeHue
obcTpyKumu BB, nnactnka BocxoaALen aopThl.
Matomop¢do3: 99% HeKpo3a — BblparKEHHbIN IEKAPCTBEHHDIN
natomop¢os.

Peungus nHoM nokanunsaumm— ceHtabpb 2024

O6pasoBaHue B nepuKkapae Ao 74 x 60 x 128 mm. MN3T/KT:
nopaxkeHune cpeaoCcTeHnA, BEPOATHbIE MeTacTasbl B IEFKUX.

Tepanua 2-v AMHUMK

femunTabuH + gouetakcen + na3onaHunb. Ha momeHT
HabnoaeHUA: cTabunnsauuna, neyeHne NPoaoKaeTcs.

DNeb6ioT

KT, buoncua -
CMHOBMa/IbHaA capKkoma
SS18+

Onepauus (10/2023)

PeseKkumna onyxonu
nepukapaa, 99% Hekpo3sa

2-9 INHUA + na3onaHub

Ctabunmnsaumsna, HabnoaeHue
NPOAONXKaeTCs

h’i(?}KFJ(?' WMoHanbHoe O 6I LeCTBO
OeTckux Kapouoxupypros

NXT CWS-2009 x5

Ctabunmnszauusa, ymeHblueHue
obpasoBaHuA

Peunpaus
MHoOM noKanusauum (09/2024)
[Mporpeccna, metacTtasbl B NErKMX

5-i1 BcepoccUinckuin cbespg,

AeTCKWX KapAWOXVpYyproe 1 cneldanncToB
no BpoXieHHBIM NopoKam cepala
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KIMHUYECKUW CNTYHAN 2

HeaudpdpepeHumpoBaHHaA nheomopPHana capKkoma cepaLa C)

MexwpernoHaneHoe OBwecTBO

naLI,VIEHT B., 14 .l'IeT HdeTckunx Kao:mcxnp'-,-'p.roaz
KnuHuyeckaa maHugecrauma Busyanusaumsa

bonn B rpyaHOM KNeTKe B Te4eHue 08.2024 KT: obpasoBaHue mexay /1K n MK

HECKO/IbKUX N1ET, yYalleHune C 6,6%5,0%x5,0 cm

AHBapA 2024 r., opTOCTaTUYECKME MPT: 6,8%5,0%X6,5 cm, HMXKHe-NeperopogoyHble

rOIOBOKPYKEHMA, HEBO3MOXKHOCTb cermeHTbl JIXK 1 HUXKHAA cTeHKa XK.

NO/IHOTO BAOXa. 09.2024 N3T/KT: SUVIbm max 5,19.

PagunkanbHaA pes3eKkuna HEBO3MOXKHaA.

Mopdonorusa
10.2024 6uoncua

HegnddepeHumposaHHaa naneomopdHaa capkoma
[MCTONOrMYECKU: BblPaXKEHHbIN KNETOUYHbIN U A4EPHbIN NOAMMOPPU3M, TUTAHTCKUE

onyxonesble KNeTku, high-grade mopdponorua
UIMX: Vimentin+, NKX2.2+, TFE3+, CD99+, TLE1+, S100 ouyaroso+ Ki-67 14%

5-i1 BcepoccUinckuin cbespg,

AeTCKWX KapAWOXVpYyproe 1 cneldanncToB
no BpoXieHHBIM NopoKam cepala



KJAVMHUYECKUA CNYYAN 2

JleyeHune n aAnHamuKa: HeandpdepeHUMPOoBaHHAA
naeomopdHan capKkoma cepaua

JleueHue

1-a amHuna: 12VAd

Ndochamng, + 4OoKCcopyOULUH + 3TOoNo3na — 6e3 3HaYnmomn Aebtot cumnTomos

NONOXKUTENBHOMN ANHAMUKN. KT / MPT / N3T-KT = 6uoncua
femuuTabuH + goueTtakcen —> naeomopdHas capkoma High
grade

CucTtemHana Tepanua NpogonKeHa. BbiaiBneH metacTtas B
WenHbIM tnmdaTtryeckm ysen - IV ctagua.

2-9 INHMA femuuntabun /
aoueTtakcen
KapbonnatuH + atonosuna - npocdamma + stonosmag -
P a bocd A A MeTtactas 8 /1Y weun -
nasonaHuob.
IV ctagua

YmeHbleHne onyxonn Ha 20-21%.

Nuct oxxnpanua TC (06.03.2025)

BK/IIOYEH B NIUCT OXKMOAHUA OPTOTOMMYECKOM TPaHCNAaHTaLUM
cepaua. MpoaonkeHue Tepanum B NnpeATpaHCNIaHTaLUOHHOM
nepuoae.

Nuct oxknpanmna TC
MapTt 2025 — BKAOYEH

B TMCTOXUNOaHUA

TpaHCNAaHTaUMmM cepaua
TpaHcnnaHTauma cepaua 20.06.2025

MepBUYHaA cnaboaTb TpaHcnAaHTaTa. Ex letalis
5-i1 BcepoccUinckuin cbespg,

,

MexwpernoHaneHoe OBwecTBO
OeTckmx Kapanoxupypros

1-a amHuAa: 12VAd
Be3 3HauMmom ANHAMUKK

2-9 AMHUA + na3onaHub
YactmnuHbin otBeT, —20—

21% onyxonu

TC ot 20.06.2025
MepBuyHan cnaboctb
TpaHcnAaHTaTa

AeTCKWX KapAWOXVpYyproe 1 cneldanncToB
no BpoXieHHBIM NopoKam cepala

Ex letalis W



BbiBOAbI o

MexwpernoHaneHoe OBwecTBO
OeTckmx Kapanoxupypros

1. [lepBMYHbIE CApKOMbI CEPALA Y AETeN ABNAIOTCA KpalHe peaKMMU arpeccuBHbIMU HOBOOOPA30BaHUAMM C BbICOKOM
4acTOTOM MeTacTa3npoBaHuUS.

2. [unarHocTuKa TpebyeT MynbTMMOZAaIbHOTro Nnoaxoaa: axokapauorpadua (cKkpuHuHr), MPT ¢ KoHTpacTMpoBaHuem (oUeHKa
MHBa3MN N B3aMMOOTHOLLEHUA C KOPOHapHbIMU apTepuammn), MIT/KT (meTabonmnyeckas akTUBHOCTb, MOMCK METACcTa30B),
Mmopdonormyeckas sepnduKkauma c obssatenbHbim FISH (nonck nepectpoek SS18, TP53, EWSR1).

3. Xupyprudeckas pesekuma (RO) — metop Bbibopa npu N0Kann30BaHHbIX Gopmax, JocTMRMMa Anwb B 30—-50% cnydyaes.
Mpn HEBO3MOXKHOCTU PagMKanbHOW onepaummn nan peumamsee Ha poHe XMMUOTEPANUM TPAHCNIAHTaLKUA cepaua
ABNAETCA NoTeHUnanbHon onumein («bridge-to-life») npu ctporom ycnosum: n3onMpoBaHHOE MHTPaKapamaibHoe
noparkeHue 6e3 oTAaNeHHbIX METACTA308B.

4. T[lporHo3 ocTaeTca cepbe3HbIM: 5-neTHAA BbIXKMBaeMocTb <25%. PakTopamu HebraronpuATHOrO UCXoaa ABAAIOTCS
neneuua TP53, nepectponku SS18, Ki-67 >10%, HenonHaA pe3eKkuua 1 meTactasbl HQ MOMEHT ANArHOCTUKMN.

5-i1 BcepoccUinckuin cbespg, W

AeTCKWX KapAWOXVpYyproe 1 cneldanncToB
no BpoXieHHBIM NopoKam cepala



